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C 14 no 17 woHa 2012 r. B AMcTepgamMe (HvpepnaHngpl) coctosnca 17-i
KoHrpecc EBponenckon rematonormdeckon accoumaumm (EHA). Huxe
NPUBOONTCS KPaTKOE U3NOXEHMNE HEKOTOPBIX COOBLLIEHNA, [OMNOXEHHbIX Ha

KOHrpecce.

HEXOI)KKUHCKHUE JIMM®OMbI

[lodeomosuira 0-p med. nayk. I'.C. Tymsn

O6pazoBaresibiasi nporpamma EHA Bkiiouana B ceGst oT-
JICJIbHYIO CEKIIMIO, MOCBSALLEHHYIO BOTIPOCAM IHATHOCTHKH H
JIeUeHHsI TIOrPaHUYHBIX (DOPM arpecCcHBHBIX B-K/IeTOYHBIX
aumeom [A. Jack, S. Aukema, J. Sweetenham]. B nep-
BYIO Ouepe/lb, 4eTKO 0003HaueHbl UMMYHOMOpQOoJoruye-
CKHe BapHaHTbl JUMGOM, onpeessiolye Ty Wil HHYIO CTO-
pOHy «TpaHHLB». DTo — auMpoma bepkurra n mcdysnas
B-kpynHokaetounasi. Jlumpoma Bepkurra (JIB) ¢ cospe-
MEHHbIX MO3UIUI XapaKTepudyeTcss MOHOMOPQHOH auddys-
HOH HMHUIBbTPALMEH KJIETOK CPEIHEro pasmepa, UMEIOLLUX
repMuHabHoe npoucxoxienue, BCL2-neratuBHbIX, ¢ BbI-
COKMM HHJIEKCOM npoJindepatuBHoit aktuHOCTH (Ki-67 oko-
10 100 %). TlepBHUHBIM M eIMHCTBEHHLIM LUTOreHEeTHYE-
CKUM cob6bITHeM siBJsieTcst Tpanceaokams 1(8;14)(q24;q32) ¢
yuactreM rena MYC, snaunresbio pexe — 1(2;8)(p12;q24)
win 1(8;22)(q24;q11). Ipu JIb ycneuHo npoBoautcs Jie-
YeHHe M0 MHTEHCHPUUHUPOBAHHBIM OJIOKOBLIM MpPOrpam-
mam tuna CODOX-M/IVAC ¢ no6aBjeHneM pHTyKCHMA-
6a: 3-1eTHsIs 06111as1 BBKUBAEMOCTb GOJbHBIX COCTABJISIET B
cpeatem 80—85 %.

