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B nerckom orpenenun HUU onko/siorum um.
H.H. IlerpoBa ¢ 1995 no 2010 r. mpoJieyeno 60
NalUEeHTOB € OMYyXOJSIMH ceMeiicTBa CapKOMbI
KOunra (OCCHO) (M-36, n1-24), B Bo3pacrte OT 2
no 17 ger (cp. — 11,2 aer). Ilo xapakrtepy Jje-
ye0HOI MporpaMMbl MANMEHTHI pa3lejieHbl HA 3
rpynnsl. B nepsyio (I rp.) BkiaoueHno 24 pedenka,
noJjy4yapmmx repanuro B 1995-2002 rr. coriiacHo
MoauduuupoBaHHoMy mnpotokoay T9. Bo Bro-
pyio rpynny (II rp.) — 10 ngereii, Jie4eHHbIX B
1997-2005 rr. mo nporokony EICESS-92. Tpe-
Th10 Tpynny (III rp.) coctaBmim 26 mamueHTOB
(reunsucs ¢ 2003 mo 2010 rr.) mo mpoToKo.ILy
Euro-EWINGY99. BoabHBIX ¢ reHepaju3anuei
npouecca B I, I u III rp. ob110 4 (16,6 %), 2
(20%) u 16 (62 %), coorBeTcTBeHHO. BBICOKO-
J03Hasl NOJMXUMHOTEpanus C ayToJOTHMYHOM
TPaHCIUIAHTAME TeMOMO3THYEeCKUX CTBOJIOBBIX
kiaerok (BAIXT c¢ ayro-TI'CK) npoBenena y 16
aereii III rp. ¢ HeOIaronpUsITHHIMA NMPOTrHOCTH-
YyecKMMH (akTopamMu (MPU 3TOM MeTacTa3bl B
JIlerKue WM IJIeBpy oTMedanauch — y 13, meH-
TpaJbHas JOKaIu3amuss — y 9, o0bemM OnmyxoJiu
>200 cm® — y 9 manuenToB). Cpeau MAHEHTOB ¢
JIOKAJIM30BAHHBIMU (popMaMu HauboJIee BbICOKUE
nokaszaresan S-jetHeii OB oTMeueHbl y 00JbHBIX
¢ MMCTAJBbHOHN Jiokanu3aunuei omyxouu (82,5 %)
U Yy MaNMeHTOB ¢ o0beMoM omyxoiau MeHee 200
em® (72,3%). Bee Goabnbie T u II rp. ¢ rene-
paimusoBanHbiMH (popmamun OCCIO mormdim k
30 mecsanam Ha0JII0leHUs] OT NMPOrpeccUpPOBAHUA
0osiesnu. Y 16 maumenros III rp., JedeHHBIX ¢
ucnojb3oBanuemM BJIIXT ¢ ayro-TI'CK OB npu
cpelHell UIMTEJbHOCTH HaOJgIoneHus, 37 mec.
(12—60 mec.) coctaBuia 43,1 % a BPB 28,7 %.

KuroueBble ciioBa: omyxoau ceMeiicTBa cap-
koMbl IOuHra, JieueHue, 1eTCKHil BO3PACT, BbI-
COKO/I03HAsl XUMHUOTepanus

Onyxonu cemeiictBa capkomsl IOunra (OCCIO)
SBIIAIOTCS OJHMMHU M3 CaMbIX arpeCCHUBHBIX 3JI0Ka-
YEeCTBEHHBIX HOBOOOPA30BaHUH y AETEH U B CTPYK-
Type OHKOJIOTMYECKOil 3a00/IeBaeMOCTH 3aHUMAIOT
BTOpOE IO YacTOTE€ MECTO CPEeIH KOCTHBIX CApKOM.
Puck Bo3HHKHOBeHUs! 3a0oneBaHUsI HauOoliee BbI-
COK B ITyOepTaTHOM BO3pacTe. ATpeCCHBHOCTD OITy-

761

XOJIM HPOSBIsieTCs OBICTPHIM, NPEUMYLIECTBEHHO
reMaToOreHHbIM MeTacTa3upoBaHHEM, Haubojee ya-
CTO B JIETKME W KOCTH. Ha MOMEHT yCTaHOBIICHHS
JMarHo3a 3Ha4MUTeNIbHasi 4acTh OONBHBIX UMEET re-
Hepanu3oBaHHbIe (Qopmbl 3abonesanus [3,4,9].
Hcnonp30BaHue KOMIUIEKCHBIX JI€YEOHBIX HPO-
rpamMM, BKIIOYAIOMIMX KaK MHOTOLMKIIOBYIO IIO-
JTUXUMHOTEPAINIO, TaK W JIOKAIbHOE BO3ICHCTBHE
Ha TIEPBUYHBIA odar (omeparuBHOE MMOCOOME W/WIH
o0iryueHne), TMO3BOJHIIO CYIIECTBEHHO YIYYIIHTh
OTAAJICHHBIE DPE3yJbTaTbl, HO HHU3KUMH OCTAarOTCA
pe3ynbTaThl JEYCHUS] OONBHBIX, OTHOCSIIUXCS K
TpyIIe HeOJaromprsTHOTO MPOTHO3a (MAITUEHTH C
MeTacTazaMH, 00beMOM MEPBHUYHON Omyxonu Oojee
200 c™3, meHTpanbHOW JIOKamW3aIeil Tporecca)
[11]. Hannbie 3apyOeHON JTUTEPATYPHI MOCIETHIX
JIET CBUJIETENBCTBYIOT O TOM, YTO BKJIFOYCHHE B Jie-
4eOHYIO [IPOrpaMMy BBICOKOAO3HOW XMMHOTEPAIMH
C ayTOJOTMYHOM TpaHCIJIAHTAleld TeMONOdTHYE-
CKUX CTBOJIOBBIX KJIETOK, MOXKET YIYUIIUTh PE3yib-
TaThl JICUYSHUsI B ATOH Tpymme 6onbHbIX [9,12,15,18].

