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CAPKOMA IOUHTA YV AETEW: MYABTUANCIIUTIAMHAPHBIN
ITOAXOA B AMATHOCTHUKE 1 AEYEHUN
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Caprxoma HOunra (CHO) npencrasiasier u3 cedda peakyro ¢gopmMy JeTCKOro pakKa, BCTPe4asiCh mpeumy-
IIECTBEHHO Yy IIOAPOCTKOB. B maHHOI1 paGoTe mpeacTaBieH KPAaTKU 0030p COBPEMEHHBIX IIPEICTaB-
aenuii 0 CIO racaTesbHO MPOMCXOKAEHUA, JTUATHOCTUKN M METOJOB HMcclaeqoBaHusa. MaTtepuabr
M MeTOJbl HCCIeJOBAHHM: MPOBedeH CPAaBHUTEJbHBIN aHaaui3 69 manumentoB ¢ CHO, mpomremmmx
Tepanuro B HMUII ITOU um. /1. Porauesa B mepuop ¢ 2012 mo 2017 rr. IlanueHTs! moxy4aan Tepa-
nuio B pamrax nporokosa EURO-EWING 2008, agantupoBannoro ais Poccuiickoii @emepamuu.
JlaHHBIe TpPeICTaBJIE€HHI B CPaBHeHHMH C¢ MesxkayHaponHbiMu ucciaenoBanusamu EICESS/EURO-
EWING. PesynpraThl: mOJyuYeHHBIE PE3YJbTATHI 0€CCOOBITHIIHON M O0IIell BBIXKMBAE€MOCTH COOT-
BETCTBYIOT O0LIEMHUPOBHIM, OJJHAKO OBLIO BBHISBJIIEHO HECKOJBKO OCOOEHHOCTEH, XapaKTePHBIX IS
poccuiickoii nonyaamuu. Ilokazana KpuTUYECKAA POJIb MEKTUCIUIIINHAPHOTO MMOAX0a B IIAHUPO-
BaHWHU ONTHMAJBHOIO KOHTPOJIS U B ycnexe Tepanuu. OTae1bHOe BHUMAHNE YIeJsIOCH MalueHTaM
¢ JIOKaJIU3anueil OMyXoJu B 00JIaCTH JIMIEBOr0 Yeperna U OCEBOro CKeJIeTa, ONBIT JeUeHUsT KOTOPhIX
OINICaH B JaHHOM CTaThe.

Knrwouesvie cnoea: caproma IOunza, onyxoau wocmeil, Hedu@pepernyuposantnvie capromvl, EURO-
EWING 2008, EWSRI1, myromuducyunauHaphslii nodxod, demu.
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EWING'S SARCOMA IN CHILDREN: A MULTIDISCIPLINARY
APPROACH TO DIAGNOSTICS AND TREATMENT

INational Scientific-Practical Center of Pediatric Hematology, Oncology and Immunology n.a. D. Rogachev,
Moscow, Russia; 2Charit University Clinic, Berlin, Germany

Ewing's sarcoma (ES) is a rare form of childhood cancer, occurring primarily in adolescents.
This article presents a brief overview of modern concepts of ES on the origin, diagnosis, and
examination methods. Materials and methods: a comparative analysis of 69 patients with ES who
underwent therapy at National Scientific-Practical Center of Pediatric Hematology, Oncology and
Immunology n.a. D. Rogachev in 2012—2017 was performed, patients received therapy according
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multidisciplinary approach, children.

Capxoma Iwunra (CIO) saBiseTca BTOpPOI IO
YaCTOTE IOCJE OCTEOCAPKOMBI 3JI0KAUYECTBEHHON
OMYXOJIBIO KOCTEH Y eTel U MOAPOCTKOB. XOTSA ITUK
3a00JIeBaeMOCTH IPUXOIUTCS HA BTOPOE HECSATUIIE-
THe Ku3HU (Bo3pacTtHaa rpynmna ot 10 go 19 jmer) ¢
yacToToit BcTpeuaemoctu 9-10 coyuaeB Ha 1 MiIH
IIOAPOCTKOB B I'OJ, 9Ta OIYXO0Jb MOJYKET H3PemKa
HaOJIIOZATHCS U Y JeTel MOJIOXKE D JieT, U y B3poc-
abix crapine 30—35 ser. ITosTomy B 00Ie# momy-
JANMUNA CPeJHUN YpPOBEHbL 3a00JI€BAEMOCTH CPeau
JIIOmell BCeX BO3PACTOB COCTABJAET 3 caydas Ha
1 muH B rozx [1, 2]. B mesoM 3TOT BapuauT KOCTHO
CcapKOMBI cocTaBAeT 2% OT BCeX 3JI0KaUeCTBEHHBIX
3a00JIeBaHU y JeTel, Jyallle BCTPEUAeTCa Y MaJlb-
YHNKOB C COOTHOIIEHMEM MAJIbUUKN/IEBOUKU IIPHU-
o6ausuTenbuo 1,5 [2]. CIO BcTpeuaeTcss B OCHOBHOM
Y €BPOIIEHIeB U II0 HEM3BECTHLIM HPUUYNHAM PELKO
IarHOCTUpPyeTcA V adppoamepukraniies [3].

B 60% or Bcex ciyuaes JIOKAIU3AIUN B KOCTAX
CIO Bo3HUKAaeT B MJIOCKUX KOCTSAX, a B 40% mopa-
JKAIOTCA IJIMHHBIE TPyOuaTble KOCTH. XOTSA 00JIb-
mmuacTBO CIO Bo3sHUKaer B KocTax, 1o 30% ot Bcex
cJIyuaeB JaHHON OIMYXOJM HAOMIOLAIOTCS UCKJIIOUM-
TeJIbHO B MATKHX TKAHAX (TAK HasbIBaeMble BHe-
KoctHBIe (popmbl CIO) [4]. B cayuae KocTHOIT JIoKa-
ausanuu B 25% cayuaeB cTpamaioT KOCTU Tasa,
TaKyKe HepeIKO BOBJIEKAITCA pedpa U IIO3BOHOU-
HUK. [Ipu mopakeHun Tpy6UaTHIX KOCTell HauboJiee
YyacTo crpajgamT auadpmus wau MetaguadpusapHBIA
peruoH. IlepBuuHbBIe METACTASLI B JIETKUX, KOCTAX,
KOCTHOM MO3r'e O0HAPYKUBAIOTCS IPUOIN3UTEIbHO
B 25% cayuaeB [5]. MeTacTassl B auM@paTAIECKUX
y3Jax WM B APYTUX OpPraHax, TaKMX KakK IIeYeHb
uiau ITHC, peructpupyioTca KpaiiHe pegKo.

KianHnueckass CMMOTOMATHKA YacTO MPEICTAB-
JIeHA JIOKAJILHBIM OOJIEBBIM CUHIPOMOM M/UJINA OTE-
KoM. ¥ OOJIBHBIX TaKKe MOTYT OOHAPYKMBATHCS
MaJIbINPYEeMble MACCHI, IIATOJOIMYECKUN IIepesioM
¥ TaKue O0Ile CHMIITOMBI, KaK JUXOPagKa, Cja-
6ocTh, moTepsA Beca 1 aneMusd [6]. Pagmosmorunueckue
npusHaku CHO meranbHO ONMMCAHBI U IIPEACTABJIS-
10T CO00M pacIpPOCTPAHEHHBIE OCTEOJUTUUYECKUE
IMOPa’KeHUs C BOBJIEUEHMEM M AeCTPYKIMeil Haj-
KOCTHHUIIBI M HAJUYNEM MHOT'OCJIONHOIO MSTKO-
TKAHHOI'O KOMIIOHEHTA B BHE CHUMIITOMA «JIYKO-
BUUYHOTO» mepmoctuTa [7]. OgHaKO HEOOGXOTUMO
IIOMHUTB, YTO B CJIy4ae OTCYTCTBHUA NECTPYKIUU
HAIKOCTHUIILI paguorpadgryecKme IpusHakyu MOTYT

to EURO-EWING 2008 protocol, adapted for the Russian Federation. The data are presented in
comparison with the international studies of EICESS/EURO-EWING. Results: the results of the
event-free and overall survival are consistent with the global ones, however, several peculiarities
of the Russian population were identified. The study revealed the critical role of interdisciplinary
approach in planning optimal control and in the success of therapy. Special attention was paid to
patients with tumor localization in the area of the facial skull and axial skeleton, whose treatment
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OBITHL €jie 3aMETHBIMH UM OIYXOJb MOKET OBLITHL He
BUHA IPU PYTUHHON ILIAHAPHON peHTreHorpaduu.
HawubGosee TouHOE omMcamme pPacIpoCTPAHEHHOCTH
JIOKAJBbHOTO IIPOIlecca, BKJIOUAA MHTPaAMeIyJLIAp-
HBITT KOMIIOHEHT OITyXOJU W ee B3aMMOOTHOIIIeHUS
C TPUJIETAOIIUMH KPOBEHOCHBIMU COCYIaMU WU
HepBaMM, MOKET ObITH JOCTUTHYTO TOJBKO C ITOMO-
IIbI0 MarHUTHO-pe3oHaHCHOU ToMorpaduu (MPT).
Komnopeccuss CHUHHOTO MO3Ta OITYyXOJbI0 IIPU JIOKAa-
JIU3aIU’ ee B 00J1aCTH TTO3BOHOUHUKA MOYKET II0Tpe-
00BaTh CPOUHBIX NHTEPBEHI[MOHHLIX MEPOIPUITHI],
TaKUX KaK AeKOMIIPECCUOHHAS JIAMUHIKTOMUSI C
ONHOBPEMEHHLIM IIpOBefeHueM Ouorncuu. Buoncusa
OIyXOJIM TOCJie TIJIAHWUPOBAHUSA ee Ha OCHOBAHUU
MPT-Busyanusanum AOJI:KHA ITPOBOJUTHCA TOJBKO
OTKPBITBIM CIIOCOOOM ONBITHBIM XUPYPrOM, SIBJISIO-
UMCsA, KaK IPaBUJO, YWIEHOM MeyKIUCIIUIIINHAD-
HOI KOMaHIbI OHKOJIOTHYECKOTO I[eHTpAa.

HecmoTps Ha WHTeHCHBHBIE WCCJIeTOBAHUS,
mexaHusM BosHuUKHOBeHUs CIO ocTaeTcs HesCHBIM
Y UMEIOTCA 3 OCHOBHBIX THMIIOTE3bI ITPOUCX 0K TEHUA:

® 113 CTBOJIOBBIX KJIETOK HEPBHOTO I'pebHs [8];

® 113 SMOPUOHAJIBHBIX OCTEOXOHIPOTEeHHBIX KJIe-
TOK-TIPeIIIecTBeHHUKOB [9];

e 113 Me3eHXUMAaJbHBIX CTBOJIOBBIX KJieToK [10,
11].

