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CBeTNOKIIeTOUHAs CapKoOMa MOoYKH
y feTei: KNMHUYECKUE XapaKTepPUCTUKM
U pesynbTaTbl TEpanum

JI.A. CmupHoBa, M.B. Tenewosa, H.H. Mepkynos, A.M. MutpocpaHosa, I".B. TepeLueHko,
0.I". Axanapse, A.B. HeuecHiok, [I.T. YTanuesa, A.lI0. Ycbiukuna, T.B. LLlamaHckas,
[.10. KauaHos

@IBY «HaumoHabHbIi MEANLMHCKNIA MCCIIER0BATENIbCKUY LIEHTP BETCKOM reMaTosiormm, OHKOSI0Mrm
n ummyHosnormm uM. [imutpus Porayesa» Munsgpasa Poccun, Mocksa

CeeTnokneTtouHasa capkoMa nouku (CKCIM) — peakoe 3nokavecTBeHHoe HOBooGpasoBaHue y feTeid, Ha
[onio kotoporo npuxoautcs 2—5% Bcex onyxonew noyek. Llenbio uccnenoeaHnsa SBMNoCh MsyyexHne
pesynbTaToB Tepanuu nauveHTos ¢ CKCI, nonyyasLumx nevenne B ycrnosusx HMUL OO um. OMuTpus
PoraueBsa. [poBeaeH peTPOCNEKTUBHBIN aHanu3 NauMeHTOB C FMCTONOMMYECKM NOATBEPKAEHHbBIM
anarHosoM CKCIM, nonyuasLumx nedexune 3a nepvoa ¢ sHeaps 2012 r. no dpespanb 2020 r. (98 mec).
[aHHoe nccnenoBaHue ofobpeHO He3aBUCKIMBIM 3TUYECKMM KOMUTETOM W YTBEPXAEHO PELLIEHNEM YYEHOrO
coeta HMWL| AFON M. IMuTpus Porauesa. AHanvavpoBanuch feMorpachuyeckme XxapakTepucTuKy,
KIIMHUYECKMe CUMMNTOMbI, METOL NMOCTaHOBKM AnarHosa, obbeM npoBefeHHON Tepanuu, UCXOAbI.
MauneHTbl Nonyyanu nedvexue no npoTtokonam rpynnsl SIOP-RTSG (SIOP 93-01, SIOP-2001, SIOP-
RTSG-2016). OueHKka pacnpoCTpaHeHHOCTY NpoLecca NpoBoaMach no Knaccudmkaumm SIOP. 06was
1 BeccobbiTuitHas BbIKMBAEMOCTb OLIEHMBANMUCL No MeTony KannaHa—Maiepa. AHanus BbisK1MBAaeMOCTU
nposeneH Ha 01.03.2021. B nccnenosaxue BknoyeHbl 10 naunentoB ¢ CKCI. MennaHa BospacTa Ha
MOMEHT nocTaHoBkm anarHosa CKCI coctaemna 30,1 Mecsaua (pasbpoc 13,5-70,8 Mecsiua). Bee naumneHTbl
BbINM NMLAMU MYMKCKOro nona. AnuTenbHOCTb OT BO3HUKHOBEHUS NepBbiX CUMMTOMOB/BbISBIEHUS
OnyXomnu [0 MOCTaHOBKYM AuarHosa coctasuna 0,8 Mec (pasbpoc 0,1-3,2 Mec). [InarHos ycTaHoBMeH
Ha OCHOBaHUM KIMHWUKO-PEHTIEHONOMMYECKUX JaHHbIX (N = 9) U rUCTOMOrMYecKoro UCCnenoBaHus
6uonTaTa onyxonu (n = 1). OTaaneHHble MeTacTasbl Ha MOMEHT MOCTAHOBKM AMArHo3a BbiSBMEHb
y 1 (10%) naumeHTa (nokamusauus mMetacTasos — nerkve). MenuaHa obbeMa ornyxonu cocTaBuna
439 cM® (pasbpoc 256996 cm®). MpenonepaunoHHas nonvxumuoTepanus (MXT) nposeaeHa BceMm
BonbHbIM (peskuM AV (akTuHoMUUMH [, BUHKpUCTUH) y 7 (70%) nauvenToB). Mpu oLeHKe AMHAMUKM
pa3MepoB OMyxonu nocne npeponepauuoHHoii NMXT oTMeueHo ee cokpallerve y 3/10 nauneHToB
(y 1/7 npu pexume AV), ysenuuenue y 5/10 u ctabunusaums y 2/10 6onbHbix. Xupypruyeckoe
neveHune B 0b6beMe HeDPIKTOMMM NPOBEAEHO Y BCex nauneHTos. B 1 (10%) cnyyae goKyMeHTMpoBaH
MHTPaoMnepaLmMoHHbIit paspsis onyxonn. Y 1 (10%) 6onbHOro nposeseHa TOPaKOTOMUSA cCriesa Afist
UCKITIOYEeHWs NIEroYHbIX MeTacTasoB. Pacnpenenerve nNaLUMeHTOB MO NOKanbHbIM CTaguaM: | ctagus —
4/10 (40%), Il cTapmsa — 2/10 (20%), Il ctagus — 4/10 (40%) (Bknioyasi 1 BonbHOrO € OTAANEHHBIMU
MeTacTasamu). ADbloBaHTHas XMMUOTepanus MPOBOAUSIACH BCEM MaLMeHTaM B COOTBETCTBUM CO CXeMO
neYeHust rpynnbl BBICOKOrO pUCKa: 7 NauueHTOB Noslyunsin 4—5-KOMMOHEHTHbIA PEXUM Tepanuu,
3 — peskuM AVD (akTUHOMUMUMH [1, BUHKPUCTWH, BOKCOPYBMUMH). JlyueBas Tepanus npoBoaMnach
6/10 (60%) naumenTam. Ucxoasl: 9/10 (90%) — skusbi, 1/10 (10%) naumeHT norub (cMepTb, He cBA3aHHas
c onyxonbio). TpexneTHss 6eccobbITUIHAsA BbIXMBAEMOCTb M 06LLasA BbIXMBAEMOCTb cocTaBmiv 78,8%
(95% pmosepwuTenbHblit uHTepsan (OWN) 52,5-100) n 90,0% (95% OM 71,4-100) cooTBeTCTBEHHO.
[poBeneHne KOMMNIIEKCHOW WHTEHCWMBHOW NPOrpaMMHON Tepanuu y naumeHToB ¢ CKCI1 no3sonset
B06UTbCA YAOBNETBOPUTESbHBIX PE3YbTaToB.

KnioueBble crnoBa: CBET/IOK/IETOYHAA CapKOMa MOYKM, MONMXMMUOTEPAIuS, STy4eBasi Tepanus, BeTh
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Clear cell sarcoma of the kidney in children: clinical characteristics
and treatment results

L.A. Smirnova, M.V. Teleshova, N.N. Merkulov, A.M. Mitrofanova, G.V. Tereshchenko, D.G. Akhaladze,
A.V. Nechesnyuk, D.T. Utalieva, A.Yu. Usychkina, T.V. Shamanskaya, D.Yu. Kachanov

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Healthcare
of the Russian Federation, Moscow

Clear cell sarcoma of the kidney (CCSK) is a rare malignant renal tumor in children, which accounts for 2-5% of pediatric kidney
malignancies. The aim of the study was to analyze the results of therapy of patients with CCSK treated in Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology. Retrospective analysis of patients with
a histologically confirmed diagnosis of CCSK treated for the period 01.2012-02.2020 (98 months) was done. The study was
approved by the Independent Ethics Committee and the Scientific Council of the D. Rogachev NMRCPHOI of the Ministry of
Healthcare of the Russian Federation. Demographic characteristics, clinical symptoms, methods of diagnosis, and treatment
modalities were analyzed. Patients were treated according to the protocols of the SIOP-RTSG group (SIOP 93-01, SIOP-2001,
SIOP-RTSG-2016). The stage was assigned according to the SIOP classification. Overall and event-free survival was assessed
by the Kaplan—Mayer method. The analysis of the results was carried out on 01.03.2021. The analysis included 10 patients with
CCSK. The median age at the time of diagnosis of CCSK was 30.1 months (range 13.5-70.8 months). All patients were male. The
duration from the onset of the first symptoms/detection of the tumor to the diagnosis was 0.8 months (range 0.1-3.2 months).
The diagnosis was established on the basis of clinical and radiological data (n = 9) and biopsy (n = 1). Distant metastases at
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the time of diagnosis were detected in 1 (10%) patient (localization of metastases - lungs). The median tumor volume was
439 cm? (range 256-996 cm?). Preoperative chemotherapy was performed in all patients (AV regimen (actinomycin D, doxorubicin)
in 7 (70%) patients). Assessment of response after preoperative chemotherapy showed tumor regression in 3/10 (in 1/7 with
AV regimen), tumor progression in 5 and stable disease in 2 patients. Surgical treatment in the extent of nephrectomy was
performed in all patients. In 1 (10%) case, intraoperative tumor rupture was documented. Distribution of patients by local stages:
|- 4/10 (40%), Il — 2/10 (20%), Il — 4/10 (40%) (including 1 patient with distant metastases). In 1 patient, a left thoracotomy was
performed to exclude lung metastases. Adjuvant chemotherapy was performed in all patients in accordance with the relevant
protocols of the high-risk group: 7 — 4-5-drug regimen, 3 — AVD regimen (actinomycin D, vincristine, doxorubicin). Radiation
therapy was performed in 6/10 (60%) patients. Outcomes: 9/10 (90%) — alive, 1/10 (10%) patient died (non-tumor-related
death). 3-year event-free survival and overall survival were 78.8% (95% confidence interval (Cl) 52.5-100) and 90.0% (95% CI
71.4-100) respectively. Intensive program therapy in patients with CCSK allows to achieve satisfactory results of treatment.
Key words: clear cell sarcoma of the kidney, polychemotherapy, radiation therapy, children
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BETIIOKMeTOYHan capkoMa nouku (CKCM) —

penKoe 3r0KavyecTBeHHoe HoBoobpasoBaHue

y LeTel, Ha [onio KoToporo npuxopmtcs 2-5%
BCEX OMyxonew noyek. 3To BTOpas No YacToTe BCTpeya-
€MOCTM OMyX0Sib NMOYeK y aeter nocne HedopobnacTomsl
[1l.