BmecTe ¢ TeM nepecTpoiiku, 3aTparuparolide OHKOTeH
MYC, Becrpevaiotcss M TMpH JAPYrHX JuM@oOMax, MpHUeM
MapTHEPOM B 3THX TPAHCIOKAUMSX MOTYT OBITh KaK TeHbl
ummyHorso0yauHoB (1G-MYC), tak u apyrue reHbl (non-
[G-MYC). Yaie Bcero 3T XpoMocoMmHble abGeppaluu He
MepBUYHbIE, & OTHOCSATCS K JOMOJHUTENBHBIM LIUTOTEHETH-
YECKHM HapyLIeHHsIM, KOTOpbIE TMOSIBJSIIOTCST B Tpoliecce
JlaJibHEeHIeN MPOrpeccuy WM TpaHchOpMali  OMyXOJIH.
MYC-nos3uTuBHBIMH B HeGOJIBIIOM YHCJIE CJIy4aeB MOTYT
ObITb  (DOJUTMKYJISIPHAST, MaAHTHHHOK/IETOUYHAs, TepBHYHAS
Me/IMacTHHAbHAS JIMM(OMbI, XPOHHUECKUH JTUM(OJIEHKO3,
MJ1a3MOKJIETOUHbIE OMyXoJd W JuMdoma XomkkuHa. Tak,
npu dosukyasipHoi aumpome (DPJI), ocobeHHo mpu 3-M
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LIMTOJIOTHYECKOM THIIE, HAPsly ¢ THITUYHOH TpaHC/0KalUei
1(14;18)(q32;q21) B 12—15% cayuaes onpejessieTcs
nepectpoiika reHa MYC. DTt BapuanTbl 3a6oJieBaHus
o6osnauvatorcsi tepMuHoM «DH (double-hit — nBoiiHoi
yaap) aumdoma» . Murepecen Tot hakr, uTo He Beeraa npu
DH-numbome MoxKHO BHIETH MOP(MOJIOTHUECKHe TIPU3HAKH
TpaHchopmauuu onyxoJsu. bosiee toro, B psne ciydaes @JI ¢
HaJIMUMEM WM OTCYTCTBHEM JAUPPY3HOTO KPYMHOKIETOUHOTO
KOMIOHeHTa rnepectpoiika reHa MYC MoxeT ObITb €/IMH-
CTBEHHBIM LIUTOr€HETHYECKUM HapylleHueM 6e3 THITUYHOH
tpancnokauun  t(14;18)(q32;921). Has xapaxkrepucTHkH
Takux cutyauuil tepmun «DH-numdoma» nenpuemsem.
[Tpu @JI napsiny c nepecrpotikoit reno BCL2+ u MYC+
MOKET BBISIBJISITHCSI TakyKe peapaHkupoBka rena BCLO+,
uto o6o3Havyaercs tepmuHoM «TH (triple hit — TpoiiHoi
yaap) aumdoma». BoamoxHo, rpanuipl nousituii DH- u
TH-numdom nocrenenno OyayT pacuiupsitbes. Tak, Ha-
npumep, B Hacrosiulee Bpemst DH-sumdomoit cunratorest te
cJlydau, TIpU KOTOPBIX MEPBUUHBIM OHKOT€HHbIM COOBLITHEM
BoicTynaet TtpaHcaokauus [G-BCL6 uan non-1G-BCL6,
a ponosHutesbHbiM — 1G-MYC. Opnnako B psiie ciyvaeB
MMeeT MeCTO He TPAHCJOKALMsA, a MyTalus/IuCperysius
onkoreHa BCL6 B siokyce 3927, 4TO IPUBOAUT K HAPYILIEHHIO
TepMUHAAbHONH  uddeperunpoBkr  B-sumdouuTo B
nJ1asMaTH4ecKue KJAETKH H, 110 CYTH, CJY2KHT [yCKOBbIM Me-
XaHU3MOM GeCKOHTPOJIbHON B-KjeTouHolt npoJndepaiyu.
Kax o603nauath 311 caydan? MYC+ single hit (oauHouHbIi
yiap) aumdgoma?

Heo6xomumo  moauepkHyTh, uto noustHe «DH-
JuMQoMa» BKJIOUAET TOJbKO Te CJydau, MPH KOTOPIX
BBISIB/JSIEMblE LUTOr€HETHUECKME HAPYLICHHST HecJydyaiHbl
¥ UrpaloT KJIOUEeBYylo poJib B narorexesde ornyxosu. Tak, Ha-
npumep, y 5% OGOJNbHBIX MAaHTHIHOKJIETOYHON JMMPOMOi
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OJIHOBpeMeHHO  omnpejesisietcsi  TpaHcyokauust  t(11;14)
(q13;932) n nepecrpoiika rena MYC. B stux DH-cayuasx
pedb yaile uaeT o OJaCTOMIHOM BapuaHTe 3a00J/eBaHUs C
arpecCUBHbIM TEUEHHEM H MeJIHAHON OOLIeH BbKHBAEMOCTH
6oJIbHBIX MeHee | rofa. B To e Bpems npu MHOXKeCTBEHHOM
MHEJIOME MOTYT ONPeJesIsiTbCsl pas/iHyHble CJI0XKHbIE Tepe-
CTPOHKH XpOMOCOM, B T. 4. ¢ BoBJedeHHeM renos CCNDI
nu MYC. Onnako 3Td Habmonenusi He otHocsiTest K DH-
calydasiM.