Jlo HemaBHeEro BpeMeHU CUUTAJIOCh, YTO Mop(do-
agoruvecku CH) saABiseTCA THCTOJOTHUYECKU Pa3HO-
00pas3Hoii TPYIIOHM OmyxoJjell ¢ pasIUuYHBIMU CTe-
MeHAMU HeBpaJabHOI auddepeHmupoBKu. Tpagm-
IIMOHHO 3Ty OIYXOJb Pa3fessaan Ha 3 TJIaBHBIX
THUCTOJIOTUYEeCKUX moaTuma: Kjaccuueckasa CIO,
NPUMUTUBHASA HeHpPOsKTOAepMaIbHaAsA OMYXO0Jb
(PNET) u arunuunaa CHO. Kmaccuueckuit mopdo-
agoruveckuii Bapuaut CHO, HabaromaeMbrii B 60JIb-
IIUHCTBe cayuaeB (puc. 1), COCTOUT U3 OTHOPOTHBIX
CJI0EB WJIU elBa YJOBUMBIX HOJIEK eIMHOOOPA3HBIX
MeJKUX KJIETOK C KPYTJILIMU UJIU OBAJTbHBIMU AApa-
MU, POBHBIMU SAJePHBIMI KOHTYPAMU, HEXHBIM XPO-
MATUHOM, HEIIPUMETHBIMU AAPBIITKAMI, CKYIHBIM
KOJIMUECTBOM CJIeTKA 903WHO(MUJILHON WU OCBET-
JIEHHOM IUTOILIA3MbI M HEUYETKHUMU KJIETOUHBIMU
rpanumnamu. OcBeTJieHNe IIUTOIIA3MbI ITPOUCXOIUT
13-3a HAKOILJIEHUS 9HAO0IIa3MaTUUECKOTr0 TJINKOTe-
Ha, KOTOPBIH MOJKeT ObITh BBLISIBJIEH IIPU OKPACKE C
nomornbio IIIMK-peakiuu. Hepeako BcTpeuatoTcs
IOBOJBHO pacHpoCTpaHeHHbIe 00JIaCTH HEKPO30B
¥ KPOBOUBIUAHUMN, TMIPU STOM OTMEUAIOTCS IIEPU-



BaCKYJsApHBIE 00pa3oBaHUs CKOIJIEHUH JIEHKOIIU-
TOB OCOOEHHO y T'PAHUIl HEKPO30B. MUTOTHUECKUI
WHJIEKC, KaK ITPaBUJIO, BLICOKUHA U MEXKKJIETOUHBIN
MaTpUKC oTcyTcTByeT. IIpu sTOM B ciaydae HAJIU-
uynsg MOP(OJIOTUUYECKUX WA HMMYHOIMCTOXMIU-
YeCKUX MPU3HAKOB HeWpoHaJIbHON muddepeHIiu-
POBKM BBICTABJISJICS AUATHO3 IPUMUTHUBHON HeEM-
posxTomepmanbuoii onyxonu (PNET). K manubiMm
OpU3HAKaM OTHOCATCA PO3eTKm Xomepa—Paiira
(Homer—Wright) — rpynmns! KjieTok, chopMUpOBaH-
HBIX BOKPYT €IWHOTO IeHTpa, o0pasoBaHHOTO UX
CIOYTAHHBIMHU MEXKAy CO0OHM ITMTOIIa3MaTHUUECKU-
MU oTpocTKamu; skcupeccusa NSE, Genrxa S-100 u
CD57[12].

B cayuaax mopdosiormuecKod KapTUHBI OITy-
XOJIX C YBEJIMUYEHHBIMU AAPaMU U UX ILJIEOMOP)U3-
MOM, HeperyJApPHOCTbIO ANepHOIl MeMOpaHbI, TPY-
001i TEKCTYPOI XpOMAaTHHA, BRIPAKEHHOCTHIO AAPHI-
IIeK TOBOPUJIUN 00 ATUHUYHOM MM KPYIHOKJIETOU-
Hoit CIO [13-16]. ChopMupoBasioch IpeAcTaBIeHTE
00 omyxosax cemeiicrBa CIO, ogHOII M3 BaKHBIX
XapaKTepUCTUK KOTOPOTro, HAPSAy C BBIIIIEOICAH-
HBIMY MOP(OJOTUUECKUMU IIPU3HAKAMU, IBJIAIOCH
oO0Hapy:keHUe cOaJaHCUPOBAHHON TPAHCIOKAINU
¢ yuactueM xpomocoMsl 22 (mokyc 22q12) [13, 15,
16]. Beuno mokasano, uto ren EWSRI1, noxkanusy-
IOIUICA B YKA3aHHOM pPeruoHe, IepecTpamBaeTcs
(yuacTByeT B 00pasoBaHUM XHMEPHBIX KOHCTPYK-
Mui) ¢ ONHUM U3 UJeHOB cemeilicTBa reHoB ETS
(apurpobaacT-TpaHCHOPMUPYIONIUX TPAHCKPHUII-
MUOHHBIX (aKkTopoB) [17-19]. IIpubimsuTeabHO
B 85% cinyuaeB oOHapy:KHBaeTCsS TPAHCIOKAITUSA
t (11; 22) (q24; q12), pe3yabTaToM KOTOPOH ABJIA-
eTcsa obpasoBaHue xuMmepHoro reHa EWSRI-FLII.
Bropoii mo wacTore TpaHCJOKaluel (HabaogaeTca
B 10% cayuaes CIO) aBasaerca t (21; 22) (q22; q12),
COTIIPOBOJKAAIONIAACA (POPMUPOBAHUEM XUMEPHOTO
oukorena EWSRI1-ERG [20—-22].

Ho B macrosamee Bpemsa CIO, kak Ho30s0rMYe-
cKasa dopma, — 9TO HPeKAe BCEr0 MOJEKYJIAPHO-
O0MOJIOTUECKOE, a He MOP(OJIOTUUECKOe IIOHATHE.
Coraacuo kjaaccupuramuu BO3 2013 r. u gomo-
HUTEJbHBIM JaHHBIM, ONIyO0JauKOBaHHBIM B 2014 T.,
oz CHO mOHUMAIOTCSA OIMTYX0JIH, B KJIETKAaX KOTOPBIX
o0HapYsKeHbI He JII00bIe TepecTpoiiku rena EWSRI,
a peapaH)KUPOBKU, IPUBOAAIINE K 00pa30BaHUIO
XHUMEPHBIX T'€HOB C YETKO OIpeJe/IeHHBIMU I'eHa-
MU-TIapTHEPaMu, IPeNCTaBJIeHHBIMU Ha puc. 1 [23,
24]. llomumo FLI1 nu ERG, peuyb umeT o0 BapuaHTax
causgHuA ¢ 6ojiee PeIKMMU IIapTHepaMu, TaKUMU
Kak reael ETV1, ETV4 u FEV, a Tak:e BO3MOMHBI
HEKOTOphIe APYyTHe BapUaHTHI mepecTpoek (puc. 1)
[24-29]. Bce ocranbHBIE ciIydyau T'e€HETHYECKUX
usmenenuii reura EWSRI unu ero peapaHKHPOB-
KU C IPYIrMMHU I'eHaMU-IapTHEPaMU He MO3BOJISAIOT
roopuTh o CIO, m gumaruHos Gopmyaupyercad Kak
onyxosb rpynnsl «lOQuur-nogob6unie (Ewing-like)»
capkom [30—-36, 38]. B cayuaax omyxoseit, 6ym3-
KHX II0 MOP(OJOTUUYECKUM XapaKTepUCTUKaAM K
CIO, HO C OTCYTCTBHEM BBISBJIEHHBIX KJacCu(pu-
MUPYIOINX TeHeTHUYEeCKUX abeppariuii, TOBOPAT O
Hean(pGepeHIINPOBAHHBIX KPYTJIOKJIETOUHBIX cap-
KOMax. OTU TPYIIbl OTJAUYAIOTCSI APYT OT Apyra

He TOJBKO T'eHEeTWUEeCKU, HO U KJIWHUYecKu. Tak,
6ojiee OJATONPUATHBLIM ITPOTHO30M XapaKTepusy-
0TCsT GONbHBIE C BEePUMUIIMPOBAHHBIM AUATHO30M
CIO, KOTOpB®Ii OBLT MOATBEPIKAEH TeHeTHYeCcKH [34,
36, 37]. HeobxoqumMo OTMETUTH, UTO OOHaApPy:Ke-
HUe nepecTpoiiku reHa EWSRI JuIlb ¢ TOMOIIBIO
ucciaegoBanusa metonom FISH 6es upenTudura-
I[AY FeHa-TIapTHepa He SBJISETCSA JOCTATOUYHBIM I
nocra"noBku guar"osa CIO.

Ho smoxu xumumorepanuu (XT) 5-meruas
BBIXKMBaeMoCTh He mpeBbImanga 10% , HO mporxos
3HAUUTEJBHO YJIYUIIUJICA C HOSBJIEHUEM COBpe-
MEHHOTO MYJbTUMOAAJLHOTO JIEUCHUA C H-JIeTHEeHN
BBIJKMBAEMOCTBIO TpuOAM3uTeabHo B 65% [39].
OpHUM U3 caMbIX BayKHBIX HEOJAroOnpPUATHBIX IIPO-
THOCTUYECKUX (DAaKTOPOB SABJAETCSA HAJUUME MeTa-
cTaTUYeCcKOo 60JIe3HM B MOMEHT IIOCTAHOBKHU Jua-
THO3a; D-JeTHAA BBIXKMBAEMOCTH B JTOM CJIydae
cocraBager 25-30% [40]. dpyrue BasKHBIE IIPO-
THOCTHYECKUEe (DAaKTOPHI BKJIIOUAIOT JIOKAJIM3AIIUIO
MIePBUYHON OIYXO0JIU, 00'BEM OMYXOJIU U UHIYIIUPO-
BaHHYIO Tepaluell cTeneHb HeKpo3a omyxouu [41].
HeiiposkTomepmanbHas auddepeHIINPOBKa HUKA-
KOT'O IPOrHOCTUYECKOTO 3HaUeHUA He nmeer [12].

OcHoBoii seuenus CIO aBngercsa KoMOuHaIuA
XT u sddekTUBHOTO JOKAJILHOrO KOHTpoada. XT
OIpUMeHAETCS KaK WHAYKIMOHHAA WUJIN Heoalbio-
BaHTHAsS, IIOCTOIEPAIlMOHHAA WU aJbIOBaHTHAS,
U B JaybHeleM B (opmare aauTeabHOu (6—12
mecsarneB) nonuxumuorepanuu (IIXT) [40, 42, 54].
Corsacao MexkayHapomHomy mnpoTokoay EURO-
EWING, Bce 6oJibHBIE C HTEPBUYHO AUATHOCTHPO-
Bauuoit CIO moayuator pesxum X'T, 0CHOBOIT KOTOPO-
TO SABJIAETCS TepameBTUUYecKmit KomioHeHT VIDE:
BUHKPUCTUH-UDOCHaAMUI-TOKCOPYOUITUH-9TOTO3UT
[43—-46]. B macrosmiee BpeMa AJisl OOJIBHBIX C IIepP-
BUYHOM MeTacTaTU4YeCKOil 00Je3HbIO UCCIETyeTCs
s(dperTUBHOCTH BBICOKOA03HON X T ¢ mpuMeHeHEM
ayTOJIOTMYHOM TPAHCIJIAHTAIMA KOCTHOI'O MO3Ta
[47, 48].

9dheKTUBHBIA JOKAJBHBIA KOHTPOJIL MOJKET
OBITh TAPAHTUPOBAH TOJBKO XUPYPTHUUECKON omepa-
el B TOUHO ONIPeieIEeHHOE BpeMA II0CJie MHYKITN-
oHHOH XT [49-51] c BOBMOXHBIM JJOIIOJTHNUTEIbHBIM
npuMeHeHUeM JyueBoil Tepanuu (JIT), TOCKOJBKY
CIO aBasieTcd paguOYyBCTBUTEJBHOIN OMYXOJIBLIO
[52].

Kpuruuecku BaKHBIM YCJIOBHUEM YCIEITHOMN
tepanuu CIO u 0coGeHHO IIaHUPOBAHUSA ONTUMAJIb-
HOTO JIOKAJBHOT'O0 KOHTPOJIA OMIYXOJIU ABJIAETCA IPU-
MeHeHUEe MEeXKIUCIUATIINHAPHOTO MTOAX0/a C UCIOIb-
30BaHIEM KOMAaHIBLI SKCIEPTOB M3 BEAYIIEro pede-
pPeHCHOro IeHTpa. IPGHEKTUBHOCTh TAKOTO IOAXO0Aa
ObLIa TPOJEMOHCTPHUPOBAHA B TPEX IIOCJIEIOBATENb-
HBIX €BPONENCKUX MCCIEIOBAHUAX B BUJE COKpallle-
HUS JIOKAJbHBIX PEIUIUBOB IIOCJE BBEIEHUA IIPUH-
mumna o6s3aTebHON peKoMeHJanuu us pedepeHc-
HOTO IIEHTPa OTHOCUTEJIHbHO JOKAJbHOTO JIEUEHU,
Brawouaa JIT [40, 42, 47, 53, 54]. JlokaabHBIHI
KOHTPOJIb JOJIKeH ObITh aJalTHPOBAH K aHATOMUYE-
CKOH JIOKa/JIM3alluu U 00bEMY OIIYXOJU, CUHTOIUU
CTPYKTYP, OKPY:KaloIIUX OdYar, BO3PacTy OO0JbHO-
ro pe0eHKa W WHIWBUIYAJIBLHBIM IIPEANOUTEHUSIM
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Puc. 1. Knaccuueckas CHO: MOHOTOHHASA MOMYJIAINS MEJIKUX
KPYIVIBIX KJIETOK C HEXXHBIM XPOMATHHOM, HEBBIPAKEHHBIMU
SAAPBIINIKAMY YU IIPOCBETJIEHUEM I[MTOILIa3Mbl 3a CYUET aKKy-
mynanuu xpomatuna (a); reHeruxa CHO: reHbl-mapTHEpBI
EWSRI1 B cayuasx uctunnoii CIO um mas IOuHr-momo6HBIX
capkom (Puls, 2014) (6).