Bnepeble CKCI 6bina onucana B 1970 r. J.M. Kidd
[2] n ncToprueckmn HasbiBanach «KOCTHOMETaCTa3npy-
IoLLas onyxosb nNoyku> [3], oTpasas ee CKIIOHHOCTb K
METacTa3npOBaHMIO B KOCTW.

YnyulleHne AnarHOCTUKK, OCHOBAHHOE Ha MUCMOSlb-
30BaHWM CMEKTPa UMMYHOMMCTOXUMUYECKMX MapKEPOB U
MOHVMMaHWN MOMEKYNAPHBIX MEXaHN3MOB KaHLieporeHesa
Mpv LaHHOM BUOe OMyxofv, BHeApeHue bofee MHTEH-
cuBHbIX nporpamm Tepanuu CKCIly peTe# npuseno K
MNoBbILLEHMIO MoKa3aTenei BeccobbiTuitHoit (BCB) u
obuien (OB) BbIMBaEMOCTH, KOTOpbIE AOCTUraIOT 78% K
86% cooTeeTCTBEHHO [4].

B poccuiickolt HayuyHOW nuTepaType OTCYTCTBYIOT
onvcanus bonbmx rpynn naunertos ¢ CKCI1 n pesynb-
TaTOB NEYEHUsI AAHHOIO BMAA 3110KAYECTBEHHbIX HOBO-
obpasosaHuit (3HO) nouek y pereil.

Llenbio HacTosLwen nybnukaummu ABuioCh N3yyeHue
pe3ynbTaToB Tepanuu naumentoB ¢ CKCI, nonyvasLumx
neyvenve B ycrosusix ®rbY «HMULL OOUN uM. Omutpus
PoraueBa>» MuH3gpasa Poccum.

MATEPUAIbI U METO[1bl UCCNIEAOBAHUA

[MpoBeneH peTpOCNEeKTUBHBIN aHann3 NaLWUeHToB C
FMCTONOrMYECKN NOATBEPKAEHHBIM AnarHo3oM CKCI1 3a
nepwog ¢ saHBaps 2012 r. no dpespans 2020 r. (98 Mec).
B ykasaHHbIn neproa BpeMenu B ycnosuax ®IrbY HMULL
OrOU wm. OMutpus Porauesa obcrnenoBanvch U nony-
Yyanu pasnuuHble atanbl neyveHus 11 naumentos ¢ CKCII.
[NanHoe nccnenosaHne 0ROBPEHO HE3aBUCUMbBIM 3TUYE-
CKMM KOMUTETOM M YTBEPXKAEHO PELUEHUEM YYEHOrO
coeTa HMUL| I ON mum. Omutpus Porauesa.

B HacTosilwmin aHanua Oblnu BKIIOYEHbI TOSbKO
naumenTbl ¢ CKCI1, nonyyasLmne nporpaMMHyto Tepanuio
no NpoTokonaM [pynnbl N0 U3YYEHUIO OMyXOfiei novek
MexanyHapoaHoro obLiecTea aeTckmx oHkosoros (SIOP
Renal Tumor Study Group, SIOP-RTSG). Ms 11 3ape-
rMcTpupoBaHHbix nauuenToB ¢ CKCIT 1 Bbin ucknioyeH

Bonpoch! FeMaTonori/oHKONOr A 11 MMYHONATONOM MM B NeauaTpum
2021 | Tom 20 | Ne 4 | 78-88

M3 [BanbHenWero aHanm3a, MOCKOJIbKY B YC/OBUAX
HMUL OION wm. Omutpus PorayeBa eMy npoBefeH
TONbKO 3Tan JIOKanbHoOW Jly4yeBoW Tepanum, a CUCTEMHaS
Tepanua OCyLecTBAAMNacb Mo NPOTOKOJY feyeHus
CapKOM MArKMX TKaHel B ApyroM dpenepanbHOM LIEHTpE.
Taknum 06pa3om, B HACTOALWLMN aHanW3 BKIIIOYEHbI
10 naumeHToB ¢ CKCIl, nonyyaBLUIMX NpOrpaMMHyio
Tepanwio.

B pamkax pa3paboTaHHO MapLUpyTV3aLmMm 60SIbHbIX
C OMYXOSISIMM NMOYEK U HaMAMKEHHOIO MEXLEHTPOBOI0
B3aUMOAEWCTBMA TOMbKO 1 nauveHT nepBuYHO Bbin
rOCMUTanNMU3VMpPOBaH ¥ NOJTyYMs BCE 3Tarbl NMPOrpamMMHON
Tepanuu B ®I'BY HMUL, OIOWN um. Omutpusa Poravesa,
ocTanbHble BonbHbIE MOCTyMNanM Ha 3Tarnbl NPOBEAEHMS
NTOKaNbHOro KOHTPOSIA NoCie MHMUMaummn cneumdmye-
CKOW Tepanuun B PernoHasbHbIX LeHTpax.

ObcnepnoBaHne NpoBOAMIIOCH MO CTaHOApTHOMY
anropuTMy cormacHo npotokonam rpynnbl SIOP-RTSG
(SIOP 93-01, SIOP-2001, SIOP-RTSG-2016), BKknio-
uaBLUEeMYy KOMMbioTepHyio ToMorpaduio (KT) opraHos
FPYAHON KMEeTKM C BHYTPMBEHHbLIM KOHTPacTMpOBa-
HueM, KT/MarHuTHo-pesoHaHcHylo ToMorpadmio (MPT)
opraHoB BpIOLIHOV MONOCTU C BHYTPUBEHHBLIM KOHTpa-
CTWpOBaHMeM, yrbTpa3ByKkoBoe uccrnenoBaHve (Y3M)
opraHoB OplLWHOW nonocTu M pgonnieporpaduio
cocynoB baccerHa HWXHeW nonion BeHbl. [penmy-
LLLEeCTBEHHO AMAarHo3 ycTaHaBMAMBASICA Ha OCHOBAaHWM
KIIMHUKO-PEHTIEHOIOMMYECKMX faHHbIX. [Mocne Bepudu-
kaumu gnarHosa CKCI1 pononHutenbHble o6cnenosaHus
Bknovanu KT/MPT rofnioBHOro Mo3sra ¢ BHYTPUBEHHbIM
KOHTpPacCTMpOBaHWEM U cumHTUrpacdpmio ¢ bucdocoHa-
TaMW, MeYeHHbIMK TexHeumeM (MTc).

OueHka pacnpocTpaHEHHOCTY NpoLecca U rmcToso-
rMyeckast knaccudmkaLumsa onyxonemn noyek ocyLlecT-
BNSAAUCb No KputepusaM SIOP ona neTckux peHanbHbIX
onyxonei [5, 6]. Tepanus nauneHTos ¢ CKCIM nposoau-
nacb cornacHo npoTokonaMm rpynnbl SIOP-RTSG (SIOP
93-01, SIOP-2001, SIOP-RTSG-2016) [4].

06beM v onNWUTeNbHOCTb NPEAonepaLyoHHON Non-
xumuoTepanuu (MXT) onpenensnncs B 3aBUCMMOCTM OT
pacnpoCcTPaHEeHHOCTH OMyxoneBoro npouecca. lNauu-
€HTbI C JTOKan130BaHHOM OOPMOI OMyXOrei MoYeK nony-
Yanu 4-HepenbHyto npegonepaunoHHyio MXT B pexume
AV (akTuHOMMUMH [1, BAHKPUCTUMH), IETU C MeTacTaThye-
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CcKoit chopMoit — 6-HepenbHyto MXT B pesume AVD (akTu-
HOMUUMH [, BUHKPUCTWH, OOKCOPYBULMH). MaumeHTam ¢
MHULMaNbHO NoATBEepXAEeHHbIM AnarHosoM CKCIl peko-
MeHO0BanoCb NPOBEAEeHNe MHTEHCUBHOM Umknosown MXT
0151 BONbHBIX FPYMMbl BICOKOrO PUCKa. XMPYpruyeckuii
3Tan OCYLLeCTBANCA Ha 5-1 U 7-1 Helensx CooTBeT-
CTBEHHO M BKloyasn B cebs npoBegeHne HedppaKTOMUm
Ha CTOPOHE MOPAXEHWS.