HauGosiblinii HHTEpeC M CJI0KHOCTH IPEACTABJISCT
anddysHast B-xkpynHoknerounast mumdpoma (JABKJI), mpu
KoTopoil nepecrpoiika rena MYC BcTpeyaeTcst npuMepHO
B 10—15% cayuaes. YuutbiBas ToT (hakt, uro JIBKJI —
Haubosiee  PaCNpPOCTPAHEHHbIH BapHAHT HEXOLKKHHCKHUX
JUM(OM B3POC/bIX, YUCJI0 OOJBHBIX € HeBJaronpusiTHON
TpaHcJoKaluel OblBaeT 3HauuTesibHbIM. OCHOBHbIE TPYII-
HOCTH 3aKJIIOUAIOTCS B TOM, UTO HHKAKHe JIOMOJHUTEJbHbIE
hakTopbl, Takue Kak Mopdosoruueckue 0CcoOeHHOCTH
OIyXOJIH, CypporaTHble HMMYHOTHCTOXHMHYECKHE MapKepbl,
UHIEKC nposidepalii, He MOTYT yKasblBaTb Ha HaJMuMe
nepectpoiiku rena MYC npu JIBKJI. Bmecte ¢ tem npucyt-
CTBUE 9TOW OJHOW LIUTOreHEeTHUECKOH abeppauuu siBJASeTCS,
MoXKaJayd, caMbiM BaXKHbIM T1apaMEeTPOM, OIMpPeIeJISIOIIUM
nporxoa 3adoneBanus. Tak, no fanubiM 135 GosbHbIx JIBKJT,
nosyuaBiuux Jedenve B British Columbia mo mporpamme
R-CHOP, 5-71eTHsIs BLDKHBaeMOCTb 0€3 NMporpeccupoBaHus
(BBIT) B rpynne MYC-HeraTuBHBIX GOJbHBIX COCTaBHJIA
66 % 1o cpasnenuio ¢ 31 % npu MYC+ JABKJI, 5-netnss
o6wast BbixkuBaemocts (OB) — 72 u 33 % cooTBeTCTBEHHO.

Heo6xoauM0 MOMHUTh, 4TO JIOBOJILHO 4YacTO B 3TOH
rpynie 6oJbHbix JIBKJI Hapsay ¢ nepecTpoiikoit XxpoMoCoMbl
8 omnpenesisitoTcs W JIpyrue 1IMTOreHeTHYECKHe HapylleHHs.
Tak, B oaHoit u3 padot y 74 % MYC+ 60JibHbIX Gbl1a Bbi-
apjeHa Ttpancaokauus t(14;18) u 26 % wumenn Takke
peaparxkupoBky rena BCL6, uro, Kak y:ke TOBOPHJIOCDH
Bblllle, o6o3Hauaercst TepmuHoM «DH- u TH-anmdpoma».
[Iporno3 y sTux OOJIbHbIX KpailHe HeOJaronpUsTHLIA: M0
pa3HbIM JIAHHbIM, Me/IMaHa BbIKHBAEMOCTH COCTABJSET OT 2
Jo 18 mec. Hactble peunansbl B LIHC, Bhicokuii nuaeke npo-
Judepalli U MJI0XOH NMPOTHO3 MPH CTaHAAPTHOM JIeYeHHH
MOCJIY?KHJIM OCHOBAHHEM JUISl UHTEHCH(UKALMH Teparuu y
3TOl KaTteropuu OoJibHbIX. B GoJibllioe HcenenoBaHue Gpu-
TAHCKUX YU€HbIX OblIH BKJOUeHbl GoJibhble ¢ JIB (n = 53)
u JIBKJI (n = 57) ¢ BBICOKHM MHIEKCOM MpOJH(epalyu
(Ki-67 > 95 %), KoTopble MoJyyasu JeyeHne Mo nporpamMmme
CODOX-M/IVAC. Pasnuumii B pesyjanTaTax Teparnun B
3aBUCHMOCTH OT TMCTOJIOTUYECKOrO BapHaHTa OMyXoJd He
nostyueno: 2-yetuss BBIT cocrasuna 64 u 55 %, OB — 60
1 63 % cootBetcTBeHHO. Y 15 U3 57 GosabHblx JIBKJI 66111
BbISIBJICHbI JIBA WM TPH LIUTOTEHETHUECKUX HAPYLIECHHUS, UTO
kaaccuduumposatoch kak DH- wmu TH-numdoma. dtu
6O0JIbHbIe UMEJIH CTATHCTHUYECKH 3HAUMMO XYIIHH MPOTHO3:
2-sethsiss BBIT u OB cocrauiu 27 u 40 % COOTBETCTBEHHO.
Takum 06pazom, HHTEHCUBHOE OJIOKOBOE JIeUeHHE MO3BOJISIET
MOJIyYUTb, C OJHOH CTOPOHbI, COMOCTABUMbIE CO CXEMOH
R-CHOP pesyabratbl y GodbiinHeTBa 6ogbHbIX JIBKJI, ¢
JIPYroil — He yJIydllIaeT MPOrHO3 B KPaiHe HeO1aronpuaTHOM
MYC+ nonyasunu 60JbHBIX, a 3HAUUT, 11e/1eC000pPa3HOCTb
HCI0JIb30BaHUs 9TOH cxeMbl NpH Beex cayudasix JIBKJT co-
MHUTe/bHA. Heobxonumo oTMeTHTb, UTO B NPEACTABJICHHOH
paboTe He NMPUMEHSJICS PUTYKCHMa0, HO B JiUTepartype, He-
CMOTPSl HA OTCYTCTBHE PAHIOMHU3HPOBAHHBIX UCC/IEIOBAHHI,

www.medprint.ru

MHOT'O JIAHHBIX OTHOCHTEJIHO €0 BbICOKOH 3PPEeKTHBHOCTH

NpH 100aBJI€HUH K OJIOKOBOH TeparuH.

