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Second malignant neoplasms are the most devastating consequences of anticancer therapy. We have studied the frequency of second
malignant neoplasms among children and adolescents in Moscow Region. 10 cases were observed during the years 2000—2008. Long-

term survival can be archived in some patients using multimodal treatment.

Key words: children, cancer, second malignant neoplasms



FTEMOBJIACTO3bl: NTEYEHWE, CONPOBOAUTEJIbHAG TEPANKNSA

B mocnennue necaTriieTHs 3HAUUTETHHBIC TOCTH -
JKEeHUS B 00JIACTH AETCKOM OHKOJIOTUM IPUBEIN K TO-
My, 4TO 75—80% neTeit MOTYT ObITh U3JIEYEHBI OT 3JI0-
KauecTBeHHbIX HoBooOpa3zoBaHuii (3H) [1, 2]. I[To me-
pe HakoIieHusl myja OOJbHBIX, U3JedyeHHbIX oT 3H
B JETCKOM BO3pacTe, CTAJIO0 OYCBUIHBIM, UTO 3a M3JIe-
YEeHHEM OT TePBUIHON OIYXOJIU CTOUT LENBIN CIIEKTP
OTHAJICHHBIX TMOCAEACTBUI Tepamuu, 3aBUCSIIINX KakK
OT MHIMBUAYaIbHBIX OCOOCHHOCTE! MalueHTa, TuCTo-
JIOTMIECKOTO BaphaHTa IMMEPBUIHON OITYXOJIM, TaK M OT
00beMa M THTEHCUBHOCTH TTPOTUBOOITYXOJICBOTO JIeue-
HUsI, KOTOPOMY ToaBeprajcs 0oapHoi. Y 60—70% n3-
JICYEHHBIX TMallMeHTOB BBISIBISIOTCS T€ WJIM UHBIE U3-
MEHEHUsI 300pOBbsI, BKJIIOYAIOIIUE CIEeLUMDUIECKYIO
OpTaHHYIO TOKCUIHOCTh, HApyIIIeHNEe UHTEJIJICKTa, 13-
MEHEHMSI pOCTa U Pa3BUTHSI, HAPYIICHUS PEIPOIYK-
tuBHOM yHKkumu [3]. [loka3zaHo, YTO y TAIIMEHTOB,
HaxoAsIIMXcs1 0ojiee 5 JIeT B peMUCCUU IO OCHOBHOMY
3a00JIeBaHNIO, PUCK CMEPTHU IPEBBIIIAET OOIIEIIONY-
JsMoHHbIN B 10,8 paza [4]. OagHuM 13 HauboJee rpo3-
HBIX OTIAJICHHBIX ITOCICACTBUI TepaluM SIBJISIOTCS
BTOpBIE 3/I0KauyecTBeHHbIe onyxonu (B30) [5]. dakro-
pbl pucka pa3sutust B30 B HacTosiiee BpeMst aKTUBHO
n3ydarorcsd. HecKoabKo KPYITHBIX MYJIBETULIEHTPOBBIX
U TIOMYJSIIMOHHBIX HCCIENOBAaHUN I1TOKAa3ajo, 4To
y JulI, u3NiedeHHBIX oT 3H B meTckom Bo3pacte, pucK
pa3Butusg B3O mpeBbilIaeT 0OIIETONYISIIMOHHBIN
B 3—6 pa3 [6—10]. KymynaruBHast 3a00JieBa€MOCThb
B3O cocrasisier 3,5—5,1% K 25 romaMm HaOIIOAEHNS
[7—10]. Bo3nukHoBeHue B30 MoxeT ObITH 00YCIOB-
JICHO pa3IMYHBIMU (DaKTOpaMH, TAKUMM KaK HaJIu4due
TeHEeTUYECKU MeTEPMUHUPOBAHHOM MPEIpacoIOXKeH-
HOCTHU K Pa3BUTHIO OITyXOJIEBbIX 3a00JI€BaHMIA, BO3pac-
TOM OOJIbHOTO Ha MOMEHT MOCTaHOBKM auarHosa 3H,
IIOJIOM TIALIMEHTa, MPUMEHEHWEM JYy4eBOM Teparuu
(JIT) 1 oTaeabHBIX TPYIIN IIUTOCTATUIECKUX IIpeTapa-
TOB [6, 11]. B cTpykType 3a6omeBaemoct B30 mnpeBa-
JIUPYET paK MoJiouHoit xkee3bl (PM2K), pak muuTtoBu-
Hoii xxenessl (PIK), omyxonu neHTpaabHO HEPBHOMI
cucremsl (LIHC) [6].

Ilenp wmccienoBanuss — U3YYCHHE CTPYKTYPHI
u pe3yabTaToB JedeHus B30 y nereit 1 moapoCcTKOB Ha
Tepputopun MockoBckoii obiactu (MO).

Marepuanbl H MeTofibl

HanHble o ciryyasx pazsutus B30 Obutu noyye-
HBI 13 0a3bl TaHHBIX IETCKOTO IOITYJISIIMOHHOIO KaH-
nep-peructpa MO, B KOTOpYIO BKJIIOUEHBI OOJIbHBIC
B Bo3pacte 0—18 net. MHbopMalus o ciydyasix pa3Bu-
tuss B30 cobupanach MOPOCIEKTUBHO B TEPUOJ,
¢ 01.01.2000 . mo 31.12.2008 . (108 mec). CBeneHus
o nepBuyHbIX 3H y mamuenToB ¢ pasBuBiieiicas B30
coOHMpanuch Kak IMPOCIEKTUBHO, TaK U PETPOCIIEKTH -
Bo. B mpouecce cbopa mHGpOpMaALUMKU YUUTHIBAIUCH
JTAaHHBIE, CITOCOOCTBYIOIINE UICHTU(MUKALINN TTallieH-
Ta, TaKre KakK IMacIopPTHBIC JaHHBIC, MH(GOPMAIIKS, Ka-
caroIrasicsl OIyXO0JIM, BKITIOYAIOIIAsl 1aTy IMarHo3a, JIo-
Kanusauuio nepBuyHoro 3H, rucrosornyeckuii Bapu-
aHT 3H, Bun JieyeHus, KOTOPOMY TOABEpPrcs MmauueHT