AnbloBaHTHasa xumuoTepanua (XT) nposogunace
B COOTBETCTBMM C MPOTOKONaMW rpynmnbl BbICOKOrO
pucka [4]. CornacHo npoTokony SIOP 93-01 naumeHTbi
FPYMMbl BEICOKOrO PUCKa He3aBMCMMO OT CTaauu 3abo-
neBaHus nonyvanu agbloBaHTHylo XT, cocTosALwylo U3
4 npenapatos (3Tonosua, kapbonnaTuH, ndocdamma,
pokcopybuumn). B pamkax npoTokona SIOP-2001 y
nauneHtoB ¢ | ctaguen CKCIT nocneonepaunoHHas
MXT Bkniouana pexum AVD, 6onbHbiM ¢ II-IV cTagunen
NPOBOAMICS pexuM U3 4 npenapatos (aTonosug, kapbo-
nnaTuH, umknodoccamun, LokcopybuumH). B pamkax
npoTokona RTSG-SIOP-2016 BceM nauueHTaMm c Bepu-
huumpoBaHHbiM anarHo3om CKCI1 pekoMenpoBanoch
nposefeHne 5-koMroHeHTHoM MXT (aTonosua, Kap6o-
nnaTuH, ndocdamua, Lmknodpocdramma, LOKCopybMLmH)
(rabmmuya 1).

NokanbHasa nyyesas Tepanus Ha obnacTb foxa
OMyXOnM NpoBOAMNach NauMeHTaM C JOKafbHbIMM
ctaguamu |l u lIl. [osbl nyyeson Tepanuu BapbupoBanu
B 3aBMUCUMOCTM OT npoTokona (rabmmua 1). ToTanbHoe
obnyuyeHve 6pIOWHON NOMOCTM MPOBOAMIIOCH MpU
oM hy3HOM BHYTPUBPIOLLHOM OMYXOSIEBOM MOPaXeHUn
1/vnu BosbLLIOM MHTPAOoMNepaLMOHHOM pa3spbie OMyXonu.
ToTtanbHoe 0bnyyeHne nerknx NPOBOAMNIOCH BCEM Nauu-
€HTaM C MeTacTaTUYECKUM MOPAKEHWEM NErKUX B
cymMMapHoi ouarosoit fose (COL) 15 Ip.

[ns npoeepeHns HacToOALLero aHanu3a UCMosnb-
30BaNMCb CriepyloLne XapakTEPUCTUKN: MOJ1, BO3PacT
Ha MOMEHT MOCTaHOBKM AMArHo3a, Hanuuve umu
OTCYTCTBME OTHANEHHbIX MeTacTas3oB, Hanuuue
OMyX0Jlb-acCoUMMPOBaHHOro TpoMbo3a MouyeyHou

Tabnuua 1
CxeMa Tepanuu naumneHTos ¢ CKCI

Table 1

BEHbl M HUXHEN NOJION BeHbl, CTagus 3abonesaHus,
npoToKoN Tepanuu, 0bbeM onepaTMBHOIO BMeLLaTesb-
cTBa (BKNIOYAs OLEHKY MHTPAOMEpaLMOHHbBIX OCHOK-
HEHMI, TaKMX Kak pa3pbiB OMyXosu) 1 Nly4eBoi Tepanuu,
DSMTENBHOCTb HabnioaeHWst 1 OTBET Ha MPOBELEHHYIO
Tepanuio.

Cbop uHoOpMauMM 0 nMauueHTax NPOBOAMUNIMN C
MCNONb30BaHMEM MEPBUYHON MEOULMHCKOM OOKY-
MeHTauun (uctopun 6oresHn) u anekTpoHHoN Basbl
paHHbIx ®IBY «HMUL M0 uM. Omutpua Porayesa»
MwuHsppaBa Poccun. ViHdhopmaumsa ob atanax neuexus,
NpoBefeHHbIX 3a Npefenamu yupesaeHus, boina nony-
YyeHa M3 COMpOBOAMTENbHON MEeOULMHCKOW LOKYMEH-
Taunu (BbINUCHOM 3NMKPKU3, pesynbTaThl 1abopaTopHbIX
1 MHCTPYMEHTasIbHbIX METOOB MCCneaoBaHus). Peru-
CTPaLMsA NOMyYeHHbIX JaHHbIX OCYLLECTBSANAch B Uccne-
poBaTtenbckov Hbase ¢ ucnonb3oBaHMEM NPOrpaMMbl
Microsoft Excel 2016. AHanu3 faHHbIX NPOBOLMIICA B
cneumann3MpoBaHHOM CTaTUCTUUeCKOM nakeTe XLSTAT.
OueHKa BbIKMBAaEMOCTM OCYLLECTBAANACH MO MeTomy
KannaHa—Manepa. lNpu pacuete 95% poBepuTenbHbIX
uHTepeanos (W) 6bina npumeHeHa chopmyna MpuHByAA.
OB onpepensnacb B Ka4eCTBE BPEMEHHOI0 MHTEPBana
MexOy AaToV MOCTAHOBKM OMarHo3a U gaTol CMepTu
(He3aBMCUMO OT MPUUMHBI) MM AaTOW MOCNEAHEro
HabnopeHusa. [NaumeHTbl, NOTepPsAHHbIE M3-Mog Habmio-
LeHUs, LEH3YPUPOBaNUCh Ha JaTy NocfiefHero ocMoTpa.
BCB onpepensanacb Kak NPOMesKyTOK BPEMEHW OT AaTbl
MOCTaHOBKW AMarHosa [0 AaTbl NPOrpeccuMpoBaHus U
peuvavBa, pa3BUTWsSi BTOPOI OMYXONnu, AaTbl CMEPTU UMK
[aTbl mocnepHero HabniogeHns, B 3aBUCKMOCTM OT TOrO,
Kakoe cobbiTve npousowwno paHblue. OueHKa BbiKnBae-
MOCTM npoBoamnach no coctosHuio Ha 01.03.2021.

PE3YINbTATbl UCCITELOBAHUSA

B HacToflee uccrnepoBaHue 6binnM BKITIOYEHDI
10 naumeHTOB. MefiMaHa Bo3pacTa Ha MOMEHT nocTa-
HOBKM amarHosa CKCI coctasuna 30,1 mecaua (pasbpoc

Treatment schedule for patients with clear cell sarcoma of the kidney (CCSK)

MpoTtokon MpenonepauunonHas XT MocTtonepaunonHas XT JlyueBas Tepanus
Protocol Preoperative chemotherapy Postoperative chemotherapy Radiation therapy
SIOP 93-01 JlokanusoBaHHas coopma: AV Cragws I-IV: atonoswa, kapbonnatvH, ncocdamua,  NokanbHas ctapus lI-lll: 25-30 I'p
MeTactaTtuyeckas chopma: AVD LOKCOPY6MLMH Local stage II-lll: 25-30 Gy
Localized disease: AV Stage I-1V: etoposide, carboplatin, ifosfamide, doxorubicin
Metastatic disease: AVD
SIOP-2001 JlokanusoBaHHas dopma: AV Ctapgus |: AVD JTokanbHas ctapus lI-ll: 25,2 'p

MeTacTaTtnyeckas copma: AVD
Localized disease: AV
Metastatic disease: AVD

Crapus II-1V: atonosua, kapbonnaTuH,
umknodocdamun, [oKCopybuLmH

Local stage II-lll: 25.2 Gy

Stage I: AVD

Stage II-IV: etoposide, carboplatin, cyclophosphamide,

doxorubicin

RTSG-SIOP-2016 JlokanusoBaHHas dopma: AV
MetactaTtuyeckas copma: AVD
Localized disease: AV

Metastatic disease: AVD

Crapus |-IV: aTonosua, kapbonnatuH, ncpocdamma,
Lmknodocdamua, AoKCopybuLmH
Stage I-IV: etoposide, carboplatin, ifosfamide,
cyclophosphamide, doxorubicin

JlokanbHas ctagus -1
10,8 p +/- BycT Ha
MaKpOCKOMUYECKMIA OCTaTOK:

Local stage II-ill: 10.8 Gy +/— boost to
macroscopic residual disease: 10.8 Gy

Note. AV regimen: actinomycin D, doxorubicin; AVD regimen. actinomycin D, vincristine, doxorubicin
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13,5-70,8 Mecsaua). Bce maumeHTbl bbinu nuuamm
MY)CKOro nona. KnuHuuyeckas KapTuHa BKiloYana
yBenuuenne obbeMa musoTa (n = 4), nanbnupyemoe
obpasoBaHue B BPIOLLIHOM NonocTh (N = 4), MHTOKCKKa-
LUMOHHBINA cuHapoM (n = 1), B 1 cnyyae onyxonb bbina
BbiIBNEHA Cny4yanHo. [NUTenbHOCTb OT BO3HUKHO-
BEHUS NepPBbIX KIMHUUECKUX CUMMNTOMOB/BbISBIEHUS
OMyXOnu [0 NOCTAHOBKM AMarHosa cocTtasuna 0,8 mMec
(pasbpoc 0,1-3,2). MeanaHa obbeMa onyxonu cocTa-
Buna 439 cm? (pasbpoc 256-996 cM®). XapaKkTepucTuka
“ccneLyeMoit KoropThl NauWeHTOB MpeacTaBfieHa B
Tabrmue 2.