Marepuaj U MeTOAbI

B mnepuon ¢ despanst 1995 mo mapr 2010 r B oTmeseHUA
XMMHOTEpAlNd U KOMOMHHUPOBAHHOTO JIEUYCHHS 3JI0KAUESCTBEH-
HbeIx omyxoneil y nereit HUUM onxonormu um. H.H. Ilerposa
nposiedyeHo 60 MalueHToB, CTPaJaoIIUX OMyXOIsIMHU CeMelCcTBa
capkoMbl [Omnra. Mamsunkos Obuto 36 (60%), neBouek —
24 (40%). Bozpact xonebancs ot 2 no 17 ner (cpemHuii —
11,2 roma). J/lnarHo3 moATBEpIeH MOPQOIOTHUCCKH BO BCEX
Cily4asix, IIpU 9TOM, omyxonb IOunra 3apeructpupoBana y 54
(90%) OoNBHBIX, MPUMHUTUBHAS HEHPOAIKTOAEpManbHas OIy-
xoib (PNET) — y 6 (10%) maumenTos. [To oTHOLIEHHIO K OCH
CKelleTa IEHTpalibHas JOKainm3amus oTMedeHa y 29 (48,3 %)
6ombHBIX, MpokcuManbHas — y 12 (20%), aucraneHass — y
19 (31,7 %) nanuentos. [To xapakTepy mpoBeacHHOU JieueOHOM
IIPOTpaMMBI BCe MAIMEHTHI pa3jeeHsl Ha 3 Tpynmsl. B mepsyro
rpynny (I rp.) BkaroueHo 24 GOJBHBIX MOTYYaBLIMX TEPANUIo
B nepuox ¢ 1995 mo 2002r. corracHO MOAN(HIMPOBAHHOMY
nporokony T9. Bropyro rpymmy (II Tp.) cocraBmnmm 10 mamm-
€HTOB, JiedeHHBIX B 1997-2005rr. mo mportokomy EICESS 92.
B Tpetsio rpynmy (III rp.) BKiIroueHsl 26 ManueHTOB, KOTOPHIE
nedmnuch ¢ 2003 mo 2010r. B COOTBETCTBUM C IMPOTOKOJIOM
Euro-EWING99. Pacnpenenenue manyeHToB 1Mo rpynmnaM B 3a-
BHUCHMOCTH OT JIOKQJIM3ALHN OITyXOJIH M PAcHpOCTPAHEHHOCTH
mpolecca MpeCcTaBIeHo B Tadm. 1.

Kak BugHOo u3 Tabm. 1, HanOombiee YuCiIo OOIBHBIX C Te-
Hepanu3oBaHHbIME (opmamu omyxomu Osuto B III rp. — 16
(61,5 %) mammentoB. B I n II rpymmax OGonbHBIE ¢ pacmpo-
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Ta6bnuua 1
Pacnpeneneuue GONbHbLIX B 3aBUCUMOCTU OT nokKanusauuvum nepGB(I;I‘IHOrO o4yara um pacnpocTpaHeHHOCTU OonyxoJsieBoro npouecca
(n=60).

| rpynna Il rpynna Il rpynna
XapakTepucTuka

ABCc.4mcno 6-x(%) ABCc.4mcno 6-x(%) AGC.4ncno 6-x (%)
Yucno 60MbHbIX 24 (40) 10 (16,6) 26 (43,3)
Bo3pacT B rogax (cpenHuii) 2-15 (11,5) 3-17 (11,8) 3-17 (12,7)
Mon
Manbunku 12 (50) 7 (70) 17 (65,4)
JleBoukn 12 (50) 3 (30) 9 (34,6)
JNokanusauus
NepPBUYHOro oyara
JOuctanbHas 9 (37,5) 3 (30) 7 (26,9)
MpokcumanbHas 3 (12,5) 2 (20) 7 (26,9)
LleHTpanbHas 12 (50) 5 (50) 12 (46,2)
O6bEM NEPBUYHOIA
onyxonm
200 cm® n meHee 6 (25) 2 (20) 13 (50)
Bonee 200 cm?® 18 (75) 8 (80) 13 (50)
Hannine metactasos
Ha MOMEHT MOCTaHOBKMU
amarHosa
Het 20 (83,3) 8 (80) 10 (38,5)
EcTtb 4 (16,6) 2 (20) 16 (61,5)

cTpaHeHHOH (opmoil mporecca cocraBman 16,6% n 20% co-
OTBETCTBEHHO. bBoubInoit o0beM mepBHYHOM omyxonu (Oosee
200 cm 3) ormeuer y 18 (75%) Gombubix I p., y 8 (80 %)
nanuentos Il rp. m y 13 (50%) nereii 11l rpymmer. B xaxmoit
rpymnne okono 70% cocTaBWIM MalMEHThl C IPOrHOCTUYECKU
HEeOIaronpusATHBIME «LEHTPAIBHOW) U «IIPOKCUMAIBHOI» JI0-
KalU3alusIMU OITyXOJH.