(Xxupyprudeckoe JedyeHHE, TMOTUXUMHUOTEpanus —
[IXT, JIT). B cayuae mpoBenenust JIT perucrpupona-
JINCh 30HBI, TTIOABEPTHYThHIE 00JlydeHUI0. Y Bcex 00JIb-
HbIX auarHo3 B3O Obl1 moaTBep:KAEH T'MCTOJOrMYe-
ckuM ucciaenoBaHuem. Jlanuoie o B3O Bkitouanu gaty
TTOCTAaHOBKY AMArHO3a, JJOKAIU3aIuio U TUCTOJIOTHYE-
ckuit BapruaHT omyxonn. CorracHo MEXIyHapOTHBIM
pekoMeHmalusM, pa3tuyHbie 3H, pazBuBLIMecs y on-
HOTro 00JILHOI'0, PETUCTPUPOBATINCH OTACIbHO.

Pe3ynbratbl

3a BpeMs uccienoBaHus Ha Tepputopun MO Bbl-
seiaeHo 10 ciyuaeB pasButusi B30, uro cocraBuiio
0,6% ot Bcex 3aperuCTpUpPOBAaHHBIX ClIydaeB 3a00J1eBa-
Hus 3H 3a uccnenyemsriii nepuoa. Heobxogumo moj-
YEPKHYTh, YTO B JAHHOE MCCJIeN0BaHNe ObLIN BKIIIOYE-
HBI MMalMeHThI, Y KOoTopblx B30 pa3Buincek 10 10CTU-
JKeHUST UMM BospacTa 19 jner. Xapaktepuctuku 00Jib-
HBIX MIpeAcTaBIeHbl B Tabauie. MenuaHa Bo3pacTta Ha
MOMEHT MOCTaHOBKM AuarHosa rnepsuyHoro 3H cocra-
Bunaa 4,5 roga (pazopoc 3 mec — 13 ner). I1pu pacnpe-
JIeJICHUW TIO0 TIOJy 3aperMcTpUpPOBAaHO TMpeobdiiagaHue
Jauu Myxckoro nosa (1,5:1). B cTpykType nepBUYHBIX
3H npeBanupoBanu remobaactodsl — 5 (50%) Hab0-
neHuit, 3adpukcupoBaHo 4 (40%) ciay4dasi CONMMIHBIX K-
CTpakpaHHMaJIbHBIX omyxojeit u 1 (10%) — omyxonu
HHC. Tucronornyeckue BapuaHThbl TEPBUYHBIX TEMO-
61acto30B BKodyanu OMJI — 2 manuenrTa, no 1 ciy-
yato npuxoauioch Ha OJIJI, JIX u T-ki1eTouHyio TUM-
¢obnactayro HXJI. [ucronornyeckue BapuaHThl Mep-
BMYHBIX COJIUIHBIX OITyXOJIeil ObUIM MPeICTaBIeHbI pe-
TUHOOJIacTOMOM (n=2), Mo | ciydaio NpUXOAUIIOCH Ha
CHMHOBHAJIBHYIO CapKOMY, paOIOMHUOCAapKOMY U TJIMOO-
JIacCTOMY TOJJOBHOTO Mo3ra. BceM maimeHTam mo moBo-
ny nepsuuHoro 3H mpoBoaunack ITXT B pasanuHbIX
pexumax, 8 (80%) 6oabHbiM — JIT, 1 (10%) mauueHT
He noaydan JIT (cnyyvait 2), eme y 1 (10%) GoibHOTO
(cny4ait 3) manHbIe 0 TIpenmecTByiomeM Kypce JIT He-
M3BECTHBI. MenraHa Bo3pacTa HA MOMEHT MOCTaHOBKM
nurarHosa B30 cocrasmia 11,3 (pa36poc 3,6—18,7) ro-
na. MenuaHa BpeMeHM OT MOMEHTA TIOCTAHOBKHM JIMar-
Ho3za repsuyHoro 3H no BeisiBienus B30 (1areHTHBIN
mepuon) cocrtaBuia 5,4 (pazopoc 3,3—10,7) roma.
[Ipu pacpeneaeHUU MO TUCTOJIOTMYSCKUM BapUaHTaM
B30 B 4 (40%) HabmoaeHUSIX BBISIBJIEHBI 3JI0KAYeCT-
BEHHBIC SIUTETUATbHBIC OMYyXOJU (IIIMTOBUIHON Xe-
ne3bl — 12K, cIroHHOIM XKee3bl, TOJICTOM KUIIKK), B 2
(20%) — nuarnoctupoBaHbl 3H KocTeii (ocTeocapko-
Ma, capkoMa lOwunra), o 1 (10%) ciay4aro NpUILIOCh
Ha pabIoMUOCapKOMY, MEIyJJI00JacTOMY, CTPOMasIb-
HYIO OTIyXOJib SIMYHUKA U TUhPY3HYIO KPYITHOKIIETOY -
Hyio B-kinerounyio HXJI. Bcem GOIbHBIM IPOBOAM-
Jach Tepanus 1mo mosony B30. Ha MoMeHT HamucaHus
crathu 8 (80%) malMeHTOB KUBbBI C MEIMaHO HAOJIIO0-
naeHus 55,5 (pasopoc 8—98) mec, uz Hux 7 (70%) —
B pemuiccun. OmuH (1%) manment xus ¢ B30, 2 (20%)
00JBHBIX (cTy4yau 3, 7) MOTUOIM OT IPOTPECCUPOBAHUS
B30 B cpoku 18 u 8 Mec OT MOMeHTa ITOCTAHOBKU 1~
artosa, y 3 (30%) — umesnu MeCTO CMHAPOMBI, ITOBBI-
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maroomue puck passutus B3O: HacnencrBeHHas dop-
Ma peTHHOOJIacTOMEI (n=2), cuHIpoM Tiopko (n=1).
06cyxpenne