B 9 (90%) u3 10 cnydaes auarHos ycTaHaBsivBasics
Ha OCHOBaHWUMW KITMHWUKO-PEHTIeHOMOrMYECKMX aHHbIX. B
1 cnyuae (naumenT Nol) opnarHos CKCI sepudomumpoBaH
MyTeM WHWLMANbLHOro NPOBEAEHNSA OTKPbLITOW Bruoncum
obpasoBaHua. B cnyyae naumenTta Ned mHuumanbHoe
NpOBEAeHME MYHKLIMOHHON BMONCUM OMyxonu He No3Bo-
FIUIIO YCTaHOBUTb KOPPEKTHBIV AMAarHo3 B CBSA3W C ManbiM
KOIMYeCTBOM 3abpaHHOro rmMcToNorMyeckoro mare-
pvana. Mopdonoruueckas kapTuHa buontaTta onyxomnm
Bblfla HEOLHO3HAYHON, YTO NPUBENO K HemnpaBWUibHOMY
FMCTONOMMYECKOMY 3aKITIOYEHUIO «CapKOMaTOMAHbLIN
BapvaHT HedhpobnacTombl».

Tabnuua 2
KnunHuueckne OCOﬁeHHOCTVI, leyeHne n ncxopn nauneHToB C CKCN
Table 2
Clinical features, treatment and outcomes of patients with CCSK
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Mpumeyarmne. TOb — ToTanbHoe 0byyeHne bpiolwHov nonoctu; TOJT — ToTansHoe obnydyenne nerkux; 10 — nonHeii oteet,; Carbo — kapbonnatuH; VP — atonosua;

IFO = ncpocgpamma; Cyclo — unknoghocghamua, DOX — nokcopybuLimH, HR — peskum BbICOKOro pucka
Note. TAl - total abdominal irradiation; TLI — total lung irradiation; CR — complete response; Carbo — carboplatin; VP — etoposide; IFO — ifosfamide; Cyclo — cyclophosphamide; DOX —

doxorubicin; HR — high risk regimen

PucyHok 1

KoMrbloTepHbIE TOMOrpaMMbl OPraHOB rPYLHOM KNeTKU, BPIOLLHOM NOMOCTM U Manoro Ta3a C KOHTPACTHbIM ycure-
HWeM: A — KOpOHapHbIi cpes; b — akcuanbHbIi cpes. MNpu nepexone NeBoii NOYeUHOW BEHbI B HUKHIOID MOMYIO0 BEHY

onpepensetcs TPoMb (ykasaH cTpenkamu)
Figure 1

CT scans of the chest, abdomen and lesser pelvis with contrast enhancement: A — coronal plane; b — axial plane. A thrombus
is visualized at the junction of the left renal vein and the inferior vena cava (indicated by the arrows)

A

Mo maHHbIM PEHTreHONOrMYecKnx UCCrefoBaHum
Yy 2 NauMeHTOB BbISIBIIEH OMYX0Sfb-acCOLUMPOBaHHbI
TpoMb603, y 1 13 bonbHbIX 0TMeYasniocb pacnpocTpaHeHve
TpoMba B HUKHIOW MOSyi0 BeHy (pucyHok 1).

Tepanusa Bcex 60MbHbIX NPOBOAMNACH COrflaCcHO
pekoMeHpauusaM npoTokona rpynnbel SIOP-RTSG:
1 naumeHT nonyyan neyenue no npotokony SIOP 93-01,
4 — no npotokony SIOP-2001, 5 — cornacHo npoTokony
SIOP-RTSG-2016.

MpenonepaumnonHas MNXT B peskume AV nposefieHa
7 (70%) naumeHTaM ¢ fiokann3oBaHHoW dropMoit 3a60-
neBaHus, 6-HefenbHbIi peskuM AVD — 1 (10%) 6onbHoMy
(Ne2) ¢ HammMumeM MHMUMAnbHLIX MeTacTa3os. Y nauu-
eHTa No2 c MeTacTaTUUeCKMUM NOPasKeHEM Nerkux oTMe-
4asioCb TakXe MacCUBHOE MOpPaMKeHne 3abpIoLLIMHHBIX

nMMdPaTUYECKKX Y30B, B CBA3M C YEM HEOambloBaHTHas
MXT 6bina npoaneHa 3a cyeT 2 KypcoB UHTEHcHBHOM MMXT
B LIENIAX CHUKEHWS PUCKa Pa3BUTUA MHTPaomnepaLmoH-
Horo paspbiBa onyxonu. Y naunenta Nel ¢ uHmumansHo
MOpPdONOrMYeCcKn BepUULUPOBAHHBIM ANArHO30M
CKCI B kauecTBe HeoapbloBaHTHOM XT Mcnofb3oBasncs
peXmM A5t 6oNbHbIX FPYMMbl BICOKOrO PUCKa COMrNacHo
pekoMeHpauuaM npotokona SIOP 93-01 (3 kypca
Tepanuu). Y naunenTa Ne3 B pervoHasnbHOM LeHTpe
HauyaTo npoBefeHue pexvma AVD B cBfAsK ¢ nopfospe-
HUEM Ha HafMumne NeroyYHbIx METACTa30B, OQHAKO Mocse
nepecMoTpa MHULMAMbHbIX AaHHbIX BU3yanu3auun B
HMULU OO wM. Omutpusa PorayeBa v UCKIIOUYEHUS
MeTacTaTUYeCKOro MOPasKeHUs NEerkux Heoaablo-
BaHTHas Tepanus MoauduMuupoBaHa 3a CYeT COoKpa-
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LLeHUst Kypca 00 4 Hel U OTMEeHbl BTOPOro BBEAEHMS
LnoKcopybuLmMHa.

lMpv oueHKe OTBETa Ha MPOBEAEHHYIO Npeponepa-
umoHHylo MXT nonyyeHsl cnepyiowmne pesynbTaThl: B
BonbLUMHCTBE CryyaeB Ha poHe Tepanuu B pexume AV
(5/7 nauuenToB) Habnioganock ysenuueHne obpaso-
BaHuA. CokpalleHne obpa3oBaHus B OCHOBHOM OTMe-
yanocb y BosbHbIX, NonyyaBLwKNX Boniee MHTEHCKBHYIO
3—4-KOMMOHeHTHyIo Tepanuio (pucyHok 2).

PucyHok 2
OTBeT Ha npeponepaunoHHyio MXT y naumeHTos ¢ CKCI1

Figure 2
Response to preoperative polychemotherapy (PCT) in
patients with CCSK
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Xupypruuyeckoe neyeHue B 06beMe HEDPIKTOMUK
nposeneHo y Bcex 6orbHbix (10/10). Y nauveHTta Ne2
onepaums HOCUS1a MaKPOCKOMWYECKM HepaanKanbHbIN
xapakTtep (R2-pesekuwns) BBMAY MacCMBHOMO nopa-
MEHMS 3aBPIOLLMHHBIX NMMdATUYECKMX Y3noB. B apyrom
cnydae (nauuenT Ne8) no AaHHbIM NocneonepaLmoHHOM
BM3yasiM3auum 0TMEYasiocb HammMumMe MakpOCKOMUYECKM
OCTaTOYHOM OMyX0mnu, TakuM 0bpasoM, 0bbeM pesekumnm
oLeHeH Kak R2. MHTpaonepaunoHHble OCMOMXHEHUS
Habnoganucb Tonbko y naumeHTta Nel0 B Buae paspbiBa
OMyXOneBbIX KUCT B MOMEHT NpoBefeHUst HEOPIKTOMUM.

OnepaTuBHOe BMeLLaTENbCTBO B 06beMe Topako-
TOMWMW, METACTa33KTOMUM BbINOSHEHO NaumeHTy Ned c
COMHUTESIbHbIMU OYaraMu B JIErKUX, YTO MO3BOSNNIO
UCKIIOUNTD MX MeTacTaTMUecKoe NMOpaxeHue, fe3cka-
nupoBaTb 06beM apgbioBaHTHOM [XT u oTkasaTtbesa oT
MPOBELEHMS NIyYEBON Tepanuu. EQMHCTBEHHOMY B HaLLEN
koropTe nauuenTy (No2) ¢ foKasaHHbLIMU UHULMAMBHBIMU
NEeroyYHbIMM MeTacTa3aMu, yunTbiBas HUBEMUPOBaHME
ouyaroB B ferkux nocne npegonepaunorHHon MNXT, B
DanbHEeMLLEM MeTacTa33aKTOMUS He NPOBOAMMACS.

Takum obpasom, pacnpepeneHve BoONbHbIX MO
NoKanbHbIM cTaguaM bbino cnepyowmm: | ctagus —
4 (40%), Il cTagua — 2 (20%), Il cTagua — 4 (40%) (k
[aHHON NOKanbHOW CTafuu TakKe OoTHeCeH 1 naumeHT
C OTAaNIeHHbIMU MeTacTaszamu). MpuUMHbI NOCTaHOBKM
[l cTapum BrMOYanu: B 2 cnyyasx nopaseHwe perno-
HapHbIX NUMdaTUYECKNX Y3MOB, B 1 — NONOXUTENbHbIE
Kpas pesekuuu, B 1 — MHTpaonepaLunoHHbIi paspbiB
Onyxosnu.
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AnbioBaHTHaa XT nposoaunacb BCEM NauWeHTam
B COOTBETCTBMM C MPOTOKOMAMMK rPynmnbl BbICOKOIO
pucka: 7 (70%) BosbHbIX NOMYUnM 4—5-KOMMOHEHTHbIi
peskuM Tepanun, 3 (30%) — pesum AVD. Y naumenTta
No3 c nokanbHoM cTapmen |, y KoToporo Bbifo UCKo-
YEHO METACTaTUYECKOE MOPaMEHUE Nerkux, NpoBeAeHa
nocneonepaunorHas MXT B pexxume AVD.