[Ipu neyenun nanueHtoB I rp. mposommwiochk 4-5 Kyp-
COB 7-HEIENBHOW XWMHOTEPAIHNH, COAEPXKAIIeH BUHKPHCTHH,
nuknodochan, TOKCOPyOHINH, METOTpEKcaT B HU3KUX 032X,
JAKTHHOMUIIMH U Oneomuiud (puc. 1).

OO6nyueHne IepBUYHOTO ovyara WM OIIepaTHBHOE ITOCO-
6ue mposoaminock mocine 3-4 xypca IIXT. V 10 (41,6 %),
n3 24 GOJBHBIX, B JICUCHUU IEPBUYHOIO O4ara MpoBeJeHa
tonpko JrydeBas Tepanust B COJ ot 50 mo 62 I'p (cp.-56
I'p), y 3 (12,5%) nereit — Tompko omepaTuBHOE Mocobue,
ny 10 (41,5%) ucnonb30BaHO COYETAHME ONEpPALUU U Y-
ugeBoif Tepanuu B COJl ot 50 mo 62 I'p (cp.-52 I'p). He-

Mpenapar 1 2 3 4 5 6 7
BUHKPUCTUH + + o+ + +
unknodgocdan + 4 +
AOKCOpPYBHUUMH 4+ +H+
MeToTpeKcaT 4t E
AAKTUHOMMUWMH +++

6neoMULMH +++

PazoBble 403kl NpenapaTos:

BUHKPUCTMH - 1,5 mr/m’ , 8/8 ( He Gonee 2 mr)

AAKTHHOMMUMH - 15 mir/kr, 8/, (He Bonee 500 mkr)

AOKCOPYBMUMH - 20 mr/m” , 8/B, 33 4 yaca (He Gonee 50 mr).

metoTpekcat - 12 mr/m’, 8/m

GreomuuH - 10 mr/m’ , 8/m

umMKnodochaH - B 1-10 U 7-10 Hegenu Kypca - 800 mr/m’; 8 4-10 Hepento- 600
mr/ml.

JoKkcopyBUUMH M MeTOTREeKcaT B NepBYo W 7-10 HeOenio Kypca, a Takke

Puc. 1. Cxema 7-HemenbHOro Kypca noavxmmMuoTepanunm

00X0AMMO OTMETHTB, YTO U3 13 ONMEepHPOBAHHBIX OOJBHEIX B
12 cnydasix mpoBEJEHBI OPraHOCOXPaHSIOUIUE OTIEpAaTUBHBIC
rnocobusi, a y 0OJHOTO MAIMEHTa BBHIIOJIHEHA aMITyTallHs KO-
HEYHOCTH.

[Inan nedyenus nauuentos II rp. coctosn u3 40 HenesnpHOM
nporpaMmmsl, BKJouaromiel mizectHele pexxumbl [IXT VAIA,
VACA , EVAIA (¢ mpenaparamMu BUHKPUCTHH, npochamun /
mukinodocdan, aapubIacTUH, TAKTHHOMHUIMH, 3Tomo3um). JIy-
yesylo Tepanuio B COJ] ot 40 no 55 I'p. (cp.-49,2 I'p) nomyun-
mm 6 (60 %) nereif. OpraHOCOXpaHSIONINE ONEPALIUH BBITIOIHE-
HBl Yy 6 (60%) 13 10 nauuentos. B Tpex ciaydasx oneparuBHOE
ocoOMe COYeTANIOCh C JIy4eBOH Tepamuei.