Onucansl ciydan pa3putust B30 y nereit 1 non-
poctkoB B MO. VnenbHblit Bec B30 oT Bcex 3aperuct-
PUPOBaHHBIX ciyyaeB 3aboseBaHust coctaBui 0,6%.
Kaxk yzke 0TMeJatoch BhIIIIE, JINIIA, U3JICICHHBIC OT 3J]10-
Ka4eCTBEHHOM OIyXOJM B IETCKOM BO3pacTe, MUMEIOT
0oJiee BBICOKMIA MO CPpaBHEHUIO C OOLIEH momyJsiiueit
puck passutusg 3H. M3BecTHO, UTO PUCK pa3BUTUS
B30 coxpaHsieTcss Ha TIPOTSIKEHUU JECSITUIETU,
IIPA 3TOM CO BpPeMEeHEM OTHOCHUTEIIBHBIN PUCK YMEHB-
maercs [7]. Tak, 1o naHHbIM [IporpamMMbl perucTpauuu
CTAaTUCTUYECKUX TAaHHBIX IO OHKOJIOTMYECKOIi 3aboJie-
BaeMocTU U cMepTHocTu (Surveillance, Epidemiology,
and End Results Program — SEER), oTHOcUTebHBI
puck pazsutusg B30 ObLT MakcUMaibHBIM 4epe3 1—4
rofia ¢ MOMEHTa MTOCTAHOBKM AUarHo3a nepsuyHoro 3H
(7,7), IOCTENIEHHO YMEHbIIASACh, U Y JIUL, HAOII0JaB-
mmxes o6osee 20 net, coctapisia 4,1 [7]. Bce B30 mox-
HO pa3aejuTh Ha 2 OOJIbIIKE TPYIIIIbL: OCTPHIE JIEHKO3bI
(OJI) 1 MueTOIUCIIIACTUIECKUI CHHIPOM U COTUIHBIC
HereMoIoaThudecKue onyxonu [5]. CiemnyeT OTMETUTb,
YTO OMNpeAeeHHbIE THUCTOJIornyeckue BapuaHTel B30
BO3HUKAIOT B Pa3IMYHbIE CPOKM OT MOMEHTA ITOCTAaHOB-
ku auar"o3a nepsuyHoro 3H. Ilpu sToM sateHTHBIN
repuon 10 pa3Butus BropmuHoro OJI, Kak mpaBuio,
JIOCTAaTOYHO KOPOTKUI, TOrJa KaK BTOPHIC COJMIHBIC
3H umMmeroT ropasno 0osiee LIUTENbHBIA JATEHTHBIN TTe-
puon. MUHUMAaNBHBIN JIATEHTHBIA TIEPUOI Y TTallueH-
TOB, BKJIIOUEHHBIX B HaIlle NCCIIeOBaHNUE, COCTaBWI 3,4
roga. UHTepeCcHBIM IpeACTaBISICTCS TOT (DAKT, 9TO CITy-
yaeB pa3BuTus BropuyHoro OJI BeIsIBIEHO He ObLIO, 1 9
u3 10 B30 npencrasasiiu coboit conuansle 3H Here-
MOITO3TUYECKOTO TIPOVCXOXICHUST BHE 3aBUCUMOCTH
oT Tumna nepsuaHoro 3H.

[Ipu pacmpeneneHUM IO MOy B HaIIeH TpyIIIe
OOJIbHBIX OTMEUEHO MpeBaJMpOBaHUE JUIl MYXCKOTO
nona. BmecTe ¢ TeM maHHBIE JTUTEPaTyphbl YKa3bIBAIOT
Ha TO, YTO Y JIWII JKEHCKOTO T10JIa YaCTOTa BCTPEUYaeMO-
ctu B3O Bellie, yeM y MyXX4uH [6]. DTOT (akT CBsA3aH
¢ Bo3MOxHOCThIO paszButust PM2K un PIIXK, oTtHoCs-
IIMXCS K YUCIy HanboJjiee yacTo BecTpevatomuxcs: B30
[5,6]. JanHasg oCOOGEHHOCTh, MO-BUIMMOMY, CBsS3aHa
C TeM, YTO B HAIlleM MCCJIENOBaHUYU OOJIbHBIE PETHCT-
PUPOBAIINCH O AOCTIKeHUS MMHU 19 JjieT, Torma Kak
HauoOoJbiee ynciao ciaydaeB PM2K BeisgBIsieTcss B 60-
Jiee TO3IH1Ee CPOKHM.

Bo MHOTUX MCCIeI0BaHUSX MTPOAEMOHCTPUPOBA-
HO, YTO HauboJiee 3HAUNMbIM (hPaKTOPOM pUCKa pa3BU-
st B30 aBasiercs Bosneiictsue JIT [12]. Y mamyeHToB,
noneprHythix JIT mo moBomy mepBuuHoro 3H, puck
dopmupoBanuss B3O mpeBbiliaeT oOIICTOMYASIIMOH-
HbIl B 7,84 pasa, Toraa Kak B OTCYTCTBUE MTOA0OHON Te-
panuu puck cocrtasisier 4,66 [11]. IIponemoHcTpUpO-
BaHO yBeJM4YeHMEe prcka pa3sutus B30 B 3aBucumoctn
ot nmo3bl JIT [13]. 80—90% B30, pa3BuBamoIuUXCs
y i, oaBeprHyThix JI'T, hopMupyoTcs B rmoJjie ooay-

YEHUS WK Ha KParo 00JIy4aeMoro moJisi, pu 3TOM Me-
JWaHa JaTeHTHoro mepuoga cocrasiser 10 ner [14].
HanGonee pacnpoctpaHeHHbIMU BapuaHTamu B30,
uHayuupoBaHHbIX JIT, sBistorcss PM2K y xenuuH, 3H
kocreit, CMT n PHIK. B Hamem ucciaegoBaHun 8
(80%) u3 10 nauuenroB mnonydanu JIT, opu 5ToM B 5
cay4dasix pazputre B30 MOXHO CBS3aTh C TIPEIIIECTBY-
oM Kypcom JIT. B 3 ciayyasix BeISIBISUTUMCH 37T0Kaye-
CTBEHHbIe anuTeauanbHble omyxonu (PLIXK — 2, pak
CJIIOHHOM kene3bl — 1), B 2 — capkoMbl (pabaoMuo-
capkoma, capkoma FOunra — mo 1 ciyyaio).