INNyyeBaa Tepanus npoBofguMnacb BCEM nauu-
eHTaM, HauuHas co Il ctagum 3abonesanus. CymMapHo
nyuesas Tepanua nposefeHa 6 (60%) nauueHTam.
ToTanbHoe 0b5yyeHve BpIOLLIHON NOMOCTM NPOBOAMIIOCH
B 2 cnyyasix. B nepsom cniyuae (naument Ne2) nposoau-
nock ToTanbHoe 0bfyyeHve BpIOLLHOM NONOCTH B CBA3N
C MaCCWBHbIM MOpasKeHWeM 3abpIOLLMHHbBIX MuMdaTH-
YECKMX Y3I10B, @ TaKe ToTaslbHoe 0bfyyYeHne nerkux,
yumnTbIBasA WX MeTacTaTuyeckoe nopasxeHue. Bo BTopoM
cnyyae (naunent Nel0) BbinofnHeHo ToTanbHoe 06My-
YeHue BPIOLLHOM MOMOCTM 3a CYET MHTPAONEPaLMOHHOro
paspbiBa onyxoneBsbix KACT. OcTanbHble NauneHTbl Nony-
yanwu ly4yeByio Tepanuio Ha 0bnacTb doriaHka co CTOPOHBI
MHULIMASIBHOMO NMOPaXeHHS.

Y nauueHta Ne2 c IV ctapmen 3abonesaHus wu
MacCCWBHbIM NMOpa)keHneM 3abpioLLNHHbBIX nuMdaTnye-
CKMX Y3MOB Mnocfe npoBefeHusi R2-pesekumun Habnio-
fanacb nokanbHasf nporpeccus yepes 18 mec ot
MOCTaHOBKM AMarHosa. Ha MOMeHT nocnegHero ocMoTpa
nocne NpPoBefAEeHWUA MPOTMBOPELMOMBHOM Tepanuu
pebeHok Bbin 1B, Npy 3TOM ANUTENbHOCTL HabrloaeHns
OT MOMEeHTa NOCTaHOBKM AnarHo3a coctaswna 70,7 mec.

Y nauuneHTa NeS oTMeuanocb nopgospeHue Ha
nporpeccuio 3abonesaHus B Bue NosiBneHns obpaso-
BaHus B obnactu 9-ro pebpa cnpasa uepes 22,5 Mec
OT OKOHYaHMA cneuncruyeckon Tepanmu, OgHaKo nocne
rMCTONOrMYecKon Bepudpmkaummn gaHHoe obpasoBaHue
TPaKTOBAHO Kak ocTeoxoHapoMa (pucyHok 3). Takum
obpa3oM, nporpeccus 3aboneBaHus UCKITIOYEHa.

M3 10 naumneHToB, BKITIOYEHHbIX B HACTOSALLMI aHanw3,
9 (90%) skuBbl, 1 BonbHOM yMep Ha hoHe npoBeaeHus
WHTEHCMBHOI afbloBaHTHOM LMKosoi MXT (nocne 7-ro
Kypca) OT MHIDEKLMOHHbIX OCIIOKHEHMI, PA3BMBLUMXCS Ha
dhoHe MHAYLIMPOBAHHOM anna3sunn KPOBETBOPEHUS.

B HacToAwmMA MOMEHT 9 MauMeHTOB HaxomATCA B
npouecce MHaMUYECKOro HabniofeHuss Nocrne OKOH-
YaHust Tepanuu: xuBbl be3 cobbiTna — 8, xuB nocne
nporpeccun — 1. MegnaHa HabnofeHua 3a naumeH-
Tamu cocTasuna 35,7 mec (pasbpoc 12,0-70,7 Mec).
TpexneTtHsasa BCB u OB coctasunu 78,8% (95% [OW
52,5-100) 1 90,0% (95% [N 71,4-100) cooTBETCTBEHHO
(pucyrok 4).

OBCYXOAEHUE PE3YJIbTATOB UCCJIENOBAHUA

CKCIM paccMaTpuBaeTcsi Kak pepkas nepBuYyHas
OMnyxorib NMoYeK y feTel paHHero Bo3pacTa, YTo OAUKTYeT
HeobxoamMMocTb npoBefeHus auddepeHUManbHoOn
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PucyHok 3
KoMnbloTepHble TOMOrpaMMbl OPraHOB FPYAHOW KNeTKu Be3 KOHTPaCcTHOro yeunenus: A — akcmanbHbin cpes; b —
caruTTanbHbIA cpes. YUaCTOK HapyLUEeHWs KOCTHOM CTPYKTYpbl NepeaHero oTpeska 9-ro pebpa cnpasa (ykasaH
CTpenkamu)
Figure 3

CT scans of the chest organs without contrast enhancement: A — axial plane; b — sagittal plane. The area of bone damage in
the anterior part of the 9" rib on the right (indicated by the arrows)

PucyHok 4
MNMokasatenun BCB 1 OB nauneHTos ¢ CKCI

Figure 4
Event-free (EFS) and overall (0S) survival of patients with CCSK
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OMarHoCTUKM B NepBylo ouepenb ¢ Hedppobnactomoi. Mo
OaHHbIM KPYMHOrO MesKAYHapO[HOro NOnymnsiLMOHHOrO
“ccnenoBaHus, U3y4yaBLLEro SMMAEMUONOTMI0 OMyXOoslen
MOYeEK y AeTer 1 NogpocTKoB, Ha fomo CKCIT npuwnock
3% Bcex cfyyaeB HOBOOBpa30BaHWI NOYEK y NaUMEHTOB
0-14 nert 3a nepuop 2001-2010 rr. (n = 431), ctaHpap-
TM30BaHHbIN MokasaTenb 3abonesBaeMocTu cOCTaBWn
0,02 Ha 100 Tbic. peTckoro Hacenexus [7].

CKCI1 xapaKkTtepHa ons pnetew B Bo3pacTe 0T 2 [0
3 neT, Ha JaHHbIN BO3PaCTHOW MHTEpBasn MPUXOAMTCA
50% cnyyaeB 3aboneBaHus, Npu 3TOM OMYyXOfb KpaiHe
PEOKO BCTpeYaeTcs y AeTei nepsbiX 6 MECALEB SKMU3HW.
MenmnaHa Bo3pacTa Ha MOMEHT MOCTaHOBKM AMarHosa
coctasnset 36 MecsAues [8]. B otnnune ot Hedhpo-
Bnactombl gna CKCIT xapakTepHo npeobnapaHve nuuy
MYJCKOr0 nona (CooTHoWeHWe MafbUYnKu:AeBOYKM

BapbupyeT oT 1,8:1 po 2,04:1) [7]. BunaTepanbHoe
nopaxeHue npu CKCIT BcTpeuaeTca KpaiHe pemnko u,
BEPOATHO, MUMEEeT MeTacTaTUUYeCKUIt XxapaKTep, a He
NepBUYHO-MHOKECTBEHHOE TeueHue [1].

MonyyeHHble HaMU pes3ynbTaTbl Ha penpeseHTa-
TUBHOW KOropTe NauWMeHTOB, MOJy4YyaBLUMX Tepanuio
cornacHo npotokonam rpynnel SIOP-RTSG, cooTseT-
CTBYIOT MEXOyHapOAHbIM faHHbiM [8]. B Halueit rpynne
BonbHbIX MeavaHa BO3pacTa Ha MOMEHT MOCTAHOBKM
omnarHosa CKCIl cocTtasuna 30,1 mecsua, 4Tto cono-
CTaBMMO C OMNyb/IMKOBaHHbIMKU paHee MCCrenoBaHUAMU.
He 6bIN10 0TMEYEHO HM OOQHOrO NauMeHTa B BO3pacTe
mnagwe 1 roga. MHTepecHbIM HabniofeHneM sBUNOCh
TO, YTO BCe BosbHble BbINMM NpeacTaBneHbl NUUaMu
MysKCKoro nona. CnyvyaeB ¢ bunaTepanbHbIM nopaske-
HWEeM BbISIBNIEHO He Bbino.
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KnuHunuyeckune cumntombl npu CKCIl Hecneuu-
OUYHBI M aHaNOrMYHbl KIIMHUYECKUM MPOSBIIEHUAM
npu HecppobnacToMe B BUAE YBENUYEHUS pPasMepoB
UMBOTa, abnoMuHanbHOro 6oneBoro CMHLPOMa, MaKpo-
remMaTypuu, NoBbILLEHWs apTepuansHoro gaenexus [1].
Hawm cobcTBeHHble faHHbIe TakKe CBUAETENbCTBYIOT
0 HecneuuuUecKom KIMHUYECKOW CMMNTOMAaTUKE Ha
MOMEHT MOCTaHOBKM AuarHo3a. Heobxogmmo nopyep-
KHYTb, YTO NEPUOL OT MOMEHTa BO3HUKHOBEHUS MEPBbIX
CMMNTOMOB U/UNK BbISIBINIEHUS OMYXONM A0 MOCTaHOBKM
AnarHosa Bbin AOCTATOYHO KOPOTKMM U COCTaBWII
0,8 mec (pasbpoc 0,1-3,2 Mec).