OKpacka reMaTOKCUJINHOM U 903UHOM, yB. 400.

marueHTa u ero poxureiyeit [49—52]. Opranusamnusa
MEKIUCIUILINHAPHON KOMAaHIBI SIBJISETCS OJHOMN
W3 TJIaBHBIX 3aJa4 JIIOOOTO CIeIMaIu3uPOBAHHOTO
OHKOJIOTTUeCcKOoro IteHTpa. OCHOBOM paboThI TaKoM
KOMAaH/Jbl ABJIAETCA PEeryJsIPHOe IIPOBeJieHVe MerK-
JUCIIAIIIMHAPHBIX «OIMYX0JIEBBIX» KOH(MEPEHIUH C
UX IIpelBapUTENILHON TIIIaTeIbHOM TOATOTOBKOM.

C 1992 r. B ®I'BY «HamnuoHaJIbHOM MeEIUIIHNH-
CKOM HCCJIeZIOBATeIbCKOM II€HTPE IeTCKOM reMaToJI0-
UM, OHKOJIOTUU U uMMyHoJoruu uM. II. PoraueBa»
chopMHUpoOBasiach HaAYUYHO-KJIWHHUUYECKAs TPYyIIa
IO WCCJIENOBAHUIO U JIEUEHUIO OIIYXOJiell KOCTell y
Jereil, TOAPOCTKOB U MOJIOABIX B3POCJBIX. B paboTe
TPYINOBI HA MOCTOSHHON OCHOBE YYaCTBYIOT CIIEI[H-
ajaucTel B ob6slacTv MOPQOJIOTHM, TEeHEeTUKU, JIyde-
BOWM [UArHOCTUKU KOCTHBIX capKoM. [[Jis1 ycmenrHoro
JIOKAQJIBbHOTO KOHTPOJIA ObLIN chOPMUPOBAHBI OHKO-
opTonexmUecKasi, TOpaKajJbHas W YeJIOCTHO-JIUIle-
Bafd Ipynnbl XUPYProB, a Takske rpynmna JIT capkowm.
OO1uit MEHEAKMEHT 1 KOOPAUHAIINIO PA0OTHI TPYII-
IIBI OCYII[ECTBJISTIOT XUMUOTEPATIEBTHI-OHKOJIOTH.

B macrosmeit pabote mpeacTaBieHbl Pe3yJIbTa-
THI JIeUeHUA OOJbHBIX UMEHHO C M'eHEeTUYECKHU IOJ-
TBep:KaeHHOIT CIO.

MaTepuaJjsl 1 METOIBI MCCIIETOBAHMSI

B wucciemoBaHme BKJIIOUEHBI NAIWEHTHI, CTPAagaio-
mue CIO u 3aperucrpupoBanusie B PI'BY HMUIL AT'ONU
uMm. [I. PoraueBa (reHepanbHBIN AUpPEeKTOD, akan. PAH,

npod. A.I'. Pymannen) ¢ deBpans 2012 mo ceHTaAOPH
2017 rr. B aHaaus OBLIN BKJIIOUYEHBI 00JbHBIE TIPU YCJIO-
BUU BBIMOJHEHUS CIEAYIONNX KPUTEPUEB:

o MOP(OJOTUYECKUN WM MMMYHOTUCTOXUMHUUECKUU
nuaraos CIO;

® MOJIEKYJAPHO-TEHETUUYECKOE TIOATBEPIKIEHUE
MaHHOTO [OHUarHo3a OOHApPy’KeHUEM IEePEeCcTPONKU reHa
EWSRI, a c aaBapsa 2015 r. ero ciugaHus ¢ OJHUM U3
COOTBETCTBYIOIINX M'€HOB-IIAPTHEPOB;

® IIOJIHOCTHIO BBINOJIHEHHAS WHUIAAJIbHAS DaIUO-
goruueckaa guarHoctuka (MPT mepBuuHOro ouara u
BCeX KOCTEeH IpU IOJO3PEHUM Ha WX MEeTACTATUYECKOe
mopaskeHune, KomnbioTepHas ToMmorpadpusa — KT — jer-
KUX, ciuHTUTpadusa KocTeil ckexeTa, MOP(OIOTHIIECKOe
HCCJIeJOBaHNE IYHKTATa KOCTHOTO MO3Ta);

e jleueHMEe B COOTBeTCTBUM ¢ mpoTokojom EURO-
EWING 2008;

e corJiacue PoAUTes el /ONeKYHOB U 60JIbHOTO Ha KOM-
IJIEKCHOE JIeUeHue.

C HOa6psa 2015 r. moce MyJIbBTUIIEHTPOBOI BCTPEUN
B pamkax rpynmnbkl MockBa—BepsnH Hauasoch TpOCHeK-
TUBHOE MYJIBTUIEHTPOBOE DPETrMCTPAIMOHHOE HCCJIe0-
BaHUE C IEJILI0 CO3JaHUs O0Ieil 6asbl JaHHBIX U OIITHU-
musanuu tepanuu CHO, mpeskae Bcero ee JOKaJbHOI'O
KOHTPOJIA. B [aHHOM wuCCIeNOBAHUM MPUHUMAIOT yda-
CTHEe IEeHTPBI-OTAEJEeHUs HEeTCKON OHKOJOTHWU/TreMaTo-
goruu OpenOypra,
Opaa, ExkarepunOypra, Yensadbuucka, HuxxHeBapTOBCKA,

Boponexxa, Caukr-Ilerepbypra,
Bpancka, Ilepmu m BumagmBocroka. OcHOBHOU wuaeeit
IaHHOTO MCCJIENOBAHUS ABIAIOTCA IPU YCIOBUU IPOCIIEK -
TUBHOM perucTpanuu OOJbHBIX B €IUHOH 0a3e TaHHBIX
COBMECTHOE IIJIAaHHUPOBAHUE JIOKAJBHOTO KOHTDOJIA Ha
MEKIUCIUIINHADHON KOHMEPEeHINN HAyYHO-KJIUHUYE-
CKOIl Ipymnmsl mo omyxoasam kKocreir 8 HMUIL NT'OU u
OpraHMu3aIus ero CBOEBPEMEHHOTO IIPOBEZIEHNA B YCIIOBU-
AX TAaHHOTO IIEHTPA, 0COOEHHO ¥ OOJBHBIX CO CJIOKHBIMU
JokanmusanuaMu. [Ipu sToM pparMeHTH MHAYKITMOHHOMN
u nocroneparnoHHoi XT MOKHBI OBIIN IPOBOSUTHCS B
YCIOBUAX JIOKAJIBHOTO IIEHTPA-YUACTHUKA MYJIbTUIEH-
TPOBOH I'PYIIBI.

Mopposoruueckuii fuarHos mamueHTaM, II0JyYaB-
UM TePAINIo B HAIlIeH KINHUKE, yCTAaHABIUBAJIU B IIaTO-
JoroanaromudeckoM orgeneruu HMUIL [IT'ON ¢ ucmonb-
30BaHUMEM METOAUK CTAaHJZAPTHOTO TUCTOJOTUYECKOTO
uccjaefoBaHUA W UMMyHorumcroxmmuu. OupernesreHue
nepectpoek rena EWSRI1 ocyiiectBiasau merogom FISH
(EWSRI1 break-apart probe), a ugeHTU(pUKAIINIO XUMeEP-
HBIX TeHOB ¢ ntomoIbio ITIP ¢ neTexkmueil pedysabTaToB B
peKuMe peaJIbHOTO BpeMeHU Ha 6ase J1abopaToOpuu IUTO-
TeHETUKU U MOJEKYJIAPHONU T'eHeTUKU U TPYINBI MOJe-
kyaapHoi onkosoruun HMUIL II'OM. T'ucronorunuyeckuit
MaTepuaJ MaIUeHTOB, AUATHOCTHUPOBAHHBIX B OPYTUX
IEeHTPaX-yUaCTHUKAX WCCIENOBAHUA IOMJIEKAJI 00s3a-
TeJIbHOMY MOP(OJIOTUYECKOMY IIEPECMOTPY U T'eHeTude-
ckuM ucciaegosanuam 8 HMUIL [IT'OM.

ITocne mocrymieHUss GOJBHOTO B KJIMHUKY U IIPO-
BeIeHUA IEPBUYHBLIX DPAAMOJOTHYECKUX OO0CIeZOBAHUMA
BPAYOM-PAANOJIOTOM COBMECTHO C XUPYPraMU IPOBOIUIN
IJIaHUPOBaHUE MeCTa [JIA OTKPBITOM Ouomcuu. 30Ha OIe-
PaTHUBHOTO BMeIIIaTeJIbCTBA SABJIAIACH IPEIMETOM IIEPBO-
o O0CYsKIeHUA allueHTa Ha MEKINCIIUIIINHADHON KOH-
depeHIIUU.



CragupoBanue npopoauau mo cucreme AJCC ¢ yue-
TOM Pe3YJIbTATOB, [IOJYUYEHHbIX [IPU MHUIUAIHHON Pagmo-
JIOTUYECKON [OUATHOCTUKE M WCCJIEJOBAHUU KOCTHOTO
Mo3ra.

Bce manueHTHI MOJAYyYaIN TEPANUI0 IO IPOTOKOJIY,
OCHOBAHHOMY HA MCCJIEIOBAHUIX MEKIYHAPOIHON KOOIIe-
patuBHOM MyabTuiieHTpoBoil rpynnbl EICESS — EURO-
EWING 2008 c sxectkum coOuaiogenuem tavmuura XT
¥ CBOEBPEMEHHBIM BBITIOJIHEHUEM JIOKAJIbHOTO KOHTPOJIS
(puc. 2). Iloxpo6HOEe omMCcaHWEe Tepaluy IPEICTABIEHO
B OPUTMHAJIBHOM IIPOTOKOJIE U MYOJUKAIUAX PYKOBOIU-
teneit rpynnsl EURO-EWING [43, 44, 47, 53]. Tepanusa
BKJIouasia 6 kypcoB nHayknuonuoit XT VIDE (BuHKpU-
cTuH, udochaMum, TOKCOPYOUIIUH, STOMO3UL — pPHUC. 2)
[43] ¢ mocaemyoOUIUM JOKAJBHBIM KOHTDPOJIEM B 00BEME
XUPyprudeckoro Bmerniarenbersa = JIT, mocsie koToporo
npoBoauau 6 6s0K0B ambioBaHTHOM XT mo cxeme VAI.
Bo Bcex ciayuasix MeTacTaTUYeCKOI'0 IOPAaKEHUs JEerKuX
IOoCJIe 3aBEPIIEeHUs dTANa JIOKAJbHOTO KOHTPOJIS IIPOBO-
N TOTAJIBHOE 00JIyueH e JerKUX B CyMMapHOi fose 15
T'p. BceM GOMBHBIM C AWCCEMUHUPOBAHHBIMU (hOpMamMu
6osesuu, a ¢ uoasa 2017 r. TakyKe BceM OOJBHBIM C U30-
JIMPOBAHHBIMY METACTa3aMU B JIETKHE IocJe 3-To 6JI0Ka
VIDE u cTuMyIA1UY POCTOBBIMHY (PaKTOPaMU IPOBOSUIU
adepe3 CTBOJIOBBIX KJIETOK MAJIs IIOCJIERYIONIIEH ayToJIo-
TMYHOM TpaHCILIAHTAIUU KocTHOTo Mosra (ayroTKM),
MIPOBOAVMOM 110 3aBEPIIEHNH ITAIA JIOKAJbHOTO KOHTPO-
5. KoHgunumoHupoBauue peacTaBiaio us cedsa 7-mHes-

HBIT OJIOK CO CIIeIMaJbHOM IpeaBapUTEeIbHON MOATOTOB-
KOIl U IOCJIeAyIONIUM 4-THEeBHBIM BBeJeHUEM IIperapaTa
O0ycynbdaH U OJHOKDPATHBIM IpUMeHeHUeM MeJidasaHa,
cxeMa KOHIUIIMOHWPOBaHUA U IpoBeieHua ayToTKM
IpejicTaBJIeHa Ha puc. 2.

Bcem nammeHTaM IPOBOAMIN KOMILJIEKCHYIO OIIEHKY
adderra mocie 2 u 5 kypcos XT mo cxeme VIDE c BbImos-
HeHueM peHTreHorpaduu u MPT nmepsuunoro ouara, KT
IPYAHON KJETKU C KOHTPACTHBIM yCUJIEHHEM, IMyHKI[UH
KOCTHOT'O MO3Ta, CIMHTUTpaduu KocTeit ckenera ¢ 99Tc.