2K — oguH u3 Haubojiee 4YyBCTBUTEIbHBIX
K MOHHU3UPYIOIIEeMY U3TYYEeHUIO OPTaHOB B OpraHU3Me
yenoBeka [15]. IToBbllieHHbIN pucK pa3Butus PIL2K
BoIsIBIIsIETCS TIpu o0yyeHun 12K B mose > 0,1 Ip [16].
ITo nannbiM HccnenmoBaHusi otnaieHHBIX 3(DGHEKTOB
y JIMII, TIEPEeHECIIIMX TepaItuio 1o mosoay 3H B meTckom
Bo3pacte (Childhood Cancer Survival Study), B CIIIA
Ha gomo PIIK npuxomutcst 14,4% oT Bcex ciydaeB
passutust B30 [6]. [Tpenmectsytonias ITXT He oka3bl-
BaeT KaHIleporeHHoro BosaeiictBus Ha LK [17].
I[Ipu stom BausinHue Ha 2K moxeT okasbiBaThb He
toabko JIT, mpu kotopoit 12K HenmocpeacTBeHHO BO-
BJIEKAeTCS B IOJIe OOJIYYEeHUS WU MPUWIEKUT K OO0
00JTyyeHUs1, HO U paccesiHHOe OOydyeHUe Ha pasjiny-
Hble opranbl. Tak, PII2K onucan y nui, nepeHecimx
tepanuio 1mo nosoxy OJI, KOTOpEIM ITPOBOAMIOCH Kpa-
HuanapbHoe obsydyeHue [17—19]. MHTepecHbIM mpen-
CTaBJIIeTCs TOT (HAKT, UTO TO3UMETPUUECKUE UCCIIENO-
BaHWS, TIPOBEICHHBIC Y IETEH, TTOABEPTaBIINXCS Kpa-
HUaJIbHOMY o0ydeHuto 1o nmosoxay OJIJI B moze 18 Ip,
BBISIBUJIM 103y paccesiHHOro obnydyeHus Ha 112K, Bapb-
upyonryto ot 0,47—0,79 [20] mo 0,13—1,37 Ip [21],
4yTO MpeBbilIaeT noporosoe 3HayeHue 0,1 Ip [16]. Da-
KTopoM pucka paszButus PIIXK, uHayuupoBaHHOro
JIT, ciry>xut Bo3pacT Ha MOMEHT IPOBEICHUS TCPAITNN:
yeM MUIaIIe MalMeHT, TeM BBIIIE Y HETO PUCK pa3BU-
tus PIHI2K. Hanbonee 4yyBCTBUTENBHBIMU K JIyUeBOMY
BO3JEUCTBUIO SIBJISIIOTCS AETU B Bo3pacTe 10 S jeT [15].
BonpmmHCTBO omyxoseit pa3BuBaeTca 4depe3 10—19
JIT OT MOMEHTA ITOCTAHOBKM JMarHo3a IepBUYHOIO
3H (menunana 15,9 roga) [17]. Haubosee yacto BcTpe-
YaIOUIMMCSI TUCTOJIOTUYECKUM BapMaHTOM BTOPUYHOTO
PUIK siBasteTcss manmwisipHeiii — oT 78 10 95% ot
BCeX cirydaeB 3aboneBaHms [17, 18].

O06a nauueHTa (ciaydau 1, 6), BKIIOYSHHbBIX B Ha-
11Ie MCcClIeOBaHue, Y KOTOPBIX ObLI YCTAHOBJIEH AMar-
Ho3 PIIK, uMenu cdakTropsl prcka, OMUMCAHHbBIE BbI-
mre. Bo3pacT 60bHBIX ObLT MJIajlle 5 JieT HA MOMEHT
TMOCTAaHOBKM auarHo3a nepsuuyHoro 3H. B 1 ciydae
2K HemocpeacTBeHHO TIpUIexXana K IOJII0 00Jryde-
HUSI, B IPYrOM — TOABEprajach BO3ACHCTBUIO pacce-
SIHHOM paguanuu. Y o0OMX IMallMeHTOB BBISIBJICH Tla-
nuwuisapHblli BapuanT PII2K, o6a oHM XuBBI Tocse
IIPOBEICHUST XMPYPTAUISCKOTO JICUCHUS.

Pa3BuTure paka CIIIOHHOI1 KeJie3bl, pa3BUBIIETOCS
y namueHTa, mepeHeciiero JuMdoodaactayio HXIJI
(cny4ait 8), MOXeT OBITh CBSI3aHO C MPOBEAECHUEM KYP-
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ca TIpoMIAKTUUECKOTO KPaHMAJbHOTO OOIyIeHUS
B mo3e 12 Ip, koTopoMy monBepraycst 6oiabHOMI. Co-
[JIACHO JaHHBIM JuTepaTypbl, B3O CIIOHHBIX Xeje3
PEIKO BCTPEUaroTCs Y JIUL, NTePEHECIIMX OHKOJOTye-
CKoe 3aboyieBaHME B JIETCKOM Bo3pacte. OCHOBHBIM
dakTopoM, IIpeapacItonaralolIiM K pa3BUTHIO OITyXO-
JIeit CIOHHBIX Xene3, sseusgercs JIT [22, 23]. Boicka3bl-
BaeTcsa MHeHue, yTo ITXT, B yacTHOCTU ¢ BKITIOUEHUEM
AJIKUJIMPYIOIIUX aTr€HTOB, TAKXKe MOXET UHIYLIMPOBaTh
KaHIIEPOTeHE3 B CIIFOHHBIX JKejie3aX, Ha UTO YKa3bIBacT
BO3MOXKHOCTB pa3BuTus B30 CIIOHHBIX XXeJie3 B OTCYT-
crBue npenmectsytomeit JIT [24]. Meanana BpemMeHU
OT ITOCTAHOBKM AuarHo3a nepsuyHoro 3H 1o pazputus
B30 catoHHBIX Xene3, o JaHHBIM UCCAeA0BaHUl, CO-