OTnaneHHbie MeTacTasbl HA MOMEHT MOCTaHOBKM
ounarHosa CKCIl BbIABNSIOTCS OTHOCWUTENIbHO PefKo,
Tak, No AaHHbIM Gooskens S. 1 coasr. [1], 0606LWMBLLMX
MEeKAYHapOLHbIMA OMNbIT NleYeHNss 3TOro BUAA ONyXomu,
MeTacTasbl Bbinu oTMeueHbl nuwb y 6% naumeHTos. [pu
3TOM, N0 NUTEpaTypHbIM AaHHbIM, Hanbonee YacTbiMM
MHULMANbHBEIMMY NTOKaNU3aLmaMn MeTacTasMpoBaHWs Npu
CKCIN saBnsioTca numdaTuyeckue yanbl (59%), koctu
(13%), nerkune (10%) v neuensb (9%) [1]. B onucaHHoiA
HaMu rpynne nauMeHToB nuwb y 1 6onbHOro 6binu
OTMEYeHbl OTAAMIEHHbIE METacTasbl B JIErKUX HAa MOMEHT
MOCTaHOBKM AMarHosa, uto coctasuno 10%.

vctonormyeckn CKCIl xapakTepusyeTcs Bbipa-
KEHHbIM MOPONOrMyecknM pasHoobpasnem, BKIIO-
YaloWwmMM 9 rUCTONOrMYECKUX MaTTEPHOB, TaKUX KaK
KNacCUYECKUA, MUKCOUOHBIN, CKNEPO3UPYIOLLUNA,
KNETOYHbIN N 3ANUTENNOUAHBIN, NanMcanHbIi, BepeTe-
HOKMETOYUHbIN, y3opyaThlit (storiform) u anannacTu-
ueckuit [8]. laHHble rMCTONOrMUECKUe BapUaHThbl He
MMEIOT NMPOrHOCTUYECKON LIEHHOCTU, HO YacTO BbI3bl-
BalOT TPYAHOCTU NpW NpoBefeHUn oudpdepeHumansHomn
omnarHocTukmn CKCI 1 ppyrux onyxonei noyek y geten,
TakMx Kak BnacTeMHbI U CTPOManbHbIA TUMbl HedPpo-
6nactoMbl, BposkaeHHasa Me3obnacTHas HedpoMa,
capkoMa lOuHra, 3nokavecTBeHHas pabpoupgHas
OMyXoJib MOYKM, @ TaKKe NMOYEYHO-KIIeToYHasa Kapuu-
HOMa.

HeobxoovMo nopuyepkHyTb, YTo Mopdionoruye-
ckasa Bepudmkauma gmarHosa CKCI1 Tpebyet obsza-
TENbHOr0 MepecMoTpa rMCTONOrMYecKoro MaTepuana,
KOTOPbIA AOMKEH MPOBOAUTLCH OMbITHbIM MaTOMOp-
d0noroM B LENAX UCKIIIOYEHUST BEPOSTHOCTU OLLMOKK.
AHanus, nposefeHHbIn R. Furtwangler un coasT. B
2013 r., nokasan, yto B uccneposanuax SIOP 93-01 u
SIOP-2001 27% nunarHo30B 6bI10 YCTaHOBIIEHO HEKOP-
pekTHo [9].

BakHbIM AnA nNpaBuWibHOW MOCTAHOBKM AMarHo3a
ABMAETCA MPOBEAEHNE MMMYHOTMCTOXMMUYECKOTO
uccnepnosanus. Mapkepamu, xapaktepHbiMu gns CKCI1,
ssnsetcst Cyclin D1 n BCOR [4]. Mpu aToM BbisiBrieHne
akcnpeccum BCOR MMMYHOrMCTOXMMUYECKUM METOLOM
HE 3aBMCUT OT BapuaHTa MOMEKYNAPHO-TEHETUYECKNX
cobbiTuit [10].
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B HacTosiLlee BpeMs onucaHbl MOMEKYNApHO-Te-
HeTMYeCKMe MapKepbl, BKMOYalOLWMe BHYTPEHHME
TaHOoeMHble Oynnukauun reda BCOR (BCOR-internal
tandem duplication, BCOR-ITD) [4] u XxpoMoCOMHyi0
TpaHcnokauuio t(10,17), npuBoaswyio k obpaso-
BaHWio xumepHbIx reHoB YWHAE-NUTMZ2, uto oTtnnyaet
CKCI1 oT npyrux onyxosfiei noyek LeTCKOro Bospacra.
TaHnneMHble gynnukaummn reHa BCOR paccMaTpuBaioTcst
KaK OCHOBHOE MOJIEKYSIIPHO-TEHETUYECKOE COBbITHE MK
CKCI y peten, Bnepsble onucaHHoe B 2015 r. 3 Hesa-
BMCMMbIMU MCCllefoBaTenbCckuMmu rpynnamu [11-13].
YacToTa BbissBneHuss BCOR-ITD BapbupoBana ot 85 o
100% [11-13]. TpaHcnokauus t(10;17) (xuMepHbIi reH
YWHAE-NUTM2) BhisiBnsietcs B 6,4-12% cniydaes [14,
15], npv 3TOM KNMMHUYECKM laHHOE MOMeKyNsApHO-reHe-
Thyeckoe cobbiTue KoppenupyeT C paHHWM BO3PacToM,
MeHbLLEeW MeanaHon obbeMa onyxonm U OTCYTCTBUEM
| ctagum 3abonesanus [15]. BCOR-ITD n YWHAE-NUTM2
paccMaTpuBalOTCS Kak B3aMMOWCKITIOYAlOLLMeE FreHeTU-
yeckue cobbITus, HO He 0BBACHAIOT BCe cnyyan 3abone-
BaHua CKCI [14]. Tak, B KayecTBe 3-ro MOSIEKYMNAPHOro
cobbiTns y nauneHto ¢ CKCI1 onmcaH xuMepHbIn reH
BCOR-CCBN3 [16].

NHTepecHbIM siBNsieTcs To, UTo Kak BCOR-ITD, Tak u
xumepHbin reH YWHAE-NUTM?Z2 onvcaH y netei paHHero
BO3pacTa C OMyXoJIsiMU MAFKUX TKaHEN, BKIloYast Hegndd-
hepeHLMPOBaHHYI0 KPYTJIOKNETOYHYID CapKoMy U
MPUMUTUBHYIO MUKCOUAHYIO Me3eHXMMaSIbHYI0 OMyXorb
mnapeHues [17], uTo ykasbiBaeT Ha 06LIHOCTL naTore-
He3a faHHbIxX 3aboneBaHuii ¢ CKCII.

Bonblwon nHTepec npeacTaBnsAlT pesynbraThl
HeflaBHO onybNMKOBaHHOIO MCCNEefoBaHWsA, Hanpas-
NEHHOr 0 Ha BbISIBIIEHWE KOPPENSALMKY MMMyHOd)eHOTMNA
1 reHoTuna onyxonu y nauunentos ¢ CKCM [18]. AsTo-
paMu Bbinu NpoBefeHbl MOMEKYNAPHO-TEeHEeTUYECKOE
¥ UIMMYHOTUCTOXMMUYECKOE UCCIELOBaHUS apXMBHbIX
obpasuos CKCI ot 68 naumeHToB. bbino nokasaHo,
uTo BCOR-ITD BbisiBnsnuch y 54 (79%) nauvexTos,
XUMepHblit reH YWHAE-NUTMZ2 — nnwb y 1 (1,5%),
Crny4vaeB C HanuuneM xumepHoro reHa BCOR-CCBN3
O0TMeYeHO He Bbino. BaxHon Haxookom SABMNOCh TO, YTO
13 (19%) cnyuaeB xapakTepu30BanNCb Kak TPUKIb
HeraTuBHble, NP KOTOPbIX aHanu3npyemble reHeTuye-
Ckue cobbiTus BbisiBNEHbI He Bbinu. Micxopsa u3 Bbile-
nepeuyncrieHHoro, Bbina npennoseHa naHenb M3 3
WMMYHOTrMCTOXMMMUYeCcKux Mapkepos (CCND1, TLEL,
BCOR), nosgonsiowas yeTko andpdpeperumposatb CKCI
OT ApYrux onyxonen novyek geTckoro Bo3pacta. OguH
M3 YKa3HbIX MapKepoB bblil MOMOMKUTENbHBIM BO BCEX
aHanuaupyembix cnydasx CKCII. TNpu 3ToM BaHbIM
HabmiogeHneM sBunock 1o, yto 10 (14,7%) cnyyaes
xapaKTepn3oBannch kak BCOR-HeratueHble (Hanbonee
UacTo TPUKALI HEraTUBHbIE), B TO BPEMS KaK 3Kcnpeccus
TLE1 oTtmeuanach B 94% cnyuaes, a CCND1 Bo Bcex
[18].