M HakoHel, cyulecTByeT He6oOJbLIAs Ipynna Hecrewuu-
umpoBanHbiX B-KkaeTounbix jiuMboM, KOTopble 1o Mopdo-
JIOTHUECKOH, UMMYHOTHCTOXHMHYECKOH M MOJIEKYJISPHO-Te-
HETHYECKOH XapaKTepPUCTHKE HEBO3MOXKHO OTHECTH HH K JIDB,
nu k JIBKJIL. Panee 11 ciryuaun o6o3navasuch kak bepkutro-
nopo6Hast muMQomMa, 0HAKO B MOCaeIHeH KaaccH(pUKALIH
BO3 2008 r. naHHbI# TEPMUH y:Ke He HCIOJIb3YeTcsl U 3TH
JIUMQOMBI BbIIEE€HbI B OT/E/BbHYIO HO30JI0THYECKYIO (POPMY.

Takum o6pa3om, B rpynny arpeccMBHbIX B-KjeTouHbix
JuM(pOM «cepoil 30Hbl» BXOAAT TPH KATErOPUH ONMYyXOJIei:
o JIBKJI c Tpancaokainueir MYC;

e DH (double hit) u TH (triple hit) numdombi;

e HecrienduIpoBaHHble B-KJeTouHble OMyXoJH, 3a-
HUMaloLLHE TPOMEKYTOUHOE NoJoxKeHHe Mexay J1b u
JBKJL.

[panuubl MexX1y 3THMH TpeMsi BapuaHTaMu 3aboie-
BaHMH JI0BOJIBHO YCJOBHbIC, M KaK JIEYHTb ITHX OOJIbHBIX,
HEMOHATHO, HO ONPeNesIoNUM MOMEHTOM sl Kaaccudu-
KallMH BCEX 3THX «JUM(OM CepoH 30HBI» SIBJASETCS BCE XKe
Tpancsokauusi rena MYC. MmenHo 3ToT akT Mocsy»Kui
OCHOBAHHUEM JIJIsl MEXKILyHAPOIHOH PEKOMEH/IAIIMH BbITOJIHATD
LIUTOTeHETHYECKOe HCCIE0BAHNE HA MPEAMET OMpeeseHus
nepecTpoiKku xpoMocoMbl 8 y Beex Gosbhbix JIBKJI. Bos-
MOKHO, JaJibHellIee HaKOTJIEHHEe KIUHUYECKOTro MaTeprasna
TMO3BOJIUT OTPEIE/IMTh ONTHMAJbHbIE TepaneBTHIECKHE TOJT-
XOJIbl K 3TOH HEMPOCTOH KaTeropun O0JIbHBIX.