Xapakmepucmurxa nayuermos co B30 e
IlepBuyHad 310Ka4eCTBEHHAS ONYXO0Jb Bropas 310KadecTBeHHAs ONMYyXO0.b :
n I JT JIATEHTHbIN JIMTEJbHOCTD s
aIHCHEELOZ JIHATHO3 XSG (ToKaM3anus; AL JIHATHO3 SR, TMepuoi,  HAOJIONEHWs,  MCXOJ ©
TObI 1033, ) Tepanus TOJbI o R
1 X OJII 2,7 KpanuanbHoe F TManuinsapHbIit 10,2 7,5 98 Pemuccus
obayyeHue, 18,3 PILIK
2 M OMIJI, 4.4 — + Menymiobaactoma 8,6 4,2 92 Pemuccus
MS5-BapuaHT MO3XeuKa
3 X OMIJI, 13,0 Her naHHbIX +  IpanynezokierouHas 17,3 4,3 18 CmepTh
M4-BapuaHT OITyXOJIb
MPaBOTo SIMYHUKA
4 X  Tmo6aactoma 7,8 KpanuanbHoe + AlleHOKaplHOMa 13,6 5,8 70 Pemuccus
JIOOHOM 101 obOryueHue (103a TOJICTON KUIIKK
TOJIOBHOTO MO3Tra HEU3BECTHA)
5 M  bunarepanbHas 0,3 Opbura ¢ 06enx 4 Pa6mommocapkoma 3,6 3,3 68 Pemuccus
peTuHoOIacTOMA cropoH, 50 BUCOYHOM
00J1aCTH CrpaBa
6 M JIX 3,1 IleitHo- aF TManunspHbIi 8,1 5 43 Pemuccus
HaIKIIIOYNYHbIE PIHIK
JIUMbOY3JIbI,
JIUMGbOY3ITbL
CPEeNOCTeHMSI,
rapaaopTaibHbIe
numboysibl, 30
7 K CuHoBuaiabHas 11,3 ToneHn aF Capkoma FOuHra 18,7 7,4 8 CmMmepTh
capkoma cripaBa, 42 MpaBoit
MSITKUX TKaHe 00J1b1LIEOEPLIOBOIL
TIPaBOii TOJICHU KOCTH
8 M  T-knerouHas 7,5 KpanuanbHoe +  MykosnumepmongHas 16,3 8,8 15 Pemuccus
sumdbobIacTHas obsryyeHue, 12 KaplmHoMa
HXJI OKOJIOYIITHOM
CpeaoCTEeHUs CJIIOHHOM
JKeJIe3bl CripaBa
9 M DOwmOpuoHambHasT 4,6 OpGura cresa, 45,6; + NuddysHas 9,1 4,5 11 Pemuccus
pabzomuocapkoma JUM(OY3TIBI 1Ien KPYIHOKJIETOYHAsI
JIEBOI OpOUTHI cieBa, 45,6; B-xierounast
JMMbOY3IIBI LIEU HXJI ToHKOI
crpasa, 38,4 KUIIKU
10 M  bunarepanbHas 1,7 OpoOura aF OcreocapkoMa 12,4 10,7 8 Kus
peTuHobIacTOMA cieBa, 20 MpaBoit ©
OeIpeHHOI KOCTH OITYXOJIBIO

craBnsiet 5,5 — 9 ner [25, 26]. HauGonee yacto omy-
XOJTb JIOKAJTM3YETCs B OKOJIOYIIIHOW CITIOHHOM Keese.
Taxk, nmo pmanHbiM Tocnurans Cs. Wyawr (St.Jude
Children’s Research Hospital, CIIIA), u3 12 mauueH-
ToB ¢ B3O cioHHbIX X)ene3 B 10 ciayyasx omyxosib uc-
XOJUJIa U3 OKOJIOYIIIHOM CIIIOHHOM xene3bl [23]. Hau-
OoJiee pacrpoCTpaHEHHBIM TUCTOJOTUYECKUM BapyaH-
ToM B3O ci11oHHOIT Xenne3bl SIBISIeTCS MYKOIUIEPMO-
unHas kapuuHoma. B 1 uccnemoBanuu uz 11 B30
CTIOHHBIX Xese3 B 10 ciydasx ObUT BBISIBIEH YKa3aH-
HbIY TUT KapuuHoMbl [23]. TIporHos y 6osbHbIX ¢ B30
CJTIIOHHBIX Kesie3 OnaronpusiTHbIN. B uccrenoBaHuu
W.S. Whatley u coanrt. [23] u3 12 nanuenToB 11 Obuin
>KUBBI 0€3 MPU3HAKOB 3a00yieBaHMs, | — XXUB ¢ HaJIU-

Ilpumeunanue. OJIJ1 — octpelii TuMdoGIacTHbI Jieiiko3, OMJI — ocTpslii Mueno0IacTHbIN Jieiiko3, JIX — nmumdboma XomkkuHa, HXJT —

HEXOJKKMHCKas JTuMmboma.
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YueM OTIAJeHHBIX METacTa30B, MeauaHa HaOMIOACHUS
cocTtaBuiia 5,5 roga. B Hamiem ciaydae y 00JIbHOTO ObLa
JUATHOCTUPOBAHA MYKOSIUIEPMOUIHASA KapLUUHOMA
OKOJIOYIITHOM CIIOHHOM >Xejie3bl. IlalueHT XuB B pe-
MUCCUU B TeUeHUE 15 Mec OT MOMeHTa IMOCTaHOBKY JI -
ar”osa.