OPUTUHAJNbHBIE CTATbU

MpuHKMMasa BO BHUMaHWeE Hanuuve y BonblIMHCTBA
nauneHToB ¢ CKCIT xapakTepHbIX MOSIeKyNspHO-reHe-
TUYECKUX MapKePOB, NEPCMNEKTUBHbLIM NPeacTaBnseTcs
paspaboTka METOOOB XWAOKOCTHOM BMomncumu, OCHO-
BaHHOW Ha aHanuse cBOBOAHO LMPKYNMPYIOLLEn Omyxo-
neson [IHK. MunoTHble paboTbl Ha OrpaHNUYEHHOM uucne
MauMeHTOB NMOKa3anwu BbIMOSIHUMOCTb AAaHHOW METOAMKM,
HanpaBneHHon Ha peTekumio BCOR-ITD, uTto, ogHako,
TpebyeT Banuaaumm Ha 6onblueM uncre 6onbHbIX [19].

B onucaHHOW Hamu rpynne nauMeHTOB AMarHo3
NMPEeNMYLLECTBEHHO YCTaHaBNMBAaICA Ha OCHOBaHWUM
KITMHUKO-PEHTIeHONOrMYECKMX L[aHHbIX, YYuTbiBas
BHEAPEHHbIE B KIIMHUYECKYIO NMPAKTUKY PEeKOMEHAaLMM
rpynnbl SIOP-RTSG. B 2/10 cnyvasix no peLueHuio
nevalymx Bpayen nNpeanpuMHMManach nonbiTka MHULMK-
anbHon Mopdhonoruyeckon sepudmkaumm: B NepsoM
Cllyyae npoBefeHue TONICTOMronbHON buoncuu He
MO3BONIUMO MOCTaBUTb KOPPEKTHbIN [MArHos3, 4To
MpUBESNIO K NMOCTaHOBKE NIOMHOro AuarHosa (capkoma-
TOMOHbIN BapuUaHT HedpobnacToMbl), BO BTOPOM Criyuae
npoBefeHne OTKPLITON BUOMNCUM OMYXOJIM NMOYKM, C OLHOM
CTOPOHbI, MO3BOMUNO YCTaHOBUTL AnarHo3 CKCI1, uto
npenonpenenuno B panbHenwem obbemM bonee nHTeH-
CVBHOW npeponepaunoHHown MXT, ¢ opyrov CTOPOH®I,
MOMET paccMaTpuBaTbCA Kak HapyLlLleHue MesoyHa-
POLHbIX PEKOMEHAALUMIN, NOCKOMbKY NPMBENO K MOBbI-
LUEHWIO NokanbHon cTaguun o Il u aBMnocb 0AHUM U3
MOKa3aHWi K NPOBELEHMIO NlyYeBOW Tepanuu.

XapaKTepHbIM 515 HalLle#k KOropTbl NaUUEHTOB ABMS-
nocb Hanuume Bomnblioro obbemMa oMyxonm Ha MOMEHT
BepudMKaumMmn auarHosa (MepmaHa obvema obpaso-
BaHUA cocTasuna 439 cM®). Mpu 3TOM y 2 NauneHToB
Bbin BbIBIEH OMYX0Mb-acCOLMNPOBaHHbIN TPoMb03, y
1 13 KOTOPBIX OTMEYANOCh PAaCcPOCTPAHEHNE Ha HUXKHIOIO
nonyto BeHy. Y 1 naumneHTa 6bi110 BbIABNEHO MeTacTaTu-
YECKOE MOPAXEHWE JIEFKUX C MACCUBHbBIM MOPAXKEHNEM
PEernoHapHbIX NMMdIaTUYECKMX Y3T10B.

MNcTtopunueckn CKCIT oTHocunack k bonee arpec-
CMBHOMY TWMy OMyXOmnew MOYeK U XxapaKTepu3oBasnach
HebnaronpuATHbIM MPOrHO30M, OfHAKO BHefpeHue
COBPEMEHHbIX MPOTOKOJIOB Tepanuun NpuBENo K yryy-
LUEHWIO pe3ynbTaToB nedeHus [4].

MonbiTkn neuvenna CKCIl ¢ ucnonb3oBaHveM
peskumoB XT, BKMoYaloLwmx 2 npenapaTa (BUHKPUCTUH
Y @KTUHOMUUMH [1) He NPUBENM K YIYULLEHMIO BbixUBae-
MocTu [8], npu aTOM BbIIO NOKa3aHo, UTO BKMIOYEHUE B
Tepanuio JoKkcopybuumMHa B MPOTOKOMax cesepoamepu-
KaHCKOW HauuoHanbHOM rpynnbl NO M3YYEeHWIO OMyXOsu
Bunbmca (National Wilms Tumor Study,) cHuauno kymy-
NATMBHYI0O BEPOATHOCTb peuuavBa 3aboneBaHus, 4To
yKasblBaeT Ha HeobxoguMocTb ucnonb3oBaHua bonee
WHTEHCUBHBIX nporpamm Tepanuu [8]. Mocnenyowme
nccnepoBaHus nokasanu 3pPeKTMBHOCTb NPU JaHHOM
BMAE OMyXOonu 3Tonosmpa, kapbonnaTvHa n BbICOKUX
KYMYNSTUBHBIX [03 Lmknodoccamuaa [4].

B uccnepoBaHuax esponerickon rpynnel SIOP
nonbiTka fobaBneHnsa B NOCNeonepaLMoHHYI0 Tepanuio
npoccamupa y naumentos ¢ CKCIT | ctagum B npoTto-
kone SIOP 93-01 npueena Kk yBenuuyeHuio S-neTHen
BCB 1 0B (83% 1 88% COOTBETCTBEHHO) MO CPaBHEHMIO
¢ naumeHtamu ¢ CKCI | ctagum, nonyyaBLuMMK nocne-
OMepauMOoHHYI0 Tepanuio 3-KOMMOHEHTHbIM PEXVMOM
(BMHKPUCTUH, aKTUHOMUUMH [1 M OKCOPYBULMH) B COOT-
BETCTBMM ¢ npoTokonom SIOP-2001 [4].

MapannenbHO € MHTeHCUUKaLMENH CUCTEMHOW
Tepanuun, OKasbiBalOLLEN MOJNOMUTENbHOE BIMSHWE Ha
nporHo3 3abonesaHusi, NPOBOAUIIUCL UCCIIELOBaHMA,
HamnpaB/ieHHbIE Ha CHWXeHWe 4acTOoTbl OTAANIEHHBIX
noBouHbIX 3¢pPEKTOB NeyeHns, B YaCTHOCTH 3a CUET
cHukeHusa COL noHunsupyioLero nsnyyeHuns. Tak, cese-
poaMepuKaHCcKoM rpynnon bbina npeanpuHATa nonbiTKa
penyuvmposatb CO[ no 10,8 Ip, uTo NpM 3TOM He NpuBO-
OWI0 K YBEIMYEHMIO YWCNa FOKamnbHbIX PELMOMBOB
3abonesanusa [20]. KpoMe aToro, 6bino nokasaHo, 4To
nyyeBas Tepanusa MoskeT bbiTb He30MacHo UCKMoYeHa 13
TepaneBTUYECKOro NfaHa y naumeHTos ¢ | ctagmen CKCI
[20]. [laHHasA KoHUeNuMs B HAcTOsILLIee BpeMsl BHeapeHa
B npoTokon SIOP-RTSG-2016 [4].

CornacHo TekywuMm pekoMeHpauuaMm RTSG-
SIOP-2016, Bce naumeHTbl ¢ CKCI1, HaunHas ¢ | cTapum
3aboneBaHus, TpebyloT NpoBefeHNs 5-KOMNOHEHTHOM
uHTeHcmBHOM XT (kapBonnaTuH, 3TONO3Na, JOKCOpY-
BuumH, ndpocdamua, umknodgocdamun), obnagaioLlen
NOTEeHLManoM NpoOHMKHOBEHNSA Yepe3 reMaTodHueda-
nunyeckuit bapbep (Tabnumuya 2) [4]. NHTeHcndpukaums
MeYeHns 3a CYeT MPUMEHEHWS aHTPALMKITMHOB U anku-
NVpYIOLLMX MPEenapaToB 3HAUYMTENbHO YryyLLnnia NporHo3
3abonesaHus 1 npueena K nosbiweHnio OB naumeHToB.
Takke B LieNIsAX CHUKEHWS YacTOTbl OTAANEHHbIX Nocnea-
CTBWI NyyeBoW Tepanuu B npoTokone RTG-SIOP-2016 B
COOTBETCTBUU C TeKyLleln cTpaternen npotokona COG
penyuuposara COM oo 10,8 I'p (rabnmua 2).

[lpoBeneHHbIN HaMu aHanu3 obbema neyeHus
KOrOpTbl POCCUNCKMX MaLMEHTOB, MOSyYaBLLUMX Tepanuio
cornacHo npotokonam rpynnsl SIOP-RTSG, nossonun
coenaTb BbIBOA O COOTBETCTBMM MOSYYEHHbIX pPesysib-
TaTOB MEXOYHAPOAHbLIM AAHHbBIM.