Kax yKe OBLIO CKasaHO BBIIIE, BBIOOP MeTozda
JIOKAJIbHOTO KOHTPOJIA OCYIIECTBJIANN IIyTEM KOMILIEKC-
HO OI[eHKU MAaIlMeHTa B paMKaX PeTryJasapHO IPOBOIUMOMK
MeXAUCIUILINHAPHON KoH(pepeHIIuu. B nmanbHeieM B
KoHIle arama mHAYKIuOoHHOU XT, HO He mO3Ke ueM 3a
MecsAI] 0 ee OKOHUAHUA II0CJEe TIPEeBAapUTEIbHOI TIa-
TeJIbHOH IOATOTOBKUM KaK CO CTOPOHBI XMMUOTEPAIEB-
TOB-OHKOJIOTOB, TaK M CO CTOPOHBI PaAMOJIOTOB, XUDPYP-
rOB U JIYYEBBIX TEPAIleBTOB Ha MEKAUCIIUIIINHADPHONR
KOH(MEPEHIINY I'PYIIBI IO OMIYyXO0JSAM KOCTeH TPOBOJUIN
TIOBTOPHOE 00CYy:KIeHMe KaKIOTO CJydas IJA OIpeee-
HUA Hambojiee ONTUMAJTbHON TEXHOJIOTHUU JIOKAJIbHOTO
KOHTpOJiA. Bce ciyuanm CIOKHBIX JIOKaausamuii B obJia-
CTH OCEBOTO CKejieTa O0CY’KJajlu COBMECTHO C BEIYIIIUM
oHKoopronenoMm KiamHuKu Illapute (Bepaun) mqoKTOpOM
Nuro Menbxepom, KOTOPBIH, KaK IIPABUJIO, IIPUTJIAIIAJ-
cA IJId yJacTHs B TaKUX omnepanuax. IIpm Heo6xogumo-
cTu HamboJiee CJIOMKHBIE CIydYau OOCY:KIANIU C IOMOIIIBIO
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Puc. 2. Moguduuuposanusiii nporokos EURO-EWING 2008-MOSCOW u ero repaneBTH4ecKmne 3JeMeHThI.
a — oO0mumit gusaitH mpoToKoyaa; 6 — TepaneBTudyeckuil 60k VIDE; B — peXuM KOHIWUITMOHMPOBAHUA IIPU aYTOJOTUYHON TPaHC-
IJIAaHTAIUY KOCTHOTIO Moara; 6ok VAI: Buukpuctur 1,5 mr/m2 B 1-i nenb; akruHomunuy D 0,75 mr/m2/cyr B 1-i u 2-# quum;

udochamus 3 r/m2/cyr B 1-it u 2-# qHUA.
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TeJeMeIUINHCKUX TeXHOJOTUH HAa COBMECTHBIX MEJKIC-
IUILITAHAPHBIX KOH(MEPEHIUAX C IeHTPAJbHON TPYIIIOi
uccaegopauuss EURO-EWING, maxonsieiica B yHUBeP-
cuTeTcKoi Kanuuke r. Mioucrep (lepmanus).

Marepuaj, MOJYy4YeHHBI B pesyJbTaTe OIepalluu,
nozaBeprajau Mop(oJIOrMTYecKOMY MCCIEIOBAHUIO C I[EJIBIO
OIEHKU CTEeMEeH! TepameBTUYecKoro mnaromopdosa. Ilpu
9TOM MPUSHAKOM aJeKBaTHOIO OTBETA OIYXOJU HAa IIPO-
BEeIEHHYIO Tepamuio CUUTaIu coxpaHeHue He 6osee 10%
BUTAJILHBIX OIIYXOJEBBIX KJIETOK B oOpasiie. Takike marTo-
MOP(OJIOTUUECKOe NCCIeL0BAHNE IPUMEH IV JIS OLEHKH!
CTEleH! PaAVKAJIBLHOCTU OIEePAIU, YTO ABJSAIOCH IIPS-
MBIM MapKepoM 3(h(HEKTUBHOCTH JIOKAJIBHOI'O KOHTPOJIA.

Mper onpenensanu peseknuio kKak RO, eciu B obactu
KpaeB He O0OHAPYKUBAJIOCH OIIYXOJIEBBIX KJIETOK; KaK
R1, ecyim XUPypProm OmyxoJib CYUTAIACH IIOJHOCTHIO y/a-
JIEHHOM, OJHAKO XOTsI Obl B OJHOM W3 KDPAaeB DPE3eKI[UU
00HAPYKUBAJINCH OIYXOJEeBble KJETKH; Kak R2, eciu
XUpPyprom JubGO MPU KOHTPOJBHOM PAJUOJOTUYECKOM
nccIefoBaHNY O0HAPYKUBAJIACH OCTATOYHASA OMYXOJb U,
HaKOHeIl, KaK RX, ecJii Ipu OTCYTCTBUU MAKPOCKOIINYE-
CKHU BUMMO¥ OCTATOUYHOM OITyX0JU MH(MOPMAIIUI O KpadX
PEe3eKINU OTCYTCTBOBAJIA.

Jlsisi CpaBHUTEIBHOTO aHAJNN3a KINHUUYECKUX XapaK-
TEePUCTUK, BAPUAHTOB JIOKAJW3AUUil W pPe3yJIbTaTOB
JieueHUsI HAMU OBLIM WCIOJIHL30BAHBI JaHHBIE KJIUHUKU
IITapure o 6oabubIx CHO, HAGMIOOABIINXCA TaM B IIEPUOT,
¢ 1980 mo 2010 rr., u a106e3HO IpeaocTaBIeHHbIe TPOd.
T'rouTepom XeHiie (IIepcoHAJIbHOE COODIeHNe), a TaKiKe
IaHHbIEe CEPUU MEeKIYHAaPOOHBIX ncciaenoBanuii EICESS B
nepuof ¢ 1980 mo 1997 rr., ony6JMKOBaHHbBIE B JKypHAJIE
Oncologist [54].

Pesyabrarer Tepanuu CHO omeHuwBaau 1Mo YuUCITY
MallMeHTOB, Y KOTOPBIX ObLIA [JOCTUTHYTA XUPYPruye-
ckasa pemuccusi (peseknusa — R0), KoauuecTBy pedpakr-
TEPHBIX CJAy4YaeB (IPOrPECCUs MEePBUYHON OMYXOJU WU
MOsIBJIEHVE HOBBIX METACTATUYECKUX OUYaroB B IIPOIECCE
nHayKInonHo XT), JieraabHOCTH BO BpeMsdA JeUeHUA,
KOJIMYECTBY JIOKAJIBHBIX PEIUJUBOB/METACTA30B IIOCJE
3aBePIIeHUA JeUEHNS U YUCIY HAIMeHTOB, HAXOAAIUXCS
B IPOJIOJIKUTENbHOI mosHo# pemuccun (IIIIP), a Takike
mo mokasaTeasaM OeccoObiTuitHoOil (event-free survival
— EFS) u o6mieit (OS) BBIXKMBAEMOCTH, PACCUUTAHHBIM
no merony Kammana—Maiiepa. [ia cpaBHEHUA KPUBBIX
BBI)KMBAEMOCTU WCIIOJb30BAJIM HellapaMeTPUUYeCKui
«log-rank» KpuTepuii. BEBIXKMBaeMOCTb PACCUUTHIBAJIY OT
natel guarHoctuku CHO mo marel HacTymjieHus HebJiaro-
MPUSTHOTO COOBITUS WX NATHI IIOCJIEJAHEro KOHTAKTa C
nanueHToM. IIpu cpaBHEHWHU TPYIIN MAIUEHTOB II0 KaTe-
ropuaJIbHBIM IPU3HAKAM MCIIOJIb30BAIN KPUTEPUH ¥ UIIU
Kputepuit @umiepa.

Pe3yabraTsl

C despansa 2012 mo centsadbps 2017 rr. B 6ase
JaHHBIX HAYYHO-KJIUHUUYECKOM TPYIIILI IO OIIyXO-
aam kocreit ®I'BY HMUIL AT'OU um. Ovurpus
PoraueBa B COOTBETCTBUU C KPUTEPUIAMU BKJIIOUE-
HUS, ONMMCAHHBIMHU BBINIE, OBLIN 3apEerucTPUpPOBa-
HbI 69 manuenTos ¢ CIO, moayuaBIIinX Tepamuio mo
nporoxkosy EURO EWING 2008. CpaBHUTEIbHBIHN
MeTa-aHaJ3 TaHHBIX MarueHTOoB ¢ 47 00JIbHBIMUI U3
kaunauKY [IlapuTte M0 BO3PACTy U MOJYy IPeACTaBIeH

B Tabs. 1. BugHo, YTO HUKAKUX CYIIECTBEHHBIX
pasauuuii MeXAYy ABYMs TpPyIIaMu O0HAPYyKeHO
He OBLIO, HECMOTPsS HA TO, YTO IEPUOJ PEKPYTH-
poBauusa 6onbHBIXx B HMUIL IT'OM 6b11 B 6 pas
Kopoue, ueM B Kaumnuke Illapure. B T0 Ke Bpemsa
CPaBHUTEJBHBIN aHAJU3 BAPUAHTOB JIOKAJIU3AIUNA
nepBuyHoro ouara CIO B knunuke HMUIL IT'OU u
B cepuu MeXIyHapoaHbIX mcciaenopanuit EICESS,
MpeACTaBJEHHBIX B TabJ. 2, U KOJUUYECTBAa U pac-
npenenenusa Mmeracratruueckux dopm CHO mexmy
STUMHU ABYMSA TIPYNIaMHU IAI[MeHTOB OOHAPYIKUJI
3HAUMWTEJbHBIE pasanunsd. Ecau Jokaausamuu mep-
BUYHOTO oyara B obJiacTU KOHEYHOCTel u B 00Ja-
CTH T'PYAHON KJIETKU BCTPEUAJIUCH B JBYX I'PYIIAxX
0OJBHBIX C OAUHAKOBOM YacTOTO, TO O0Jee pegKue
u 0oJiee CJIOKHBIE C XUPYPIrUUYECKON TOUKU 3PEHUA
JIOKaIM3anuy B 00JIaCTH MO3BOHOYHHWKA W KOCTei
JINIEBOTO CKeJieTa BCTPEUYAJIUCh COOTBETCTBEHHO B
3 u gake B 5 pas uarre (p<0,001) (ta6x. 2). B To
JKe BpeMs MepBUUYHBIM ouar B 06JiacTu KOCTel Tasa
OBL 3aperucTpupoBaH Bcero B 16% ciyuaes cpeau
6osbpaBIx HMUIL [IT'OY 110 CPaBHEHUIO C TAKOBBIM Y
26% mnamnuenTos u3 ucciaenosanuii EICESS. Oguaxo
JaHHbIE PA3JIUYNA OKA3aJIUCh CTATUCTUYECKU HEeI0-
croBepubIiMu (p=0,07). CpaBHUTEIBbHBIII MeTa-aHa-
JIN3 TEePBUUYHOI0 METaCTATUUYECKOTO IOPaKeHUs
nmpu CIO, mpencraBieHHBIN B Taby. 3, mokasal,
YTO ecJiu cpeau mamueHToB mcciaenoBauuii EICESS
MeTacTasbl B MOMEHT JUArHo3a ObLIN 3aperucTpu-
poBaubsl y 26% TAInuMeHTOB, TO CpPeau OOJbHBIX
HMMUIT AT'OM onu 6b1iu 06HAPYKeHBI B 51% ciy-
yaeB (p=0,00002). ITpu sTOM JOCTOBEPHO UaIlle
BCTPEUAJINCH KaK N30JUPOBAHHBIE METACTA3bI B JIer-
kue (cragud 4A no AJCC), Tak 1 JUCCEMUHUPOBAH-
uele popmbl CIO (cragua 4B mo AJCC). Ilocnenuue
OBV O0HapYKeHBI B 25% ciryuaeB cpenu 00JTbHBIX
HMMUITL ITON u B 16% cayuaeB B OOJIBIION KOTOPTE
EICESS.