V¥V manuenro III rp. mpoBommnock 6 KypcoB MHIYKTHB-
HOI XMMHOTEpanuy, coveTarouleil BUHKPHCTHH, HdochaMur,
nokcopyounuH, 3tono3uy (VIDE) ¢ mocnemyrommm MeCTHBIM
neyenueM. [Ipu sTom mywesas tepanust B COJL 48-54 I'p (cp.-
52 I'p.) mposeneHa y 17 (65,4 %) u3 26 neteii, opraHoCOXpaHs-
IOIIUe OIepaTUBHBIE BMEIIATENILCTBA BHIMONHEHH B 4 (15,4 %)
crydasx, a 'y tpoux (11,5%) manmeHToB MCIONB30BAaHO COYeE-
tanue onepauuu u JIT. [Io okoHUaHHIO OCHOBHOH NpOrpaMMsl
y 9 (34,6 %) n3 26 6onbubIX 11 rp. mpoBOAMIACE anbIOBAHTHAS
IIXT, 5-8 xypcoB VAC (BMHKPHCTHH, aKTHHOMHIIMH, LUKIIO-
¢docdan) wu VAI (BUHKPUCTHH, akTHHOMMIMH, udochammun).
OmuH pebenok moru6 Ha ¢one naayknuonHo# IIXT ot nudek-
LIMOHHBIX OCIOXHEHUH, a'y 16 (61,5%) ucnonb3oBaHa BEICOKO-
no3Has IIXT c¢ tpancmianTanueil ayTOJOIMYHBIX I'€MOIIO3TH-
yecknx cTBONOBHIX kieTok (BJIIXT c ayro-TI'CK). Ilpu sTom
13 u3 »Tux 16 OONBHBIX MMENIH TeHepaaH30BaHHbBIE (OPMbI
3a0oneBaHMsl, a y TPOHX C JIOKAJM30BAaHHBIM IIPOLIECCOM ObLIa
TIPOTHOCTHYECKH HEOIaronpusTHas [CHTPAIbHAS JIOKAIN3aIUs
omyxonu ¢ obbemoM mpesbiatoneM 200 cm’. Heobxomumo
OTMETHUTh, YTO U3 16 OONBHBIX y 8 MMEIOCh COYCTAHHE BCEX
Tpex HeOmaronpusaTHEIX (akropos mporrosa. BAIIXT c ayro-
TKM mnpoBogunach B OTACNCHHH TPAHCIUIAHTAIMHM KOCTHOTO
Mo3ra y JAeTed ¢ CONMAHBIMHU onmyXoisiMu MHcTuTyTa neTckoit
OHKOJIOTUH, TeMaTOoJIOTHH U TpaHCILIanTtoiaorun uM. P.M. TI'op-
OadeBoid. 3a00p CTBOJIOBBIX KJIETOK OCYLIECTBISLICA mocie 3-4
kypcoB IIXT. McTouHMKOM CTBOJIOBBIX KJIETOK B 9 ciryyasx
nocmyxun KocTHeIH Mo3r (KM), B dWeTelpex — CTBOJIOBBIE
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kietku nepudepuueckoi kposu (CKIIK) u eme y 3 narpeHToB
3abpansl n CKIIK u wietkn koctHoro mo3ra. CpemHee 4gmcio
CD34+ witerok cocramsuio 3,15 (1,0-8,9) x 10%kr. B pexume
KOHAWIMOHUPOBaHUSA Yy 14 OGONBHBIX HCIIOIb30BAaHO COUYETaHUE
Oycynbdana (4mr/kr Ned) u mendanana (140 mr/m? Nel), y 2
MAIUeHTOB TpUMeHsUIcs TobKo Mendanan (140 mr/m?> Ne2). K
MoMeHTy Hauana B/IIIXT 7 nauueHTOB HaxOIMJIUCh B COCTOS-
HUU TIOJTHOW PEMUCCUH, 7 — B YACTHUYHOW pemMHcCuH, Y 2 Jie-
Tel 3aperncTpUpoBaHa CTAOMIH3AIMS OIyXOJIEBOTO MpoIecca.

Pe3yJ'l])TaTbI H oﬁcyme}me

Cpok HaOmrofieHus 3a OOJILHBIMH KOJIEOAJICSl OT
6 mo 200 mecsIeB 1 cOCTaBIsII B cpenneM 67,0 mec.
S-netnsis obmas (OB) u 6e3pennauHas (bPB) BEI-
kuBaemMocTh y 60 maruentos ¢ OCCIO paBHsIHCH
52,3% u 34,5%. Ilpn 5TOM OTHANEHHBIE PE3YIIbTa-
ThI JICUCHHsI CYIIESCTBEHHBIM 00pa30M 3aBUCENIU OT
CTENEeHU PACIpPOCTPAaHEHHOCTH mpoliecca. Y neren
¢ JoKanu3oBaHHbIMU (popmamu onyxonun OB u BPB
coctaBumu 62,9% u 45,7%, a y ManMeHToB C Me-
tactazamu Juib 33,6% u 17,8 % (p=0,01 u p=0,02
COOTBETCTBEHHO) (pHC. 2).

Jlokanm3anysi TEepBUYHOTO OIMYXOJIEBOTO oOdara
TaK K€ OKa3blBaJla CTATUCTUYCCKH 3HAYUMOE BIIUS-
HUE Ha OTIHAJICHHBIC PE3yNbTaThl JeueHus (puc. 3) .

S5-netHsist OB y manueHToB ¢ AUCTAIBHOM, MPOK-
CUMAaJIbHOM M aKCHAJIBHON JIOKaJIM3aLUEH OIyXOJIH
cocrapmia 82,5%, 52,9% wu 32,6% (p=0,025).
ITokazarenn BPB B 3aBHCHMMOCTH OT JOKaJHM3alluK
omyxomu paBsuich 73,3 %, 36,4% u 10,0% coot-
BercTtBeHHO (p=0,025).

OTnasieHHbIE PEe3yAbTaThl KOPPEIUPOBAIH H C
00bEeMOM TIEpPBUYHOM ormyxonu (puc. 4).

Tak, OB u BPB y nereit ¢ oobeMoM HOBOOOpa-
3oBaansa < 200 cm3 cocraBmsim 72,3% u 45,0 %,
a y TAIUeHTOB C OOJbIIMM OOBEMOM — JIUIIIb
31,1% u 23,7% (OB p=0,002; bPB p=0,009).