PasButue omyxoieit cemeiictBa capkombl KOuHra
(OCCIO) B kauectBe B30 BcTpeuaercsl 1OCTaTOUHO
peako. Ilo ganubiM Tocrutans Cs. WMynbl, Ha noJ10
YKa3aHHBIX OIyxoJiel mpuiutoch 1,3% ot Beex ciaydaeB
3aboneBanus B30 [27]. M.A. Tucker u coaBt. [28] BbI-
SIBUJIM TOJIBKO 3 cirydas 3a6osieBannst OCCHO y 64 ma-
LIMEHTOB C BTOPUYHBIMU capKoMaMu KocTteil. B 2 npy-
'YX UCCIIEIOBAHUSX, BKITIOUMBIINX OOJTBHBIX C BTOPHY-
HbiMU capkomamu kocteir, OCCHO He BbIsiBIEHO [29,
30]. B uccnenoBannu, npoBeneHHoM B Mrammu, OC-
CIO cocraBunu 16% (4/25) ot Bcex BropuuHbix CMT
[31]. MeauaHa BpeMeHM OT ITOCTAHOBKM JIMarHo3a
nepsuyHoro 3H no passutust BropuuHoit OCCIO co-
craBuia 5,9 (pasopoc 3,1—18,3) rona [27]. U3 6 natu-
eHTOB, onucaHHBIX S.L. Spunt [27], y 4 ommyxoib 1oKa-
JIN30Bajiach B KOCTAX (pedpa — 2, 1o 1 ciyvaio — Koc-
T Ta3a U KOHEUHOCTH), Y 2 — B MSITKUX TKaHSIX TPYaI-
Hoil kietku. Paszsutne OCCIO Henb3s ObUIO CBSI3aTh
¢ npeniectsytoieit JIT.

Y 00IbHOI, BKITIOYCHHON B HACTOSIIEE UCCIIEI0-
BaHMe (ciayyaii 7), capkoma MOuHra ¢ mopaxkeHHeM
00Ib1IE0EPLIOBOI KOCTU pa3BUIach B 00IYYEHHOM MO-
ne (no3a JIT 42 Ip) uepe3 7,4 roga nocjie NpoBeAeHUS
Teparuy I10 TTOBOAY CUMHOBUAIBHOM CapKOMBI IIpaBoit
rojienn. boybHag morn6a ot nporpeccuposanust B30
yepe3 § Mec ¢ MOMEHTA MOCTAaHOBKH JIMArHO3a.

YV 2 manuenroB, nepeHeciuux OMJI, Bo3HUKIU
MeIy/o0acToMa Mo3XeukKa UM TpaHyJIe30KJIeTOUHast
omyxoJib imgHuKa (ciydau 2, 3). bonbHOI ¢ Memyno06-
nactomoii B KauectBe B30 monyuan Tonbko IMXT mo
nosoay OMJI, kpaHuaiabHOe 0OJlydeHHUe He TIPOBOIU-
Jjocb. Ha MOMEHT HamnucaHus CTaThbW IMALIMEHT ObLI
KWB B PEMUCCUM NTPU cpoKe HabmoaeHus 92 mec. Cie-
IIyeT OTMETHUTh, YTO IaHHBIC JUTCPATyPhl YKa3bIBAIOT
Ha 9acTOe pa3BUTHUE OITyXOJIeil TOJJOBHOTO MO3Ta B Ka-
yectBe B30. [TokazaHo, yto HauboJjee yacto B30 ro-
JIOBHOTO MoO3ra pa3BuBatoTcs y 60JbHbIX ¢ OJIJI u nep-
BuuHbIMU onyxoJsiMu LTHC. OcHoBHYIO poJib B reHe3e
B30 ronosHoro mosra urpaet JIT [5]. Ha nmpumepe
o6ombHBIX OJIJI, BKIIOUEHHBIX B MCCIIEIOBAHMSI TPYIITIBI
BFM (Berlin—Frankfurt—Munster group), mpoaeMoH-
CTPUPOBAHO, YTO puckK pa3Butusi B3O rojoBHOro Mo3-
ra B 19 pa3 mpeBblllIaeT OOIIETTONYISUMOHHBINA [32].
BonpHas ¢ TpaHY/Ie30KJIETOYHOM OIMyXOJbI0 SIMIHUKA
noruoa oT mporpeccupoBaHus 3a0ojieBaHus yepes 18
MeC ¢ MOMEHTa yCTaHOBJeHus auardo3a B30.

HXIJI B kauectBe B30 BcTpeuaroTcst KpaitHe peji-
ko [33, 34]. Ilo nmanusiM Tpynmel BFM, nokazaHHbie
Bropuunble HXJI cocraBunum 0,4% ot unciia Bcex 3ape-
ructpupoBaHHbIX mauueHToB ¢ HXJI [33]. V 7 Gonb-
HBIX ObLIa AMarHOCTHpoBaHa JuMdoobIacTHas, y 5 —
nuddy3Has kpynmHokieTouHas B-kinetounas HXJI.

YV nmanueHTa ¢ SMOpUOHATBHON pabaoMUOCapKO-
MOI1 JIeBOii opOuTHI (caydait 9) yepe3 4,5 roma oT Mo-
MEHTa MTOCTAaHOBKM IHMarHosa rnepsuyHoro 3H passu-
nach auddysHasg KpymHokjaeTouyHasi B-kimetouHast
HXJI ¢ mopaxxeHrWeM TOHKOW KHIIKHW. BoJIBHOI XUB
gepes 11 Mec OT MOMeHTa IOCTAHOBKHM JMArH03a ITOCTIe
nposeaeHus Kypca [TXT.