BTabs. 4 1 Ha puc. 3 mpeAcTaBIeHbI PE3YIbLTATHI
aeuenus CIO. Buguo, uro 6eccodbITHiiHAA U 00IIasd
BBIKMBAEMOCTbD AJIS BceX 00JIbHBIX cocTaBuaa 61+9
u 76+9% COOTBETCTBEHHO, a KYMYJATUBHBIA PUCK
BOSHMKHOBEHUS peIUIUBAa WJN IOABJIEHUS BTO-
PUYHBIX METACTa30B OKasajcsa paBHBIM 38,7+9%.
Okosio 9% OOJBHBIX OKal3aauch pedpaxTepHbBIMU
K TIPOBOAMMOI WHIYKIMOHHOI Tepanuu, y 80%
OOJIbHBIX U3 Te€X, KTO OBbLI IPOOIIEPUPOBAH, YAAJIOCH
IOOUTHCA XUPYPruuecKo pemuccum (peseKius
RO), 75% G6GOJBHBIX HAXOAATCS B MOJHOM IIPOJOJI-
skurenbHOi pemuccuu (IIIIP), u Hu oquH 6GOJIBHON
He OBIJI IOTEPSAH OT OCJOKHeHu TeueHus (Tadbi. 4).

CpaBHUTEJBHBIN aHAJIN3 PE3YJIbTATOB JIEUeHU
¥ BBIKMBAEMOCTH B 3aBUCUMOCTH OT PAacIIpocTpa-
HEeHHOCTHU 3a00JIeBaHUA, IPEICTABICHHBIN B Ta0JI.
4 u Ha puc. 4, moKasaJj, 4To 6eccoOOLITUIHAA BHIIKU-
BAaeMOCTb B I'PyIIe OOJBbHBIX C JIOKAJTU30BAHHBIMU
(bopmamu 3aboseBaHUS OKasajlach 3HAYUTEJIHHO
BBIIIIE, YeM TaKoBas ¥ OOJBHBIX C METACTATUYECKU-
Mu opmamu 60Jie3HU, cocTaBuB (6+9 u 45+14%
coorBeTcTBeHHO (p=0,06). IIpu sTOM UacToTa pPeIu-
OIVBOB M BTOPUUYHBIX METACTA30B CpPeau OOJBHBIX
C M30JMPOBAHHBIMHU IEPBUYHBIMU METACTa3aMU B



Tabauuya 1

Pacnpenenenue 6oasabix CIO o Bo3pacty u noaxy 8 HMUIL ITOU u B knunuke HIAPUTE (Bepaun)

®I'BY HMUIT ITON 2012—2017 rr. | ITapure 1980—2010 rr.
Kauanueckue mapamMeTpsl p
n % n %
Bceero 69 100 47 100
MaJbUYNKU 42 61 24 51
Iox eBOYKH 27 39 23 49 0,34
<5 6 9 1 2 0,24
Boapacr, rozs: >5 nu<10 12 17 6 13 0,61
’ >10 51 74 40 85 0,17
MeauaHa 12,5 — 14 -
Tabruua 2
Jlorkanmuzanusa nepsuunoro ouara CIO y mamuenros HMUIL ITON
u B cepun Me:xayHapogubix ucciaegosanmnii EICESS
HMUIT AT0N EICESS 1980—1997 rr.
Jlokanusamusa P
n % n %
Bcero 69 100 1426 100 -
Koneunoctu 31 44,7 715 50 0,46
Benpennast KocTb 11 15,9 286 20 0,54
BoabiebepiioBas KocTh 9 13 143 10 0,41
Mauso6epItoBas KOCThb 6 8,7 114 8 0,82
IlneueBasa KocTh 3 4,3 86 6 0,79
IIpenmniaeune 1 1,4 29 2 0,99
Croma 1 1,4 43 3 0,72
Kucrs 0 0 14 1 0,99
Kocru Taza 11 15,9 370 26 0,07
I'pynHas kieTka 8 228 16 0,4
Pe6po 6 8,7 143 10 0,84
JlomaTka 1 1,4 57 4 0,52
Kiarounma 1 1,4 21 1,5 0,99
I'pynuna 0 0 7 0,5 0,99
ITo3BOHOUYHMEK 12 17,4 85 6 0,001
Yepen 7 10,1 28 2 0,001
Tabruua 3
Metacra3ss! y 6oapabIx CIO
IloxasaTenu HMMHUIT Aron EICESS 1980—-1997 rr. P
0O06111€€ KOJIUYECTBO OOJIBLHBIX 69 100 1426 100
Meracrasst ‘;‘;T gg g? 1307515 ;‘é 0,00002
WM3osmpoBaHHBIE MEeTACTA3bI B JIETKUE 4A 18 26,1 143 10 0,0002
JucceMuHUIpOBaHHOE 3a60I€BaHIE 4B 17 24,6 228 16 0,07

Jerxkue ObLia B 3 pasa BbIINIE, UeM TaKoBaA y 60JIb-
HBIX C JIOKAJM30BaHHBIMU GopmMaMu 3a60IeBaHUA
(27,8 u 8,8% coorsercTBenHo) (Taba. 4). B To xe
BpeMsda cpeam 6OJIBHBIX C OIUCCEMUHMPOBAHHBIMUN
dopmamu 60JIe3HU OKa3aJIoch B 3 pasza 00JbIle mep-
BUYHO pe(ppaKkTepPHBIX CAYUAEB U YPOBEHb JOCTUKE-
HUA XUPYPTUUECKOI peMuccuu OBLI B 2 pa3a HUXKe,
YyeM y JBYX IPYTUX IPYHI OOJIBbHBIX.

B rabu. 5 mpeacraBiieHbI pe3yabTaThl JOKAJIBHO-
ro KoHTpoJA nepBuyHOTo ouara CIO y 60 601bHBIX,
3aBEPUIVBIINX WHAYKIMOHHYIO TEpPamuio OJIOKaMU
VIDE u mocturmimx BpeMeHHOUN TOYKU IIPOBEIEeHUA
Takoi Tepanuu (9 6G0JBHBIX B MOMEHT aHAJIN3a BCE
ellle HAXOAWJIWCH Ha 9Tale WHIYKIIMOHHOW Tepa-
nuu). BugHO, UTO XUPYPrUYeCcKyI OIepaIiuio ¢

[eJIbI0 yAaJIeHUs MePBUYHOTO odara yAajioch IIpo-
Bectu y 50 GospHBIX 13 60 (83,3% 6oabHBIX). [Ipn
ATOM ecJi Y GOJIbHBIX C JIOKAJTU3AIUIMU OIIYyXOJIU B
o0sacTU KOHEUHOCTe ee yaaieHne ObLJIO ITPOBEIeHO
y Gosee uem 90% mamueHTOB, TO B CIAydYasiX JIOKa-
JU3anuii B 00JIacTH Ta3a W MMO3BOHOUHUKA Olepa-
IS COCTOSAJIACH JINIE ¥ 66% O0oJbHBIX. PeseKuio
RO ymanocs BeimosHUTh v O0osiee uem 80% orT Bcex
MIPOOIIEPUPOBAHHBIX OONBHBIX. OZHAKO ecau IIpu
JIOKAJIN3aIluy MePBUYHOTO OoYara B 00JIaCTH KOHEU-
Hocreit Gosee 90% OGONBHBIX OBLIN ITPOOIIEPUPO-
BaHBI B «(popmare» peseknuu RO (B ocTadbHBIX
cayuaax ObLim pedexinuu R1 u Rx — me B Harmei
KJIWHUKEe; IPpUYeM HU OJHOro cayuas R2 zaduxrcu-
POBAHO He OBLIO0), TO Y OOJIBHBIX C TAKOU CJIOMKHOMI
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Puc. 3. Pesyasrarsl euenusa CHO: BbIKUBa€MOCTb.

a — 6eccobprTuitnas (EFS), oomasa (OS) BIXKMBAEMOCTD U KYMY-
naTuBHbIHM puck peruausos (CIR) y 69 6oababix CEHO 8 HMUAILL
B 2012—-2017 rr.; 6 — GeccobbITHUITHAS U 00II[asi BEIXKUBAEMOCTDb
B uccaenoBanuax EICESS 81-92; B — GeccoObITUMHAA BBIMKN-
BaemocTh B ucciaenosanuax EICESS 81-92 B saBucumocTu oT
PACIIPOCTPAHEHHOCTH 3a00JI€BAHUA.

JIOKaIn3aluei, Kak II03BOHOUYHUK, JOOUTHCSA YPOB-
Ha pesexnuu RO yzamocs jaumib y 1/; 60IbHBIX, U
eme y 1/; GOMBbHBIX pe3eKIuA Oblia IpOBegeHA B
«hopmate» R1. BakHO MOAUEPKHYTh, UTO BO BCEX
cayuasx omepariuii B obacTu Tasa u B 4 us 6 cayua-
eB omepanuii B 06JIacT KOCTEH JIMIEBOrO CKeJeTa
Onli1a mocturayra pesexkmus RO. IIpakTuuecKu BO
BCEX CJIyYasX MPUMEHSJINCh OPraHOCOXPAHSIIOIINE
BAPUAHTBl XWPYPrUUYECKOr0 JIEUEHUS, aMIIyTAIUN
OBILIYM TTPOBEAEHEI JUIIh Y 2 O0JbHBIX. ¥ OOJBHBIX C
PeseKIuAMEI B 00JIaCTH KOCTei uepera Xupyprude-
CKOe TToco0ue BCeria IPeiCTaBIAIO0 U3 ce0sI aTalrHOe
JleueHne, T/e IOCJe PEe3eKIMM IIePBUYHOI'0 0uara
B JajJbHENIIeM IPOBOAMJIOCH HECKOJbKO 3JTAIIOB
PEKOHCTPYKTHUBHBIX OIEpPaL[MiA.

¥ 1/, Bcex 6onbHbIX TpuMeHanu JIT Ha mepBudy-
HBIH ouar, mpuyeM y 8% OOJbHBIX OHA UCIIOJIb30BA-
JIaCh KaK €IUHCTBEHHO BO3MOMKHBIN METOJ JIOKAJIb-
HOT'O KOHTPOJIS.

Ananus JsedebHOro maromMopd03a OIYXOJU
mocyae mHAYKIUoHHON XT mokasam, uto y 75%
OOJMBHBIX OBLT OOHAPYIKEH MOCTATOUHO XOPOIIHIt
OTBET ONYXOJIM Ha JieueHUe U TOJIA KUBBIX OIYXO-
JIEBBIX KJIETOK OKasajiach MeHbIlle 10% . Ha puc. 4
BUJHO, UTO 0eCcCOOBITUHHASA BBIXKHNBAEMOCTH ¥
OOJIBHBIX C HELOCTATOYHON YYBCTBUTEIbHOCTBIO K
uaaykinnonuoit XT, T.e. manuumem O6osee 10%
JKUBBIX OIIyXOJIEBBIX KJETOK, OKAa3ajJach 3HAUN-
TeJbHO HUKE, YeM TAKOBaA ¥ OOJBHBIX C XOPOIINM
orBeroM Ha Jjeuenume (2721 u 74=+9% cooTBer-
ctBeHHO, p=0,01). PesyabTaThl JleueHUA U BBIIKU-
BAeMOCTb OBLIM JOCTOBEPHO JydIle y OOJBHBIX B
cJIyuyasax JOKAJIU3AIUN ONYXOJHU B 00JACTH KOHEU-
HOCTeI, 10 CPaBHEHUIO C TAKOBOH B 00JIACTH OCEBOTO
ckeJsiera (puc. 4), a TakyKe B CJIyUYasaX TOCTUKEHUS
ypoBHsA peseknuii RO/R1 (puc. 4). IIpuuem y Bcex
7 OOJIBHBIX C JOKAJM3ANUAMN TEePBUYHOTO ouara
B 00JIaCTH KOCTEeH uepena HA MOMEHT IPOBEeIeHNS
aHaJIM3a He OBLIO 3apPEeruCTPUPOBAHO HU OJHOTO
HeOJIarOMPUATHOTO COOBITHUSA, M OHU BCEe HAXOMAT-
CcsA B PEMUCCHUY U YACTUYHO HA PA3JUYHBIX dTANax
TepaIunu.