MpenonepaunoHHasa MNXT beina npoeegeHa BceM
BonbHbIM, npenMyllecTseHHo (70% HabniopeHui) B
pexume AV, npu 3TOM OLEHKa OTBETa ONyX0nu Ha
HeoafblOBaHTHYIO Tepanuio NPOAEMOHCTPUPOBana oTCyT-
CTBME 3HAUMMOrO COKpaLLEeHWs pa3MepoB OMyXOonu y
BonbLUMHCTBa NaumneHToB. B yacTHOCTH, M3 7 BOMbHbIX,
KOTOPbIM NPOBOAMICS pesknuM AV, CoKpaLLieHe pa3MepoB
OMyxosn oTMeueHo Tosbko B 1 (14,2%) cnyuae. YacToTa
OTBETa Ha MpeaonepauuMoHHylo Tepanuio Beina comno-
cTaBMMa Cc onybrmMKoBaHHbIMW JaHHbIMK. Tak, aHanu3
adhbekTMBHOCTN NpeponepaunoHHon MXT y naum-
eHToB B npoTokosnax SIOP 93-01 n SIOP-2001 nokasan,
YTO YaCTUYHbIA OTBeT bbim 0TMeyeH B 21% cnyuaes,
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CMeLlaHHbIn oTBeT — B 15%, cTtabunusauma — B 31% u
nporpeccuposanue — B 33% [9].

BceM naumeHTaM bbina BbinoHeHa HedppaKTOMMS.
CnyyaeB pesekuun MOYKM B HaLLEW KOropTe BbISBMEHO
He bbino, uto obycnosneHo pasmepamu obpasosaHus. B
HaLLEen KoropTe NauMeHTOB OTMeYasnioCb paBHOe pacrnpe-
OeneHne Meskay nokanbHbiMu cTagnamu (| ctagmnsa — 40%,
Il ctagusa —y 20%, Il ctagms — 40%), uTo cooTBETCTBYET
MeskayHapoaHoit nutepatype [9].

CornacHo pekomeHpauusam SIOP-RTSG, nocne
noaTeepaeHusa mMopdponormyeckoro guarHosa CKCII
BCEM MNaumeHTaMm NpoBoamnacb UHTeHcuBHas XT, cooT-
BETCTBYIOLLI@s FPynne BbICOKOrO pucka. HecMoTps Ha
WHTEHCUBHOCTb Tepanuu y NaumneHToB C eAMHCTBEHHON
MOYKOR, NeyeHune BbINo BbINOHMMO BO BCEX CryyasX, 3a
UCKINIOYEHNEM NaLmeHTa, NormbLIero oT MHCPEKLIMOHHbIX
ocrnoxHeHuin. Kpome aToro, y nauueHta c IV ctaguen
3aboneBaHna OTMEYanUCb BbIPaXKEHHbIE 3afEpPKKN B
MpPOBefeHUV afbloBaHTHOW Tepanuu, obyCcrnoBneHHbIe
MCTOLLEHMEM KOCTHOMO3rOBOIrO pe3epBa KpPOBETBO-
peHus, cBA3aHHOro ¢ 6onbLon nnowaabio 0bnyyeHns
KOCTHOro Mo3ra Ha QoHe TOTanbHOro 0bryYeHns nerkux
¥ BpIOLLHOM NONOCTY.

Kak bb110 noKasaHo BbilLie, 3HAUNTESbHbIN YOEMbHbIiA
Bec naumeHToB ¢ CKCI1 TpebyeT npoBefeHWsi pasnnyHon
no 06beMy AUCTaHLMOHHON fyYeBOV TEpanuu, Npu 3ToM
obLuel TeHOeHUMEN ABMAETCA MOMbITKA YMEHbLLEHUS
COA (10,8 'p B npoTokone SIOP-RTSG-2016).

MporHocTuueckme hakTopbl, HEraTUBHO BUSIOLLME
Ha nokasaTenu bCB, npu CKCI BknoualoT Bo3pacT
MeHee 12 MecsiueB M Hanuuue OTAANEHHbIX MeTa-
ctasos [9]. Mpu 3TOM non nauneHTa, 06bEM onyxosm u
BapuWaHT nepsuuHoro neyeHus (npegonepaumonHas MXT
WM MHWUMAnNbHAs onepauus) He NPUBOLUAM K Cylie-
CTBEHHbIM M3MeHeHUsIM nokasaTenei BCB u 0B [9]. B
Haluen koropTe bonbHbIXx HeBnaronpusiTHoe cobbiTue
BbI10 0TMeyYeHo Tonbko B 1 criyyae y maumeHnTa c IV
cTaauen 3aboneBaHus 1 nokanbHow ctagven lll.

NonyyeHHble HaMu nokasatenu 3-netHen 6CB n OB,
coctasnsiowme 78,8% n 90% cooTBeTCTBEHHO, CBUAE-
TenbCcTBYIOT 06 3hEKTUBHOCTH COBPEMEHHBIX NMPOTO-
konoB Tepanuu no nevexnunio CKCI n conocTtaBuMsl ¢
LaHHbIMM MeXOyHapOAHOW NuTepaTypsbl.

HeobxoauMo otMeTuTb, uto CKCIT XapakTepusyetcs
BO3MOKHOCTbIO Pa3BUTUA OTAANeHHbIX Hebnaronpu-
ATHbIX COBbITUI, UTO, B YACTHOCTMW, MPOAEMOHCTPUPO-
BaHO B MOMYNSALMOHHOM McCneaoBaHum B Asctpum [21],
roe b6bino0 nokasaHo, yTo peumpuBbl 3aboneBaHus
BbiABNANMChL B 50% cnyyaeB y nMauMeHTOB, JOCTUMLLNX
NofiHOro oteeTa Ha 1-10 nuHuio Tepanuu. Mpu aToM
TUMUYHON NloKanusaumen peunavea 3abonesaHusa aBns-
nacb LeHTpanbHasa HepeHas cucteMa (LLIHC). Meawnana
BPEMEHM OT MOMEHTa NMOCTaHOBKM AMarHO3a A0 Pa3BuTUSA
peunamsa coctasuna 2,4 roga (pasbpoc ot 1 roga oo
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4 neT). TakuM 06pa3oM, faHHas nyBnukauus nogyep-
KHyna W3MeHeHWe fokanusauuu peunansoB 3abone-
BaHuA y nauneHtoB ¢ CKCI1 Ha dhoHe uHTeHcubukaLumm
cucTemMHon Tepanuun. Ecnn B paHHux pabotax Hanbonee
TUNUYHON NOKanu3auuen peunanBoB ABAANNCH KOCTH,
TO NOCNEegHWe MCCIeA0BaHNsA, HaMpPoOTMB, OTMeYalT
npeBanupoBaHue nopaskenuna LUHC. OaHHbIN dakT, B
YaCTHOCTH, yuuTbiBasics nNpu pa3paboTke KoHUEenuum
npotokona SIOP-RTSG-2016, nockonbky gobaeneHue
ncoccammpa B Tepanuio CKCI 6bino obycnoeneHo B
TOM YMCre XOPOLLEH MPOHNLIAEMOCTBIO Yepes reMaTodH-
uedhanuyeckuii bapbep.

Takum 0bpa3oM, yunTbiBas BEPOSTHOCTb MO3AHEr0
pa3BuTUA peumamBoB c nopaskeHunem LIHC, nauueHTb
¢ CKCIT TpebyoT ANNTENbHOrO KaTaMHECTUYECKOro
Habnioperns.

MHTepecHbIM HabniopeHneM B Hallel KoropTe
BonbHbIX ABMMOCL TO, YTO B 1 crnyyae nossreHue
KOCTHbIX U3MeHeHu nocne 3aBepluenus MXT, TpakTo-
BaHHOE KaK BO3MOKHbIA CUCTEMHbIN peuuans, nocne
MophoNornyeckom BepudrKaumMmn okasanocb ocTeo-
XOHOPOMON.

3AKNIOYEHUE

CKCIN siBnseTcs pedkuM BMAOM OMYXOfM MOYEK
LeTCKoro Bo3pacTta. TpyaHocTM MOpdI0SIOrMyecKom
OMarHOCTUMKN OMKTYIOT HeobxoaumocTb obasatenb-
Horo nopTeep:kaeHust auarHosa CKCIT B nabopatopusix
naTtoMopconioruy, cneumanvavpyIoLLMXcs Ha aHanmse
onyxonen noyek y feTeit. Halwm faHHble YeTKO OEMOH-
CTPYPYIOT, YTO NPOBELEHME NPOrpaMMHON Tepanuu B
paMKax Mes[LyHapoOHblX PeKoMeHZauui nossonseT
nobuTbeA BbiCOKMX NokasaTenen OB n BCB y nauneHToB
¢ CKCI1. OpHako BEpOSATHOCTb PasBUTUS MO3OHUX peLmn-
omBoB ¢ nopaxeHneM LIHC pgukTyeT HeobxommMMmocTb
OCYLLECTBIIEHUS ONIMTENBHOrO0 KaTaMHECTUYECKOro
HabnoaeHus.

UCTOYHMUK ®MHAHCUPOBAHUA
He ykasaH.

KOH®IUKT UHTEPECOB
ABTOpbI CTaTbl MOATBEPANIN OTCYTCTBME KOH(PIIMKTa UHTEPECOB, O KO-
TOPOM HeobXxoanMO CooBLLUTD.
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