Bo Bcex rpymmax ObUIM OTMEYEHBI OCIOKHEHUS
[UTOCTATHYECKON TEparvu, TaKue KaK TOoTajbHas
ajionenys, aHOpPEeKCHs, TOIIHOTa, pBora 2-3 CT.,
a TaKKe BBIPAKECHHAS TEMATOJOTHYECKash TOKCHY-
HOCTh. Jleliko-HeWTporneHUs 3-4 CTENEHW OTMe-

n=60
0B p=0,01
BPB p=0,02
OB nok - 62,9%
BPB nok - 45,7%

03 !| OB rew - 33,6 %

01 EPBred -17,8%

20 &0 60 L] 100 120 140 160 180 200

A

Puc. 2. 5-neTtHas OB n BPB peteii ¢ OCCIO B 3aBMCMMOCTU OT pac-
NPOCTPAHEHHOCTU NpoLecca.

yeHa B 58% ciydaeB y mamueHToB [ rpymmbl, B
50% — y mnamuenTtoB Il rpynmel. HaunGonee sxe
TOKCUYHOW OKa3ajiach mporpamma nporokona Euro-
EWING99 — Bce xypeor IIXT compoBoXaanuch
neiiko-Henrponenueit 3-4 crenenu. Haubonee BbI-
COKasi TOKCHYHOCTh PETUCTPUPOBAjach y IalyeH-
toB III Tp., Ha ¢oue mposenenmuss BAIIXT c ayro-
TI'CK: mykosur II-III ct. — y 12 nmereit (75%),
(ebpunpHas HeliTponienns — y 14 (85,7%), Tok-
cuueckuit renatut y 2 (12,5%) nmaumenros. OT uH-
(dexmmonnbIx ocnoxHeHu mociae BJAIIXT ymeprno
2 (3,3%) manuenta Il rpynmsr

OTtnajneHHble pe3yabTaThl JIEUEHUS CYIIECTBEH-
HBIM 00pa3oM 3aBUCEIM OT HCIOJIb3yeMbIX MpO-
rpamM sedeHust (puc. 5). Tax, OB y mamueHTOB
C JIOKaIM30BaHHBIMU (hopmamm 3adosneBanus I, 11
u III rpynn cocraBuna 58,6%, 56,2% u 77,1%
cootBercTBeHHO (p=0,7). Ilokazarenu BPB B aTHX
rpynnax pasasuuck 53,0%, 0% u 45% (p=0,95).
To ectp Hambonee BbICOKHM mokazaresb OB oT-
MedeH y OompHBIX III Tp. CpaBHHTENHHO HHU3Kas
bPB y 3TuX manueHToB cBsi3aHa C TEM, YTO y 7 U3
10 meTtelt ¢ JOKAIM30BaHHBIMU (DOPMAME OITYXOJIH
MMENHCh HeONaromnpusiTHpie (akTophl MPOrHo3a (y

L OB n=60

03 1 AucT. - 82,5 %
08

o7

i NPoKcuUM. - 52,9 %

UeHTp. - 32,6 %
01 p=0,025

40 60 80 W 120 40 w0 B0 200

" BPB n=60
09
= auct. - 73,3 %
o7
05 NPOKCHUM. - 36,4 %
05
04
— —
03
. ueHTp. - 10,0%
.| Pp=0,005

00
0 2 40 60 &0 00 120 W0 W0 180 200

Puc. 3. 5-neTtHas OB n BPB petein ¢ OCCIO B 3aBMCMMOCTM OT loKanM3auumn onyxosu.
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09

08

08

05

04

n=60 0B p=0,002
B BEPBp=0,009
-
B OB (V<200 cm3)-723 %
k, 5‘“2
s
& | LY

OB (V>200 cm3)-311%

" T "

BPB (V > 200 cM3) - 23,7%

20 40 60 80 100 120 140 160 180 200

[ T

Puc. 4. 5-netHas OB n BPB petein ¢ OCCIO B 3aBMcMMOCTUN
oT oGbemMa NepBUYHON OMyXosu.

m OB n=38
ik Mrp.-77,1 %
oof | &L S
07
S | rp. - 58,6%
0.6 + i T
05
04 lirp.-56,2%
03
0.2
0.1 p=07
0.0 ‘ ; A . A
0 20 40 60 80 100 120 140 160 180 200
veRus
10 BEPB n=38
08
- Irp. -53,8%
1 1
0.4
I rp. -45,0%
02
Il rp. e
Di‘) 20 40 60 80 100 120 140 160 180 200

Puc. 5. OB n EPB peteit ¢ nokanmaoBaHHbIMU hopMamMu onyxonm

lOuHra, B 3aBUCMMOCTM OT MPOrpamMMbl JIeHEHMUS.

4-nleHTpanpHas JIOKAJIW3alys MEpPBUYHOIO odara, y
3 — oObem omyxomu mpesbiman 200 cm3). HeoO-
XOIUMO OTMETHTb, YTO y AByX M3 3Tux 10 nmereit
ponutenu oTkazanuch ot mnpoBeneHus BJIIXT c
ayto-TT'CK.