Jlpyrum, He MeHee CJIO2KHBIM BapHaHTOM arpeccHBHbIX
B-knerounsix mumdom A. Ferreri W coaBT. CUHTAIOT OTNH-
caHHylo BrepBble B kjaaccupuxkauny BO3 2008 r. untpa-
BackyiasipHylo B-kpynHokinerounyio aumdomy (UBKJI).
Bosesnb xapakTepusyercst POCTOM OIMyXOJEBBIX KJIETOK B
POCBETE KPOBEHOCHBIX COCY/IOB, B YACTHOCTH KaIUJISIPOB, B
CB$I3U C YeM JI0JIFOe BPEMs €€ OTHOCHJIM K OMYyXOJISIM SHI0Te -
JIMaJIbHOM npupoabl. JasbHeile neee0BaHus oKa3aiu,
4TO pedb WJET O TTIepPBUYHOH KCTpaHofanbHOl B-KieTounon
CD20-no3uTHBHO#N 0MyX0JIM, KaK MPaBU/I0 NOCTIepPMHHAJb-
Horo npoucxoxkaenust. Haule Bcero 3aboJsieBaHue BeTpeya-
eTCsl y TOXKHUJIBIX JIIOJIell B BOCTOYHOM U a3MaTCKOM perHoHax
¥ MPOTEKAET C BbIPAXKEHHBIMH CHMIITOMAMH MHTOKCHKALIUH
6e3 BUAMMOH JuMbaneHonatuu. Bymryun no onpeneseHuio
JINCCEMUHHPOBAHHOH € caMOro Havasa, Ho TIPH 3TOM He UMes]
UETKHUX KJMHHYECKHX MPOSIBJIEHHH, 10 HEIaBHEro BpeMeHH
B roJioBuHe caydaeB auarHos MBKJI  ycranassaubascst
nocMmeprHo. Ceffuac ommcaHo JBa KJIMHHYECKMX BapHaHTa
3aboJieBaHus: KJjaccuyeckas ¢opma, B KOTOPYIO BXOAUT
TaKxKe KOXKHbIH BapHaHT, ¥ THNA reMoarouuTapHoro CHH-
apoma (I'PC), KoTopblil yallle AHarHoctTupyercst B SInoHMHU.
Knaccuueckast popma nposiBasieTest CUMITOMAMH MHTOKCH -
Kauuu (45 % ciyuaeB), KoxHbIMH Bbichinanusmu (39 %),
HeBpOJIOTHYecKUMH 3Hakamu (nopaxenue LIHC no Tuny
Hellposieiiko3a uin uamenenust Ha MPT no tuny uinemuw,
AyTOMMMYHHOT'O BAaCKyJUTa W JieMUeJUHU3alun ). KoxHbli
BapuanT MBKJI nmeer orHocHTe/IbHO —OJ1aronpusiTHoe
Teuenue. [PC-BapuaHT B OCHOBHOM MPOTEKAET C MoOpaxe-
HHEM KOCTHOTO MO3Ta C Pa3BUTHEM aHEeMHH, JIEHKOMEHHH,
TOBHIIIEHHEM AKTHBHOCTH Jakrataernaporenassl (JIIAI),
rUnoajbOyMUHEMHUeN, raCTPOMHTECTHHAJbHBIMU HJIH PECIIH-
paTopHbIMU HapylueHusimMu. [IporHos 3adosieBanusi KpanHe
HeOaronpusTHeIi: 3-meTHsass OB npu JiedeHnu no cxeme
CHOP He npesbiiaer 30 %. Boicokas 6UOIOCTYITHOCTD U
KOHLIEHTPALMsl KOMIJIEMEHTa B MPOCBETE MEJKHX COCYJIOB,
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e, cCOGCTBEHHO, U Pa3BUBAETCS 3Ta OMyXOJb, 00€CMeunIn
BBICOKYIO 3((PeKTHBHOCTb NMpPUMeHEHHsT PUTyKCHMaba TpH
9TOM BapuaHTe 3abosieBanus. B Slnonuu ucnosbzoanue
R-CHOP nosBosiuiio yBesuuuth 2-jethioto OB 60/bHbBIX J10
56 %. YuutbiBast Tak:Ke BbICOKYIO uactory nopaxenus LIHC,
PeKOMeHJI0BAaHO TPHMeHeHHe BBICOKHX JI03 MeTOTpeKcara
u uurapabuna. [lpu nzonupoBaHHON KOXKHOU (hopMe BO3-
MOXKHbBI XMpYpruueckas peseKkUusi H/WiH HCMoJNb3oBaHHe
JIy4eBOH Teparuy.

Ha xonrpecce 6bl10 HECKOJIBKO HHTEPECHBIX COOOIIEHUH
U nyOJIMKaLMK, KacalolMXCsl arpecCHMBHBIX B-K/eTOouHbIX
JuMcboM.