Y Bcex 7 mociaenHuMX OOJBHBIX C MeETacTaTHUde-
ckuMu (popmamu G6oses3Hu (crazuu 4A u 4B) mocie

Tabruuya 4
PesyabraTsl deuenus 60asabix CIO, Haxogusmuxca 8 HMHUIL ITOH,
B I[€JIOM ¥ B 3aBUCHMOCTH OT PACIPOCTPAHEHHOCTH IpoIecca
[P i Jlokain3oBaHHAST Haomiﬁgg:::;:me T'enepanuszoBaHHaSA
IloxaszaTenu Popma B JlerKue e
n % n % n % n %
Bceero 69 100 34 100 18 100 17 100
PedpakTepHOCTH K Tepanuu 6 8,7 2 5,9 1 5,6 3 17,6
Xupypruueckas peMUCCUS 42/60 70 23 67,6 14 77,8 5 29,4
Penuaus/mMeTacTasbl 9 13 3 8,8 5 27,8 1 5,9
CmepTs OT Tepanuu 0 0 0 0 0 0 0 0
IToTeps us-mox HAGIIOLEHU S
(Lost of Follow Up — LFU) 2 2,9 1 2,9 0 0 1 5,9
TlosHaS TPOLOJIIKUTEIHHAS
penmcens 52 75,4 28 82,4 12 66,7 12 70,6




Tabauua 5

Jlokansubiii KoHTPOJb 60 Goxsasix CIO 8 HMUIL ITON

Bcee T Has ITozBOHOY-
MoxasaTesm GOTBHBIE Koneunoctu ;gfgma Koctu Taza K Yepen
n % n % n % n % n % n %
3aEepImm HEAYKIMOHEYIO 60 | 100 | 28 | 100 | 8 |100| 9 [100| 9 | 100 | 6 | 100
Tepamunio
ITporpeccus mo onepamuu 6 10 1 3,6 2 25 3 33,3 0 0 0 0
HeonepabenbHas JOKaJIU3AIUA 4 6,7 1 3,6 0 0 0 0 3 33,3 0 0
Onepauusa 50 | 83,3 | 26 92,9 6 75 6 66,7 6 66,7 6 100
RO 41 82 24 92,3 5 83,3 6 100 2 33,3 4 66,7
R1 4 8 1 3,8 0 0 0 0 2 33,3 1 16,7
R2 2 4 0 0 0 0 0 0 2 33,3 0 0
RX 3 6 1 3,8 1 16,7 0 0 0 0 1 16,7
JlyueBas Tepanus 14 | 23,3 3 10,7 1 12,5 6 66,7 3 33,3 1 16,7
Monorepanusa 5 8,3 1 3,6 1 12,5 2 22,2 1 11,1 0 0
Xupyprua+obiaydeHue 9 15 2 7,1 0 0 4 44,4 2 22,2 1 16,7

3-ro 6soxka VIDE mpoBomuiam adepes CTBOJOBBIX
KJIeTOK ¢ mociaexnyioieit ayroTKM mociie 3aBepiiie-
HUSA dTana JOKAJbLHOT'0 KOHTPOJIA, BCE OHU B HACTO-
SAIUA MOMEHT JKHBBI M HaXONSATCS B PEMUCCUU.
OngHaxko HeOOJIbININEe CPOKY HAOIIOAeHNA U He0OIb-
1I10€e KOJIMYECTBO OOJbHBIX IOKA HE IIO3BOJIAIOT Cle-
JaTh KaKue-a1nb0 BBEIBOJABLI 00 3(D(PEeKTUBHOCTU HAH-
HOTO dJIEMEHTAa TepaIuu.

O6cy:xmeHne

B mammO#l craThe OBLIN KPATKO IIPEICTABJICHBI
coBpemeHnHbIe npeacrasiaenusa o CHO u mepBbie mpex-
BapuTeJbHbIE PEe3yJbTaThl JIEUEHUS BTON CJIOMKHOMI
KoropThl OosbHbIx B HMMII merckoiti remartosio-
TUH, OHKOJIOTUHN ¥ uMMyHoJsioruu um. [[. Porauesa
(r. MockBa, reHepaJbHBIA AUpPeKTOp, akan. PAH,
mpod. A.I'. Pymsaunes). CIO mpezcrasiser coboit
penKyio ¢hopMy IeTCKOro paka, BCTPeuyasich IPenuMy-
IIeCTBEHHO B IIOAPOCTKOBOM Bo3pacre. Hecmorps
Ha 9TO, HAM 3a KOPOTKUII IIeprof] BpeMeH! yIaI0Ch
cobparb ¥ IIPOJIEYUTH C IIOMOIIbI0O COBPEMEHHBIX
CJIOKHBIX TEXHOJIOTUH [OBOJBHO 3HAUUTEJIHbHYIO
TPYIIY TaKUX OOJBHBIX. ITO IOATBEPIKIAETCA IIPO-
CTBIM CPaBHEHWEM C aHAJIOTUYHOI IPYIIIION HallueH-
toB u3 Kanauku Illapure. Kaxk Bugno us Taba. 1, 3a
30 jeT B GepJAMHCKON KINHUKE ObLIN 3aperucTPUpPO-
BaHBI Bcero 47 GOJIbHBIX, B TO Bpemsi Kak B HMMUI]
OT'OU 3a 5 ner — 69. HeobXxoamMo OTMETHUTH, UTO
HECMOTPsA Ha OTCYTCTBUE DPA3JUUMUU IO BO3PACTy U
IOJIy, HaIlla IPyIa 60JbHBIX 3HAUNUTEIbHO OTJIMYa-
JIach o Apyrum mnapamerpam. Kax BugHo us Tabu. 2,
cpenu poccuiickux manuentos HMUIL IT'OU 6w110
OoJIbIlle CJIy4YaeB CO CJIOMKHBIMU JIOKAJIU3AIUAMU,
0COOEHHO B 00JIaCTU IIO3BOHOYHUKA W KOCTEH JuIle-
BOT'O CKeJIeTa II0 CPABHEHUIO C TAKOBBIMU B 0OJIBIIIOM
MYJbTUIIEHTPOBOM MEXKIYHAPOJAHOM WCCJIeIOBAHUU
EICESS. 3naunTeabHO BBIIIIE OKa3aJach JOJS MeTa-
craTuuecKux (opm 00JiesHU, KOTOPbIEe COCTABUJIN
0OoJIbIIIE TTOJIOBUHBI BCEX CJIYUaEeB, 3aPEeruCTPUPOBAH-
HBIX B T'PyINe II0 MCCJEeNOBAHMUIO OIIyXO0Jeil KocTei
HMMII AT'ON. Tak, GosbHBIE 3[1eCh C M30JUPOBAH-
HBIMU MeTacTasaMU B JIETKHe BCTPeUaInch B 2,5 pasa

vairie, a MallueHThl ¢ JUCCEMUHUPOBAHHBIMY (hopma-
Mu 3abosieBanus — B 1,5 pasa uaiie, ueM TaKOBbIE B
MeKaAyHapoaHbIX ucciaenopauuax EICESS (tabu. 3).
Tem He MeHee, HeCMOTPSA Ha dTU HeOJATOUIPUIT-
HbIEe KJINHUYECKUe (DAaKTOPHI, Pe3yabTaThl JEeUeHUS
B I'PYIIIIe POCCUHCKUX OOJIBHBIX B I€JIOM OKAa3aJIHCh
He Xy:Ke, YeM TaKOBBbIe B HCCJIEJOBAHUAX I'PYIIIBI
EICESS (ta6a. 4, puc. 3). Pasuuma B 6eccoObITHII-
HOUM BBI)KMBAEMOCTH y IIAIlMEHTOB C JIOKAJIM30BaH-
Hoit (76%) m meracratuueckoit (45%) dopmamu
JIOTUYHA U COOTBETCTBYET TAKOBOIl B MEXKIyHAPOJ-
HOIl mpakTukKe. OQHAKO ecu AJis OOJBHBIX C H30-
JUPOBAaHHLIMHI MeTacTazaMu B Jierkue (cramgus 4A)
TJIaBHOM IIPo6JIeMOMi, MO HAIIMM JaHHBIM, SBJIA-
IOTCSI PEIUANBLI WJIN BOSHUKHOBEHWE BTODPUUYHBIX
MeTacTasoB, TO [IJs OOJBHBIX C AUCCEMHHUPOBAH-
HOI OosesHbio (cragus 4B) OCHOBHOM HpPUUYMHON
Heymau ObLIa MMEHHO IepBUYHAS ped)paKTEPHOCTH
omyXoJau K HHAYKInoHHOU X'T ¢ mocyenyoIiei mpo-
rpeccuer 3a00JeBaHUS eIlle 0 JOKAJIbHOI0 KOHTPO-
5. lHTepecHO, UTO B IEJIOM KOJHUYECTBO OOJIBHBIX
B PEMUCCUH ¥ HUX BBIXKHBAEMOCThb, KaK C WM30JIHU-
POBaHHBIMHM MeTacTa3aMH B JIerKWe, TaK U C IUC-
CeMUHUPOBAHHBIM 3a00JieBaHUEM, HE OTJIAYAIUCH
IPYT OT APYyra, XOTs ObLIN JOCTOBEPHO HUKE, UeM Y
OOJILHBIX C JIOKAJM30BaHHBIMU (DOPMAaMU, HO TeM He
MeHee OCTaJIUCh Ha 6ojiee YeM yIOBJIETBOPUTEILHOM
YPOBHE IJIA JAaHHOI'O CpoKa Haburomenus (puc. 4,
Taba. 4).

MOKHO BBIIEJUTH HECKOJBKO IPUUYNH OTHOCH-
TeJbHO HeIIoXuX pesyJsbraToB JeueHus CHO oco-
0eHHO Y OOJIbHBIX C JUCCEMUHUPOBAHHBIMU (hopMa-
Mu 6OJIe3HU.

Bo-nepBbIx, :KeCcTKOe COOJII0JeHe BCero IpoTo-
KOJIa JIeUeHUS U IPerke BCero CPOKOB IPOBEAeHUS
6J10K0B MHAYKITMoHHOI XT.

Bo-BTOpBIX, U, HA HAI B3IJISAL, 9Ta NPUYMHA
ABJAETCA CaMOI TJIaBHOW, IIJIAHUPOBAHWE U CBOE-
BpPeMeHHas OpraHu3alusa JOKaJIbHOTO KOHTPOJI.
OcHOBO¥I JTOKAJBHOTO KOHTPOJIA y 60abHBIX HMUI]
IT'OU sBuiack arpecCuBHasA XUPypPruuecKas Tak-
THKA OaKe y OOJBbHBIX CO CJIOKHBIMHU JIOKAJIM3a-
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Puc. 4. ®akTops! nporaosa BprknBaeMoctd y 60asHbIx CHO.

a — OeccoObITUIIHAA BBIXKUBAEMOCTh B 3aBHCHMOCTH OT pac-
mpocTpaHeHHOCTU 3aboseBaHusA; 60 — 0ecCOOBITHMIHAS BBIKU-
BaEeMOCTh B 3aBUCUMOCTH OT CTEIIeHU JieueOGHOro maTomMopdosa
(< mau >10% °KUBBIX KJIETOK B yAJEHHOM OIIyX0iun); B — Oec-
COOBITHITHAS BBIXKMBAEMOCTH B 3aBUCUMOCTHU OT JIOKAJIU3AI[UHT
IepBUYHOTO oYara; I — 6eccoObITUIIHAA BBIXKUBAEMOCTh B 3aBU-
CHMOCTH OT CTEIEeHU XUPYPTrUYEeCKO pe3eKIuu y OOJBbHBIX C
mopajkeHneM OCeBOro CKeseTa (IpyAHas KJIeTKa+KoCTH Tasa+
MO3BOHOYHHUK+Uepern).

oOUuAMU B o0JtacTU 0CeBOTO CKeJjeTa W qeperIa. Kax
BHUIHO U3 TabJI. 5, onmepanuAa C IEeJIBI0 Pe3eKIINU