Bce Gompable | u Il rpynm ¢ renepanu3oBaH-
veiMu opmamu OCCIO, morubnm k 30 mecsnam
HaOMIOIEHUsI OT MporpeccupoBanust omyxonu. [lo-
kazaremn OB wn BPB y mammentor Il rpymnmsr c
reHepain3oBaHHbBIMU (popmamu coctaBuin 43,1 %
u 28,7% coOoTBETCTBEHHO (pHC.0).

Hanomuum, uro 16 u3 26 nereit Il rpynmer c
OCCHO BBICOKOH CTENeHH pHCKa, Ha JTane KOH-
conmupanuu pemuccun nonyuwnn B/IIXT c ayro-
TI'CK. Cpennuii nepron HaOMIONEHHUS 32 HUMH CO-
craBun 37 (12-60) mecsmeB. B HacTosmee BpeMs
KuBBl 9 M3 16 ManMeHToB, MpPU 3TOM 7 HAXOJATCS
B IOJIHOW peMHUCCHUU. Y JIBOUX MALUEHTOB AUArHO-
CTHPOBaH peLuIuB 3abosieBaHus B cpoku oT 11 1o
15 (cp. 13) mecsaues ot 3aBepuieHust jeueHus. [1s-
tepo nereit, kotopeiM BJIIXT c¢ ayro-TI'CK BoI-
MOJIHEHa B COCTOSHUM YacTHUYHOW peMHcchH, IMOo-
THOIM OT MPOTPECCUPOBAHUS OIMYXOJIH.

g capxomsl FOnHra xapakTepHO arpeccuBHOE
TeueHWe 3a00JIeBaHMsI C pPaHHUM T'€MaTOTCHHBIM
MeTacTa3upoBaHUEM. AHAIU3UPYsSd CHECLUAIBHYIO
JTUTEepaTypy MNpPOLUIBIX JIET, CTAHOBUTCS SICHO, YTO
IIpUMeEHsieMasl Ha IEPBBIX ATalax JIOKaJbHas Tepa-
s (Kanedariasl onepanus, o0ydeHre NOpaKeHHON
KOCTH) TI03BOJISUIA TOOUTHCS JUINTEILHONH PEMUCCHU
Tonbko B 5-10% cmyuaeB. Curyanus M3MEHWIACh
nocine Toro, kak B 1970-80x rogax mpomuioro Beka
HayaJld IIUPOKO NPHUMEHSTHCS CXEMbl MOJUXUMHO-
Tepanuu. B paGore M. Nesbit u xomter Obuia jao-
Ka3aHa BO3MOXKHOCTDH ITOBBIIICHUS S-JTE€THEH 00mei
BBDKMBAGMOCTH TIPH JIOKAIM30BaHHBIX (hopmax [0
60% 3a cyeT codeTaHws JTy4eBOU TEpamuu C IMPo-
rpammuoit [IXT (pexum VAC) [17].

HecmoTpsa Ha HOCTUrHYTBIE yCIieXH, B JISUEHUU
6ompHBIX ¢ OCCHO, BEDKHBaEMOCTh y TIAITUCHTOB C

A 0Bp =002
6PBp=0,03
] OB Il rp. - 43,1 %
06 § ?s-........=
§ .‘: o —
04 E allllﬂll.
Busnnng H
03 : '..lIllMll‘.‘.‘lll.‘.lll‘.l!‘lh
. BPB Il rp. - 28,7 %
*' 16PB W OB | p.+li rp.
UDO 10 20 0 40 L] 80

Puc. 6. OB n EPB y geTteli ¢ reHepann3oBaHHbIMU dOpMamMm onyxonmu
IOvHra, B 3aBMCMMOCTU OT MPOrpaMMbl IEYEHNS.
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HEHTPaIbHOHN (aKCHaIbHON) JIOKaJIM3aIel OIMyXOoiH
ocraBanack Hu3koM m He mnpesbimana 20-30% 3a
cueT OOJIBIIOro 4ucia OOJBHBIX C METACTaTUYECKU-
mu (opmamu omyxomu. Ilpu stom B 70-80e TOmBI
MPOILIOTO BEKAa BO3MOKHOCTH JIEKAPCTBEHHOW Tepa-
UM OTPAaHWYMBAIIICH €€ BBICOKONW TOKCHYHOCTBHIO.