I[Momumo JIT, BaxkHBIM (haKTOPOM PUCKA CITYXKUT
TreHeTUYecKas MpeapacloyioOXeHHOCTh K Pa3BUTHUIO
omnyxoJyieil. Haubosiee xapakTepHbIMU CUHIPOMAMHU,
IIpeapacIioaraloliiMy K BO3HMKHOBeHUIO B30, sgB-
JISIIOTCST HAcJIeNCTBEHHAsT (opma peTMHOOJIACTOMBI,
Heiipopudpomaros I tuna, cunapom JIu—Dpaymenn
[14]. KpoMe Toro, MccienoBaHue CEMEeHOTro aHaMHe-
3a 'y 60sbHBIX co B3O nokasano, 4To y pOJCTBEHHUKOB
MMaIlMeHTOB TOCTOBEPHO 4Yallle Berpevaiotcsa 3H B 6o-
JIee paHHEM, YeM B OOIIell IOIMyJISIIMU, Bo3pacTe (10
45 net) [35].

B Hamem ucciaenoBaHMM poJib FeHETUYECKUX (ba-
KTOpOB B hopmupoBaHuu B30 yctaHoBeHa y 3 maiu-
eHTOB. Tak, y OOJIbHOI ¢ IIMO0JIACTOMOM TOJIOBHOTO
MO3Tra U MOCJICAYIOIINM Pa3BUTHUEM aleHOKAPIIMHOMBI
TOJICTOM KUIIKK (ciayyail 4) ObLI BBISIBJIEH CUHIPOM
Tiopko, HacemyeMblil TT0 ayTOCOMHO-TOMUHAHTHOMY
THITY ¥ XapaKTepU3YIOIIUICS Pa3BUTHEM TOJTUTIOB WIIN
paka TOJICTOII KUIIKHA B COYETAHUU CO 3JI0KAYEeCTBCH-
HeiMu onyxossimu LTHC [36].

B 2 nabmoaenusx (cayyau 5, 10) B30 pasBunuch
y 00JIbHBIX ¢ OuIaTepaabHOI peTuHoOMacTomoi. M3Be-
CTHO, YTO B OCHOBE Pa3BUTHS OWJIATepaTbHOU peTH-
HOOJIACTOMBI JICXKHUT TepMUHAJIbHAS MyTalus reHa Rb 1.
Hanwuue naHHOM MyTaliuu paclieHMBAeTCs KakK MepBoe
COOBITHE KaHIIEpOreHe3a COMIACHO «IBYXydapHOI»
Teopun KaHueporeHeza A. KHyncoHa. B KoropTHbix
HCCIICAOBAHUSX, BKIIIOUABIINX ITAllMEHTOB, WM3JICYCH-
HBIX OT PETUHOOJIACTOMEI, TTOKA3aHO, YTO Y OOJBHBIX
C HacleIcTBeHHOI (opMoii 3aboieBaHUS PUCK BO3-
HukHoBeHUs1 B3O cyiectBeHHO Bblle (B 19 pas), uem
B 0O0IIEl TTOMYJISIIAY 1 Y TIAITMEHTOB C HEHACIICICTBEH -
Hoti hopmoii [37]. ¥V mocnenHnx pucK pa3BuTHsI Iocie-
JIYIOLIEH OITyXOJIM MpPEeBBIIIAeT OOIIEMOIYISILIMOHHbII
quib B 1,2 paza [37]. IIpu aHanu3e MauMeHTOB ¢ Ha-
CJIeNCTBEHHO (OopMOIl pPeTHMHOOJIACTOMBI MOKa3aHO,
YTO IPUMEHEHWE B JAHHOM TpyIIIe OOJbHBIX AUCTAH-
nuoHHOM JIT IpUBOANT K TPEXKPATHOMY ITOBHIIIICHIIO
pucka pazsutust B30, mpu 3ToM HauOOIbIINI PUCK OT-
MEUEH JIJISI OIyXOJIei, TOKAJU3YIOIIMXCS B 00JIy4EHHOM
nosie [38]. Tak, njist CMT puck nmpeBblllIaeT 00Oy~
JsuuoHHbIN B 140 pa3 [38]. bojbHbIE C HAC/IeACTBEH-
HOM (popMoOii 3a00J1eBaHNSI UMEIOT MOBBIILIEHHBIN PUCK
pa3Butus B30, coxpaHsiommiicst Ha TPOTSKEHUM BCeii
xku3Hu [39]. Haubonee pacnpocrpaneHHbiMU B3O siB-
Jsitorest capkoMbl Kocteit 1 CMT, onyxonu LHHC, Ho-
COIJIOTKU, OpOUTHI U MeJaHoma [38].

Ciy4aiil 5 UHTEpeceH TeM, 4TO y MallMeHTa ¢ Ou-
JlaTepaibHOM peTUHOOJaCTOMOI, TMarHOCTUPOBAHHOM
B Bo3pacTe 3 MeC, OTMEUYEHO pa3BUTHE BTOPMYHON
CMT (pabomomuocapkoma) B moJje o0aydeHus. Jla-
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TEHTHBII nepuon coctaBul 3,4 roga. B maHHOM Ha-
OJIIOIEHNM MMEET MECTO codeTaHue (haKTOpOB pHCKa
B BUE TEHETUYECKOU MPeapacoNoKeHHOCTH U Ipei-
mectByouero Kypca JIT.

VY Broporo nauueHTta yepe3 10,7 roma oT MOMeHTa
TOCTAaHOBKY AuarHo3a nepsuyHoro 3H pasBuiachk oc-
TeocapkoMa B HEOOJydeHHOM Tioyie (TpaBasi OeapeH-
Has KocTh). OcTeocapkoMa — OHa U3 HauboJiee 4acTo
Bcrpeyvatoiuxcs B30 B naHHOI rpyrine 60gbHbIX [40—
42]. Bo3MOXHO, 3TO CBSI3aHO C TeM, UYTO B MaTOreHe3e
OCTEOCApKOMBI BaXKHYIO POJIb MTPAIOT MyTallUM TeHa
RBI1[43].

BoiBOAbI

ITpoananusupoBaHsl ciaydau passutust B30 y ne-
Tell u moAapocTkoB Ha Tepputopuu MO. B30 ssnsior-
Cs1 OTHOCUTEJIBHO PEIKUM, HO HanboJIee TSKETbIM OC-
JIOKHEHWEM ITPOTUBOOITYXO0JICBOI TepaITi.