MepBUYHOTO ouara ObLiia TpoBedeHa y OoJiee uem
80% O6onbHBIX. [Ipruem ecsiu y GOJIBHBIX C JIOKAJIU-
3anuAMU B obGJiacTU KOHEUYHOCTEH ypOBEHBb OIlepa-
TUBHOTO JIeUeHU JIOTUUHO mpubamkanca K 100%,
TO JasKe IPU JIOKAJIW3AIMM IMEPBUYHOTO oyara B
obslacTH KOCTell Tasa U IO3BOHOYHUKA OIepanusd
ObL1a mpoBegeHa y Gosiee ueM 2/5 manueHToB. Ilpu
ATOM YAaJIOCH TOOUTHCS SJOBOJIBHO BHICOKOTO YPOBHSA
pesexnuit RO/R1 make y GOJbHBIX CO CIOKHBIMU
JokanusanuAamu. Tak, eciiu y 60JIbHBIX C OIIYXOJIbIO
B o0JtacTu mo3BOHOUHUKA pedeknuit RO/R1 yxgamock
IOOUTHCA y 2/5 IAIMEHTOB, TO B CJIydyae JIOKaJIMU3a-
1uii B 06JIacTU KOCTEH Tasa 1 uepemna TaKkoil ypOBEHb
pesexnuit 6611 goctTurHyT y 100% 6GomsHBIX. Ha
puc. 4 4eTKO IPOJAEMOHCTPUPOBAHO, UTO PAAUKA-
HadA pes3eKIusa y O0JBHBIX JasKe ¢ ouaraMu B 00J1acTu
OCEBOTO CKeJieTa U uepelia BeJeT K 3HAUUTEJIHLHOMY
YJIYUIIIEHUIO UX BBIMKMBAEMOCTU. ITO MOATBEPIKIA-
eT pe3yJabTaThl, ONMyOJMKOBaHHBLIE paHee [49-51],
HO 0COOEHHOCTH HAIllel IPYHIILI OOJIBHBIX 3aKJIH0UA-
Jlach B TOM, YTO MCXOJHO paJUKaJbHAaA PE3eKIU
OIIyXOJIM paccMaTpuBaJiach HAMHU KaK MPUHI[UIIU-
aJbHO HEOOXOAWMBIN 9JIEMEHT Tepaluy MpaKTuye-
CKU y Bcex OOJIbHBIX HE3aBHCHUMO OT pPacIpocTpa-
HEHHOCTHM OIIyXO0JIEBOTO IIpoIlecca. OTOTO YAaJIoCh
IOOUTHCA UCKJIIOUNTENBHO OJ1arofapsa OpraHu3auu
MeKANCIUILINHAPHOTO ITO1X01a B hopMaTe 3apaHee
CILJIAHUPOBAHHBIX ¥ TIATEJIbHO ITOATOTOBJIEHHBIX
«OIIYXO0JIEBBIX » KOH(MEPeHInii, Pe3yJIbTaTOM KOTO-
PBIX SBUJIACH OPTAaHU3AIUs Bpaueil pasHbIX CIIEI[-
ajnbpHOCTEHN B efmHyI0 KoMaHay. CoBMecTHas pabo-
Ta ¢ BeqyIuM oHKoopromemoM KiawHuku Illapure
(Bepaun) moxtopom HWMHro MeabxepoMm, HaIuuue
CIeNnaJu3UPOBAHHBIX TOPaK0oaOLOMUHAIBHOM,
HEeWPOXUPYPTUUYECKON U YEJIOCTHO-JIUIIEBOA IPyHI
xupypros 8 HMUIT [AT'OM mo3BoIuau OpTraHU30-
BaTh 9MMEKTUBHBIN JIOKAJIbHBIH KOHTPOJL IPAK-
TUYECKU MPU BCEX BapWaHTaX JajKe CaAMbIX CJIOMK-
HBIX Jokanusanuit CHO, BKJOUas ITO3BOHOUYHUK,
KOCTH Tasa W JUIEBOTO CKeJsieTa. Bojee Toro, X0TA
BO MHOTHX CJydYasX Oleparuu ObLIU JOCTATOUHO
TPaBMATUUYHBIMU, OJlarofapsa CHUCTeMe CILJIaHUPO-
BAHHBIX PEKOHCTPYKTUBHBIX XUPYPIAUECKUX MEPO-
NPUATUN, OHU He ObLIN WHBAJIUAUSUPYIOI[UMH.
Awmnyranua Oblia IpoBeJeHa BCero B 2 caydasx.
B cayuaax peseknuii R1 u Gosiee XupypruuecKkuit
JIOKAJILHBIM KOHTPOJIb BCETa JOTOJHAICA NeMHU-
tuBHOM JIT Ha 061acTh IEPBUUHOTO OUara.
B-Tperbux, y Bcex OOJBHBIX C METACTATUYECKIU-
mu popmamu 60se3HU ¢ uoasa 2017 r. cTasia UCIOTb-
soBaThca ayToTKM. OgHaKo B CBA3W C MaJLIMU
CpOKaMu HaOJIIOJeHUA U HeOOJBITUM KOJIUYECTBOM
OOJILHBIX OIEHUTDH €€ BKJIAJ B YJIyUIlleHUe OOIIUX
Pes3yJIbTAaTOB IIOKAa He IIPEACTABIAETCA BOSMOKHBIM.
XoTs moJyyeHHbIe Pe3yJIbTAThl JeUeHUs Maru-
enTos ¢ CIO 8 HMUII ITOM um. [I. Porauesa coro-
CTaBUMBI C TAKOBLIMU B OOII[eMUPOBOI MPAKTUKE U
npaxktuke rpynnsl EICESS/EUROEWING, Tem He
MeHee HeoOXOAMMO OOpPATHUTH BHUMAHWE HA 00JIb-
mroit mporeHT marueHToB (50,7%) ¢ pacmpocTtpa-
HeHHBIMU cTaguamu 4A u 4B. ITo Hanemy MHEHUIO,
9TO CBSABAHO C MO3JHEH AMaTrHOCTUKOM 3a00JieBaHUA



U IIUTEeIbHBIM aHaAMHE30M IO IIOCTAHOBKHU Iua-
THO3a B CBA3U C OPTaHMUBAIMOHHBIMU IPOOJIEMaMU
BBIABJIEHUS OHKOJIOTUUYECKOU NaToJOTUU y feTell u
moapocTKoB B Poccutickoit @enepanum [55].

B wmacrogamuii momenT mnpotokoa EURO-
EWING 2008 nmeeT MHOTO Hepa3pelleHHbIX BOIIPO-
COB, CBSI3aHHBIX He TOJBKO C JIEUeHUEeM, HO U C Juar-
HOCTHUKOI.

e Paguosornueckas JUAarHOCTUKA OTAAJIEHHBIX
meTtactaszoB npu CIO yke MHOTO JieT OCHOBBIBAETCA
Ha MCIIOJIb30BaHUU CIIUHTUTPA(UU KOCTEH cKeleTa
¢ usororioM Tc9. Ceiiuac Bce Goibllle TAaHHBIX B
MEKIYHAPOOHON MeIUIITMHCKOI JIUTepaType IOAB-
asiercsa B moab3y II9T ¢ GpTopau30KCUTIIOK030I B
KayecTBe OCHOBHOTO METOJa OIeHKUM IIePBUUHON
OIyXOJU U OTHaJieHHbIX mopakenuit mpu CIO [56,
57]. C 2016 r. mse1 BermosHAau I19T-uccaenopanue
BceM manuenTaM ¢ CHO, ogHaKo KosmuecTBa maliu-
€HTOB ellle HeJJOCTATOYHO AJIsI CPaBHEHUA d9(PHEKTUB-
Hoctu IIOT u cuuuTHUTpaduu B yciaoBuax HMMUI]
ATON. II9T obnamaeT pAZOM 3HAUUTEIbHBIX IIPEU-
MYIIIECTB B BUJE BHICOKOI UyBCTBUTEIbHOCTU METO-
la, BBIABJIEHUS METACTATUYECKUX IOPAKEHUU He
TOJIBKO B KOCTHOM TKaHU, HO U APYTUX OpTraHax u
cuctemax. MbI mpomosKaeM HaOOp MAIMEHTOB JJIA
cpaBHeHuA 3(pdexkTuBHOCTH crimHTUTPaduu u 19T
B TEPBUYHON AMArHOCTUKE PaCIPOCTPAHEHHOCTU
CIO, akTUBHOCTH TIPOIlecca B IIPOIleCCE TepaluU U
PaHHETO BHIABJIECHUSA PEIUIUBOB.

o MoJeKyJIApHO-TEHETUUECKUE WCCJIeJOBAHUA
TaKyKe ABJAIOTCA BayKHOM YacThIO NUATHOCTUKU
CIO u ompeneneHus ee MPOTHOCTHUUECKOTO 3HaUe-
HudA. BceM mainueHTaM B UCCJIELOBAaHUY BBITIOJTHAIN
ompeneenue mepecTpoiiku rena EWSRI ngBymsa
meromamu — FISH wm IIIIP B peanbHOM BpeMeHW.
B wmcciemoBaHMe momazajgyd TOJBKO IAIMEHTHI C
TOJIOYKUTEIbHOII TTepecTpoiikoit rena EWSRI1, moz-
TBEP:KIeHHOM 00oMMHU MeTomaMu. B cBOIO ouepenb
Ha 9Tale MOJIEKYJISIPHO-TeHETUUECKON NUaTrHOCTHU-
KU BO3HUKaeT ABa Bompoca. OOuMH M3 HUX — IIPO-
THOCTHYECKOe 3HaueHUe reHa-TlapTHepa IIPU mepe-
crpoiike EWSRI1 [58]. NsBecTHO, uTOo HaubGoJiee
yacTo BcTpevaeTca nepectpoiika EWSRI-FLI1. Ho
nas CIO, kak ObLIO TIpecTaBIeHO B HaUaJjie JaHHOMN
paboThl B 0O0IllEM OMMCAaHUU 0OJIE3HU, XapaKTepeH
u pan apyrux Bapuautos: EWSRI-ERG, EWSRI-
ETV4, EWSRI-ETV1, EWSRI-FEV. Kpome ToTO,
HeKoTopble uctTuHHble CIO MOTyT HE UMeTh U3MeHe-
HUI, CBA3AHHBIX ¢ redoM EWSRI, HO OBITH II0JIO-
SKUTEeJbHBIMU Ha myrtanuu reHa FUS (FUS-ERG,
FUS-FEV ). C opyroii CTOPOHBI, YaCTh MAIMEHTOB,
UMEeIINX UMMYyHOTucToxumMmudeckuii fuaruos CIO,
He TIOTIaJIN B UCCJIETOBAHUA, TAK KaK He MMeJIN IIPU-
BEJIeHHBIX BBIIIle T'eHHBIX W3MEHEHUI, HO MOTJIN
UMeTh MYyTallui, XapaKTepHbIe I TaK Has3bIBa-
embix Ewing-like ninm HemuddepeHIIUPOBaHHBIX
capkom, B uactHoctu EWSRI-POU5F1, EWSRI-
ZNF278, EWSRI-SMARCA, EWSRI1-SP3 nu6o
myranuu CIC-DUX4 u BCOR-CCNB3. B nurepa-
TYPHBIX UICTOYHUKAX UMEIOTCS JaHHBIE O MeHee 0J1a-
TONIPUATHOM IIPOTHO3€ y MAIMEHTOB ¢ MYTaIUAMU
CIC-DUX4 u BCOR-CCNBS3 [37, 59]. B cBoto oue-

penb IO CuUX IIOp He BBIPAOOTAHO OTAEJLHBIX Tepa-
IIEeBTUYECKUX IIOAXOLOB K OTHUM mamueHtaMm. MbI B
HaCTOsAIee BpeMs BegeM 0asy JaHHBIX 110 MOJIEKY-
aspuomy mpodpuaio kax CIO, Tak u Hemuddepen-
IIPOBAHHBIX CAPKOM /JIs TOCJEAYIOeld OIeHKN
TPYII IAIMEeHTOB MCXOMAS M3 BBLISBJIEHHBIX Y HUX
TIePecTPOoEK.

e TlocyieoBaTEIBHOCTS OMEPATUBHOTO JIEUEHUS
u JIT B Komrutekcuom Jieuernuu CIO 1o cux mop ocra-
erca AucKyrtabesbHOU. COTJIaCHO CYIIECTBYIOIIEMY
MIPOTOKOJIYy, B KadyecTBe IMEePBUYHOrO JIOKAJIHLHOTO
KOHTPOJISA BBICTYIIAET OIE€PATUBHBIN METOJ, KOTOPLII
IIPOBOAUTCS II0 OKOHUAHUM 6 MHIYKIIMOHHBIX Kyp-
cOB Tepanuu. B ciayuae mopaskeHUs 0CEBOTO CKeJeTa
b0 HepaguKaJbHOI OIepanuu dYepes HEKOTOPOoe
BpeMsA mpoBoauTca aucraHnuonHas JIT Ha obsacthb
IIEPBUYHON OIyX0Ju. B CBOIO ouepenb, IO JaHHBIM
MeTa-aHaIusa JaHHblXx HamuoHanbHOro MHCTHTYTA
paka CIITA, ony0auKoBaHHBIX B ceHTsA0pe 2017 r.
[46], maneHTsI, TOJTYUUBIIINE OTIEPATUBHOE JIeUeHe
nocie JIT, umenu mpeuMyIiiecTBa B Bue GOJILIIIETO
KoauuecTBa pesekiuit RO u 4 cremeHu TepameBTH-
yeckoro natromopdosa. B janHoM ucciaegoBaHUN MBI
IEerCcTBOBAIMU II0 ITPOTOKOJIY, BeimosHAS JIT mepen
OIIePATUBHBIM KOHTPOJIEM TOJIBKO B CJIyuae, ecJid Ha
MOMEHT OKOHUAHNS HEeOaAbIOBAHTHON TePAIIUU OIIy-
XO0JIb ObLIa Hepe3eKTabeIbLHOI.