ITo mepe coBepIIEHCTBOBaHHS METOIUK COIPO-
BOJIMTENIBHON Tepamnuy, MpeApUHUMAIIICH MOTMBITKH
yBenmuyeHuss uHteHcuBHocTH IIXT. I'pymmoit IESS
MIPOJEMOHCTpHUPOBaHa 3()(PEKTUBHOCTh AaHHOM Tak-
THUKH TIpH JIoKanmm3oBaHHBIX dopmax OCCHO [7], HO
y TAlMEHTOB C OTAAJCHHBIMH MeETacTa3aMH OOIIas
BBEDKMBAaeMOCTh He mpeBbimana 15-20% [8]. 3to
3aCTaBWJIO HCCIIEIOBATENe WCKaTh HOBBIE ITYTH
MHTCHCU(HKAIIMM CUCTEMHOW Tepanuu. llpennpu-
HUMAJTUCh TIONBITKA CHU3WUTh TOKCHYHOCTH TepaIriu
3a cueT 3aMeHbl nukiodocdana Ha upochamun, a
Kk cxemam IIXT Obur m00aBiaCH DTONO3M[I, ITOKA3aB-
MUK CBOIO 3(PQPEKTUBHOCTh B paMKaX JAOKIHHUYE-
CKMX W Ha paHHUX (azax KIMHUYECKUX HCCIE0Ba-
Hui. D((HEKTUBHOCTh TAKOH Tepamnmuu y TaIMEeHTOB
IpYMNIBl BBICOKOTO PHUCKAa CPAaBHUBAJACh B paMKax
JBYX KpYIHBIX pPaHJIOMHU3UPOBAaHHBIX HCCIIEI0Ba-
Huii, nposeaeHHbIx Esponeiickoit (EICESS 92) u
amepukanckumu (COG, POG) rpymmamu wccueno-
Barenedl. B pesymbrate Obuta OTMEUeHa TEHICHITHSA
K 0ojee HU3KOM TIeMaTONIOTUYECKONH TOKCHUYHOCTH
ndochamuma [10], a Takke TEHACHIUS K YITydIle-
HHUIO OecCOOBITMIHHON BBDKMBAEMOCTH IIPU HCIIOJb-
3oBaHuu cxeM I[IXT, Bkiarowarommx B ceOs ITOIO-
3un [19]. IomyueHHble pe3ynbTaThl MO3AHEE JICIIH
B OCHOBY KoHIenimu nporokoiga Euro EWING 99,
MoJipa3yMeBarolIeil JajabHellIee yBeJInueHne UHTEeH-
cuBHoctu [IXT 3a cuer MCHONB30BaHUS YETHIPEX-
KOMITOHEHTHOU cxemsl Tepanun VIDE, cokpanieHus
uHTepBasia Mexny Onokamu [IXT m BriIrOYeHUs B
npotokon BetBu ¢ BIIIXT u ayto-TI'CK. Opmnaxo,
KaK OTMETWJIM HMCCJIe0BaTeNy, HapyIIeHne MEeTO/I-
KA paHJOMHU3allM{d HE IO3BOJIMJIO IMOJYYUTh CTaTu-
CTHYECKH [OCTOBEPHBIX Ppa3IH4MiA, TOBOPSIMINX O
npeumymiectse BIAIIXT c ayto-TI'CK [14].

B nmanHoit pabote mpoaHaTU3UPOBAHBI PE3YITBTa-
ThI JeueHus 60 nauuentoB ¢ OCCIO B Bo3pacte ot
2 1o 17 net, momy4yaBIIuX TEpanuio Ha 0a3e JIETCKO-
ro ornenenuss HUN onkonmorun um. H.H. Ilerposa
B nepuog ¢ 1995 mo 2010 r. Hecmotpsa Ha rere-
POTEHHOCTh KOTOPTHI TAIMEHTOB (Mpeobsaganue
reHepajJu30BaHHbIX (GopM 3aboneBaHus B Ooiee
NO3HUN TIEPUO), CIEAYET OTMETHTh OOIINE TEeH-
JICHIIMH, CBS3aHHBIE C IBOJIOIMEH TepareBTHIECKOM
TaKTUKH OTAeneHus. [lalueHTsl UCXOMHO MOTydaan
IIXT cormacHo MOmU(PpUIMPOBAHHOMY IPOTOKOTY
T9 (BunkpucTtuH, uukKiIopocdaH, TOKCOPYOUIHH,
JMAKTUHOMHITUH, OJCOMHUIIMH) B COYCTAHUH C XU-
PYPTUYECKUM JIeUEHUEM W/WIH JTy4eBOW Teparmen.
B s10i1 rpynmne npeoGnagany ManueHTHl ¢ JIOKaJIU-
3o0BaHHON (popmoii 3aboneBanusa (20 u3 24). IIXT
XapakTepru3oBalach MPUEMJIEMON TOKCHUYHOCTHIO

(remaronorudeckast TOKCHMYHOCTH 3-4 cT. 'y 50%
nanueHToB). [Ipu cpenHem cpoke HaOIIOACHUS B
67 mecsues OB u BPB cocraBunu 58,6 u 53 %,
cootBeTcTBeHHO. Bo Ilyto rpymmy Bomumm 10 ma-
LUEHTOB, NMPEUMYUIECTBEHHO C JIOKAJIU30BAHHBIMU
(80%) dbopmamu OCCIHO. IlanpieHTH TAHHON TPYTI-
el nonyvanu IIXT cormacuo mpotokony EICESS
92, unrtencuBHOCTh, [IXT ObLTa HECKOILKO BBIIIE
3a cueT no0aBieHMs 3TONo3uaa. I'emaronornyeckas
TOKCHYHOCTh TEpanuu ObUla CpaBHUMA C TaKOBOW
B TEpBOM rpynmne (TOKcH4HOCTh 3-4 cT. y 58 % ma-
ueHToB). CTaTHUCTHYECKH TOCTOBEPHBIX Pa3IMYui
B 3HaueHnsx OB u BPB wmexnay I u Il rpynnmamu
BBISIBJICHO He ObU10. Bee mamumeHTsl ¢ reHepannso-
BaHHbIMH QopmMamu OCCHO u3 mepBoii u Bropoi
IPYII YMEPJIU OT NPOrPeCCUPOBaHMA 3a00JIEBaHMUA.