Jluna, mepeHecmuve Tepanuio 1o mosoxy 3H
B JIETCKOM BO3pacTe, HYXJIAITCSl B JUIMTEbHOM (BO3-
MOXHO, TIOXKU3HEHHOM) HaOJTIOICHUH B CBSI3U C BBICO-
kUM puckoM pazsutust B30. Crenyer oTMETUTh, UTO
yIIy4IlieHre BBDKMBAEMOCTH OOJIBHBIX, B YACTHOCTH 3a
cuet mHTeHcUuKanun pexxnmon JIT u ITXT, Mmoxer

MpUBECTU K yBeauueHuto uucia ciaydaeB B30. Tak,
IT0 TaHHBIM JIETCKOTO KaHIlep-cyopernctpa Pecrryomm-
ku bemnapych, oTMeUueHO ABYKpaTHOE YBEJIMYECHHUE Yac-
ToThl BcTpeyaemocTy B30 3a nepuon 2001—2007 rr. mo
cpaBHeHuIo ¢ 1995—2000 rr. [44].

C y4eToM TOTO YTO OOJNBIIMHCTBO ciiydaeB B30
pa3BUBACTCSI BO B3POCIIOM BO3pacTe, IUIS YIIyYIICHUS
BBISIBJIEHUSI 1 MOHUTOpUpoBaHust B30 B maHHOIT BO3-
DPACTHOM TpyIlne 11eJ1eco00pa3HbIM SIBISIETCS CAUSIHUE
0a3 JaHHBIX NETCKUX M B3POCIBIX TOMYJISIIMOHHBIX
KaHIIEP-pEerucTPOB.

OpHUM 13 HanboJee 3HAYMMbBIX (DAKTOPOB pUCKa
dopmupoBanust B30 ciyxut JIT. B cBs13u ¢ aTuM pas-
paboTKa COBPeMEHHBIX PUCK-adaNTUPOBAHHBIX ITPOTO-
kosioB JjedyeHuss 3H y nmereit U MOAPOCTKOB JOJIKHA
OBITH HaIIpaBJIcHA HAa YMEHBIIICHNE JIyIeBOIl HAarpy3KH,
YTO OCOOCHHO BaXXKHO IS IETeii paHHETO Bo3pacTa.

JaHHbIE HAIllEro HCCIeAOBaHMSI YKa3bIBalOT Ha
TO, YTO TIPU TPOBEIEHUN afeKBAaTHOM MTPOTUBOOITYXO-
JIeBOI Teparnuu y 4yactu 0oibHbIX co B3O BO3MOXHO
IOCTIDKEHHUE UIUTEIbHON peMuccuu. B ¢Bsa3u ¢ aTuM
B ciiyuae pa3putusi B30 1mokazaHo mpoBeneHue Kypa-
TUBHOU Tepanuu.
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XPOHUYECHKHA MUENONENKO3 —
A0 U NOCNE NPUMEHEHNA UMATUHUBA (vactb Il):
0530P HAYVYHOW NUTEPATYPbI H NMPAKTHYECKUE PEKOMEHALMWH

E.T. Jlomaua, H.C. JIazopko, E. Canamarosa, E.I'. Pomanosa, A.1O. 3apunkuii
TI'Y @edepanvubiii yuenmp cepoua, kposu u 3Hdokpuronoeuu um. B.A. Aamaszosa, Cankm-Ilemepbype;
@Y Cankm-Ilemepbypeckuii eocydapcmeennbiit meduvyunckuil ynusepcucmem um. M. 11. Ilasénrosa

Konmaxmor: Examepuna Iennadvesna Pomarnosa katrin51297@mail.ru

XpoHuueckuii muenoieitkos (XMJI) — uneanb-
Hasl MOJZIEJIb OITYXOJICBOTO 3a00JIeBAaHUS TSI M3YUYCHUS
rmaroreHe3a v 3G (GEKTUBHOCTH MaTOTeHETUICCKU Ha-
npasieHHOI Tepanuu. [ToHago0MI0Ch MOYTH MOJITOPA
BeKa C MOMEHTa IepBOro omnvcaHus 3adojeBaHus |1,
2], mouTH ToJIBeKa Iocjie oOHapyXeHus (uaaaeib-
(uiickoit xpomocombl (Ph-xpomocoma) B wireTkax
6onmbHBIX XMJI [3] 1 ellle HECKONIBKO IeCATUIETHI Mo~
ciie BoIsiBAeHUS Ha Ph-xpomocome reHa BCR-ABL c
TUPO3MHKUHA3HOU aKTUBHOCTHIO [4, 5] 10 OTKPBITUS
nmatuauoa (MM) — npenapaTta, UHTUOUPYIOLIETO TH-
posunkuHazy (TK) p2105#45L [6].

B MHOTro4YMCIEHHBIX UCCIEIOBAHUSIX YK€ MO/ -
TBepXXJeHa BbIicOKass 3(P@PEKTUBHOCTb HE TOJbKO

UM (Tnusek® — «HoBaptuc ®@apma Al'», LlIBeiina-
pus), Ho 1 uarnouTopoB TK (UTK) p2105F45 Ho-
Boli reHepanuu — HuiaoTuHuoOa (Tacmrma — «Ho-
Baptuc ®@apma Al», llBeituapusi) u masaTuHuOa
(Cnpaiicen® — «bpucrons Maiiepc CkBU66»,
CIHIA). Bce aTu mpenapaTsl yXe IIAPOKO MPUMeE-
HSIOTCS B KIIMHUYEeCKOU npakTuke. [Ipu atom UM
MpU3HAH TpenapaTtoM l-ii TMHUM Tepanuu, a HU-
JIOTUHUO U 1a3aTUHUO UCTIONb3YIOTCS Y MALIMEHTOB
¢ pe3ucTteHTHOCThi0 K UM mnu ero HemepeHoOCU-
MOCTBIO.*

* VHCTPYKUMU TI0 MEAULIMHCKOMY TPUMEHEHHIO IMPernaparoB
Tacurna (HuiotuHu6) u Cripaiicen (1a3aTUHUO).