e 3a60p ayTOJOTUYHBIX CTBOJOBBIX KJETOK
u BBICOKOAO3HaA XT ¢ ayToTpaHCIJIaHTaIlUeN.
B pamkax mpotoxkosa EURO-EWING 2008 pexo-
MEH/JOBAaHO IIpOBejaeHMe 3a6opa mepudepruyecKux
CTBOJIOBBIX KJIETOK BCEM MMaIMeHTaM C MeTacTa-
TUUYECKUMH OYaraMu Jn0O IIEePBUYHOM OIIYXOJbIO
oowemom Gosee 200 ma [47]. B cBoo ouepennb MBI
BBITIOJIHAIK 3a00p KJeToK BceMm marumentam ¢ CIO,
HEe3aBUCHMO OT CTAAUH IIPU CAHUPOBAHHOM KOCTHOM
Moare. 3a00p KJIETOK IIPOBOAUIN HOcae 3—4 KypCoB
UHIYKIUOHHON Tepanuu MeToxoM adepesa Iepu-
(peprUUECKMX CTBOJIOBBIX KJIETOK, IIOJYYEHHBIX B
pesyJibTaTe CTUMYJIAINU KOCTHOI'O MO3ra IIpernapa-
ramu G-CSF nu6o mozabunom. 3uauenue ayroTKM
mpu CIO mo cux mop o KOHIa He ompeneseHo [48].
B mamiem umcciaemoBaHNU OBLIO BBIIIOJHEHO TOJIBKO
7 rTpamcmiaHTanuii manuentam ¢ 4A um 4B cra-
OIUSAMU TATOJOTMYECKOTo mporecca. Ha maHHBII
MOMEHT BC€ OHUM HAXOLSATCS B COCTOSHUY PEMUCCUN.
OpHAKO yUYUTHIBAA HEOOJIBIIIOE KOJUYECTBO MMalieH-
TOB, JeJIaTh BHIBOALI O ee 3(h(PEKTUBHOCTHU IJIA BCEX
manueHToB ¢ pacmpocrpaneHHoit CIHO mpe:xaespe-
MEHHO.

e AJLJIOTeHHAs TPAHCILIAHTAIIUA 1 KMMYHOTEpa-
nuda npu CIO usyuens HegocTraTouHo. Kakux-au60
KPYIHBIX ¥ 3HAUMMBIX KCCJIELOBAHUI O IIPUMEHe-
"Huu ayiaorenHoi TI'CK mpu CIO He mTpoBOAMJIOCH.
IIpuMeHeHre UMMYHOIIPEIAapPaTOB, B YaCTHOCTU YeK-
noiHT-uHTrH6uTOopoB PD-L1, pe3ynbraToB He maiu.
EcTh NpUYMHBL IIOJAraTh O BOSMOYKHOCTH TePaIInun
pedpaKTepHBLIX IAMEHTOB HA OCHOBE HHIYKIIUHU
s (ekTa TPAHCIJIAHTAT-IPOTUB-OIIYXOJU IIYTEM
IIPOBENeHNSA TaIlIONIeHTUYHON TPAHCIJIAHTAIUH,
OflHAKO B HACTOsAIlee BpeMs JUTepaTypHbIe HaH-
HbIe, IOATBEPKAAIOINNE 3Ty TEOPHUI0, OTCYTCTBY-
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oT. Ha MexayHapoAHBIX pecypcax KIMHUYECKUX
HUCCJIeJOBAHUN B HACTOAIIlee BpeMs TaKsKe 3aperu-
CTPUPOBAHO HECKOJHbKO IIPOEKTOB, CBSI3AHHBIX C
repanueit CIO T-kjeTkaMu ¢ XUMePHBIM aHTUTEH-
HBIM perteniTopoM (CAR-T KyeTKU), HO pe3yJIbTaThl
9TUX WCCJEeNOBAaHUM OyAyT OMy6JINKOBAHLI He pamee
2019 r.

e OnpeesieHNe JIETOUHBIX METACTA30B U TOTAJb-
Hoe obsryuenue jJerkux npu CIO. B pamMmkax mamHOro
HCCJIeJOBAHUS BCE MTAI[MEeHThI, MMEeBIIITe IOPasKe e
JIETKUX, MOJyYaJand TOTAJbHOE O0JydYeHUEe JIeTKUX.
Ho Bompoc 0 mpoBeJeHWH JaHHOTO MeTOAa MIallu-
eHTaM 0e3 BBIABJIEHHBIX METACTa30B JIMOO C COMHMU-
TeJIBbHBIMU OUaraMy OCTAeTCA OTKPBITHIM. MBI 1a-
HUpPYeM IIpOBelieHVe WCCJIeJOBAHUSA MPUMEHEHUI
TOTAJBHOTO OOJIyUeHUsI JIeTKUX Y IMallieHTOB, He
COOTBETCTBYIOIUX KPUTEPUAM MeTACTATHUYECKOHR
0oJie3HU JIETKUX, B pPaMKaxX OyAyIIero mpoTOKO-
Jia, OOHAKO B HACTOSAIEe BPeMs AJIs MallMeHTOB C
uctuuaHo CIO 1 HeOKa3aHHBIM METACTATUUIECKUM
MIPOIECCOM TOTaJbHOE O0JyUYeHMe JIeTKUX B HAIeHl
KJIWHUKE He IPUMeHIeTCs.

3aKJaroueHue

B HacTosIee BpeMs Tepamnus IMarueHToB ¢ OIly-
XOJAMHU KOCTeH, OCO0EHHO C TaKUMU XUMUOUYB-
CTBUTEJIbHBIMU 3a0oseBanuamMu, Kak CIO u Hegud-
depeHIIIPOBaHHAA CAPKOMa, OCTAeTCA BasKHOM IPO-
0s1eMoii B JETCKOM U TOAPOCTKOBOM OHKOJIOTUHU.
MyapTUAMCIIUTIINHAPHBIA CUCTEMHBIN TOAXOH K

JIEUEeHUIO C COOI0IeHeM BCeX KJIaCCUUEeCKUX HOPM
B npoBeeHUN X'T, TPaMOTHOMY U CBOEBPEMEHHOMY
NJIaHAPOBAHUIO JIOKAJBHOTO KOHTPOJIA SBJISAETCS
Ha CEerONHAIIHUUA AeHb TJIABHBIM YCJIOBUEM YJIyU-
IIeHusA pes3yabTaToB JeueHus. OcraeTca KpaiiHe
BasKHBIM CO3JaHWE BCEPOCCUMCKOT'O PETHCTPA BTUX
3abosieBaHuii, HaJ KOTOPBIM MBI ceiiuac paboTa-
eM, UX TOApOOHOe TeHeTHUUecKoe MCCJIeTOBaHUe C
ncmosb3oBaHue TexHosoruu NGS n1s onpemeeHus
BO3MOKHBIX TOUEK BO3AEHCTBUS TEpPAIEBTUUYECKUX
areuToB. OgHAKO TOJOOHBIE CCIeOBAHNSA TPEOYIOT
He aHAJIN3a eJUHUYHBIX CJIy4YaeB, a CO3TaHUA KOM-
MJIEKCHOTO AUW3aliHa UCCJEeNOBaHUA, C BKIIOUEHUEM
O0oNbIIUX TPynn manueHToB. CTOUT MOMHUTDH, UTO
CIO aBiserca peiKuM 3a00JIeBaHUAM, U C IEJIBIO
ONITMMU3AINY Tepanuy HeoOXoAuM HAO0p GOJILIIIO-
T0 KOJIMYECTBA MaIMeHTOB. B cBdA3U ¢ 9TUM KpaliHe
Ba’KHBIM SBJIAETCA NPOBENEHUA KPYITHBIX MYJIbTU-
IIEHTPOBBIX KOOIIEPUPOBAHHBIX MCCJIE€TOBAHUMA.
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KAMHUKO-UMMYHOAOTUYECKUE XAPAKTEPUCTUKU AETEU
B KATAMHES3E IIOCAE OITEPALIMN IIO ITIOBOAY BPOJXAEHHOI'O

ITOPOKA CEPAILIA C COYETAHHOM
BBIHYKAEHHOM TUMAKTOMMUWEN

IOIrBOY BO KeMepoBCKHiT TOCYAAPCTBEHHBIN MEAUIIUHCKIHY yHUBepcuTeT M3 PD, 2MBY3 KemepoBckui
KapAMOAOTHYeCKul puciancep, SOTBHY «HayuHo-mccaep0BaTeABCKUN HHCTUTYT KOMIAEKCHBIX IIPOOAEM

CEepAEUHO-COCYAUCTHIX 3a00AeBanul», 4TAY3 O6racTHasE KAMHIUYeCKast G0AbHUIA, T. Kemeposo, PO

IIpo6siema mocieACTBNI BHIHYSKI€HHONH THMIKTOMMH Y IeTell (I1s1 60/1ee KaueCTBEHHOTO XNUPypruye-
CKOTO I0CTYyNa K «IIOPOYHOMY» CEPAIy B IpoIlecce ero XMPyPrudecKoil KOPPeKIun) B acneKTe op-
MUPOBAHMSA UMMYHOIIATOJIOTHYECKHX COCTOSTHUII OCTaeTcsA aKTyaJbHOW M B HacToAlee Bpems. Ileas
HCCJIeTOBAHUA: M3YYUTHh KINHUKO-UMMYHOJIOTHYECKYEe B3AaUMOCBA3H y JeTel, MOABePTIINXcs omepa-
TUBHOMY JIEUEeHHIO BPOsKIeHHOTrO0 opoka cepama (BIIC) ¢ coueranHoi THMIKTOMUel. MaTepuaasl u
MeTOdbI UCCIeOBAHN: B uccienosanne BKaouenbr 188 nereii ¢ BIIC, y 55% koropsix B mpouecce
XUPYPrUYeCcKoii onepaIuy BHIHYKIEHHO yJajieHa BUJIOYKOBAas Keae3a. KoHIeHTpanumio THMHYeCKHX
HauBHBIX T-xenamepubix aum@onutor (CD3+CD4+CD45RA+CD31+) onmpemensiii METOIOM IIUTO-
dayopumerpun. Pe3yapraThl: MOKa3aHO, YTO YeM pPaHbIIe IPOU3BeNeHAa THMIKTOMHA (B MJaJeH-
YeCKOM BoO3pacTe), TeM MeHbIIe B Iepudepuyeckoii KPOBH BBIABISJIOCH THUMHUYECKUX HAaMBHBIX
T-xeanepHsbix aumbonutos (CD3+CD4+CD45RA+CD31+). HacToTa pecnupaTopHbIX HHGEKIMiA y
THMIKTOMUPOBaHHBIX AeTeii ¢ BIIC 6b1s1a 3HaUNMO BHIIIE, YeM Y 3OPOBBIX JeTeil, HO COIIOCTABUMA C
3THM noka3sareiaeMm y aereii ¢ BIIC npyrux cpaBHUBaeMbIX IPYNII, KOTOPHIM THMIKTOMMS He OCYIIeCT-
BJIAJIACh. 3aKJI0UEHNe: B 60JblIeli crenneHu HAa n36biTounyio yacrory OPBH y pereii ¢ BIIC (B T.4. y
THMIKTOMMPOBAHHBIX) BJIUAIU TIKECTh M 0COOEHHOCTH reMOJMHAMNYECKUX HAapyIIeHWi, ompene-
JMBUINE B MOCJERYIOIEeM (II0CJIe Oepanun) XxapaKTep HeyCTONYNBOH MMMYHHOM 3aI[UTHI.
Kntouesvle cnosa: mumdaKmomus, 6pox0eHHvle NOPOKU cepluya, ummyHodepuyum.

Hum.: I0.U. Posda, C.A. Illmynesur, A.B. Illabardun, E.B. Illabanrduna, H.H. Munaiinosa, U.H. Cu-
306a, E.B. JIykoanviiesa. KAunHUKo-UMMYHOJO0ZULECKUE XAPAKMePUCMUKU Jemell 6 KamaMHe3e nocje
onepayuu no noeody 6pox0OeHH020 NOpPoKa cepdua ¢ COYeMAHHOU 6bLHYNIOeHHOU mumaKmomue.
ITeduampusa. 2018; 97 (4): 50-58.
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