Tperbsi rpynmna OONBHBIX 3HAYUTEILHO OTIIH-
gajach OT MEpPBBIX JBYX 3a CUET NpeoOragaHws
(61,5%) maumeHTOB C MeTacTaTM4eCKUMHU (opma-
MU 3a0oneBanus. C ydeToM CpaBHUTEIBHO Oojee
BBICOKOTO PHCKa CMEPTH OT peLUIuBa B 3TOW IPyI-
e mpuMeHsiach 0oJiee MHTEHCUBHAS POrpaMMHast
Tepanusi comtacHo mporokony Euro EWING 99,
Braroyamomas B ceds 6 uumknoB [IXT mo cxeme
VIDE B coueranuu c JieYEHHEM NEPBUYHOIO Odva-
ra. JlanHast Tepamusi okaszajach Oojee TOKCHYHOM:
reMaroJIorMyeckas TOKCMYHOCTH 3-4 cT Halimroma-
Jachk y BCeX ManueHTtoB. [lanmumeHram ¢ m0mosHu-
TENBbHBIMU (haKTOpaMH pHUCKa (OTHaJCHHbIE MeTa-
CTa3bl, «UEHTpPaJbHAsH» JIOKAJIM3ALUs TEePBUYHOM
OTIYXOITH, OOJIBIIION MCXOTHBIA 0OBEM OITyXOJIH) JI0-
nonHUTeNsHO nposoaunack BAIIXT ¢ ayro-TI'CK.
CpaBuutensHo Hu3kasgs BPB y mamuentos III rp.,
MOJTy4aBIIMX JiedeHHne 1o nporokosny Euro-EWING
99 cBazana ¢ Tem, uyTo y 7 w3 10 gereit ¢ moxanm-
30BaHHBIMU (hOopMaMy OIMyXOJH, UMEJIUCH HeOnaro-
NpUsTHBIE (PaKTOPBI MPOTrHO3a (Y 4 — IEeHTpabHAs
JIOKaJIM3aLus OMyXoiH, y 3 — o0beM omyxosu 0o-
nee 200 cm®). ¥V aByx Jereil poaUTENH OTKA3aIHCh
ot mpoBenenus BJIIIXT c ayro-TI'CK. Hecmotps
Ha OTCYTCTBHE CTaTUCTHYECKH JIOCTOBEPHBIX pas-
JUYANA pe3ybTaToOB JICUEHUS y MAIMEeHTOB C JIO-
kanmu3oBaHHbIME Gopmamu OCCIO, MBI oTMeTHIH
3HAYUTENIbHOE YBEJTMUEHHUE TOKa3aresieil BbIKHBae-
MOCTH y MAlUEHTOB C OTAAJCHHBIMU METACTa3aMH.
Tak, OB u BPB npu cpeanem cpoke HaOmOICHHS
37 mecsueB coctaBuiu 43,1% u 28,7%. Xots He-
OJHOPOJHOCTh CPAaBHMBAEMBIX I'PYII HE MO3BOJISET
JleNaTh OKOHYATEJIbHBIE BBIBOJBI, HO HE BBI3BIBAET
COMHEHHUH HEOOXOAMMOCTh MHTEHCH(HKALMHM CHC-
TEMHOH Tepanuu y OOJIHBIX C paclpoOCTpaHEHHbI-
Mu hopMaMu 3a00JICBaHUS.
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For the period between 1995 and 2010, 60 patients with
tumors of Ewing's sarcoma family were treated (m-36, f-24)
aged from 2 to 17 years (med. — 11.2 years). According
to treatment program patients were divided into 3 groups.
The first group (I) included 24 children who had received
therapy in 1995-2002 in regard to a modified protocol T9. The
second group (II) included 10 children treated in 1997-2005 by
protocol EICESS-92. The third group (III) included 26 patients
treated from 2003 to 2010 by protocol Euro-EWING99.
Patients with a generalization of the process in each group
were 4 (16.6%) 2 (20%) and 16 (62%), respectively. High-
dose polychemotherapy with autologous transplantation of
hematopoietic stem cells was performed in 16 children of
group III with unfavorable prognostic factors (in this case
metastases to the lung or pleura were observed in 13, central
localization — in 9, the tumor volume of > 200 cm3 in 9
patients). Among patients with localized forms the highest rates
of 5-year survival were marked for patients with distal tumor
localization (82.5%) and in patients with a tumor volume less
than 200 cm3 (72.3%). All patients of I and II groups with
generalized forms of tumors of Ewing's sarcoma family died
by 30 months of observation after disease progression. 16
patients of group III treated by high-dose polychemotherapy
with autologous transplantation of hematopoietic stem cells
overall survival, with an average duration of observation 37
months (12-60 months) was 43.1% and disease-free survival
was 28.7%.

Key words: tumors of Ewing's sarcoma family, treatment,
childhood, high-dose chemotherapy
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