Huddysnaas B-kpynHoknerouHas Jaumdoma 06b-
eMHsIeT pa3Hoo6pasHble MO TPOSIBJAEHHSIM M TPOTHO3Y
BapuaHTbl 3aboJjieBaHuil. s MIEHTH(UKALMH Pa3IUYHbIX
rpynn GOJIbHBIX HCMOJb3YIOTCS TPOTHOCTHUECKHE MOJIEJH
(IPI, R-IPI). N. Tomita u coasr. [P0773] cnpaBemiiBo
CUMTAIOT, UYTO MPOTHBOOMYXOJIEBbIH HMMYHHUTET XO3sHHA
AKTHBHO TMOJABJSIETCSl OMyX0JIeBbIMU KJeTKaMu. KitoueBbiM
MeIMaTOPOM UMMYHOJIOTHYECKOH TOJIEPAHTHOCTH BbICTyNaeT
unrepieiikui-2 (IL-2), kotopbiit crumysupyer audde-
penuupoBky CD4-nosutuBHbIX KieTok B CD4+CD25+
T-peryaaropusle gaumdormthl. Ha MemOpane KieToK
cylecTBytoT petentopbl IL-2, KoTopble akTHBUPYIOTCS NPO-
TEOJIMTUUECKUM paclilierneHneM U B CBOHOTHOHN pacTBOPUMON
tdopwme (SIL2R) o6pasytor kommieke ¢ 1L-2 (sIL2R—IL-2),
TO/IEPAKUBAIOLINH JUTHTE/IBHYIO MEPCUCTEHIMIO CHrHaMa K
b depertnpoBke T-mumdolnToB. ABTOpBI TMpoaHaIn3H-
poBasIi MPOTHOCTHYECKOE 3HAYEHHE YPOBHSI PACTBOPHUMOroO
peuentopa IL-2 mnapsimy ¢ ApYrMMH MPOTHOCTHYECKHMH
nokasaresnsimu y 554 6osibHbIx JIBKJI, KoTOpble mosydasu
Jedyenue no cxeme R-CHOP. ABTopbl Npeyioxuin K uc-
M0JIb30BAHUIO HOBBIH, MPOCTONH B MPUMEHEHHH MPOTHOCTH-
ueckuil uuaeke SIL, KOTopblil BKAIOYAET TPH HE3aBUCHMBbIX
napaMeTpa: KjiuHuueckasi craaus (S), ypoBenb sIL-2R >
2500 exn./ma (1) n nosbimenne aktusuoctn JIII (L). Co-
ryacHo HoBoMy HHzekey SIL, GosibHble UMEIOT CTaHIapTHbIH
(0 wmun 1 daxrop — S-netnsist BBIT nu OB cocrasasior 83
u 85 % COOTBETCTBEHHO) MJIH BLICOKHII PHCK PaHHEro mpo-
rpeccupoBanus (2 uau 3 akropa — 5H-setnsisi BBIT n OB
52 1 62 % COOTBETCTBEHHO ). ABTOPbI CUHTAIOT, YTO HCIIOJb-
30BaHUE TAKOrO MPOCTOTO HHJEKCA MO3BOJISIET ONPENeIUTh
rpynmy GOJIBHBIX, KOTOPBIM HEOOXOAMMO JPYyroe, OTJHUYHOE
ot R-CHOP, neuenue. Heo6xonumMo OTMETHTb, YTO CHOPBI
Bokpyr cxembl R-CHOP npopnomxatorcsi.

L. Rigacci u coasr. [01 15] npeacraBusiu peaysbrathbl Jie-
uenusi 712 6osbHbIx IBKJI npo exeme R-CHOP-21 (C21) u
R-CHOP-14 (C14). I'To muennio asropos, R-CHOP-14 ne
yayuuiaer BBITu OB 6onbubix IBKJI Beett nonyssidoHHO#
rpynnbl. OfHako Npu oAHO(MAKTOPHOM aHa/l3e 0KasaJoch,
uto C14 no cpaBuenuio ¢ C21 npeoposieBaet Hebaaronpu-
ATHOE BJIUSIHHE TakuX (DAKTOPOB, KaK MOpaxKeHHe KOCTHOTO
Mo3ra U 60oJiblIast OTyXoJieBast Macea, a 3HaulT, MOKeT ObITh
M0JIe3HOH B rpyrine 60JbHbBIX ¢ BLICOKHM PUCKOM.

B npyrom uranmbsinckom uccsenosanuu [A. Chiappella,
P0231] paccmarpuBannch OTAa/CHHbIE Pe3yJabTaThl Jie-
yenust 112 6onbubix JIBKJT BeicoKoro pucka (aalPl 2—3),
M0JIy4aBILUMX B KAauecTBE KOHCOJIMJAALMM T1E€PBOH PEMHUCCHU
BbICOKOJI03HYl0 xumuoTepanuio (BJIXT) ¢ ayrosornunoi
TpaHCIJIaHTAllMeH TIeMOMO3THYECKUX CTBOJIOBBIX  KJIETOK
(ayroTI'CK). 5-sietnsiss OB cocrasuna 79 %. ¥V 3 GosbHBIX
jquarnoctupoBan peuyans B LIHC, y 2 — ocTpoiit sefikos.
ABTOpBI  TIPU3BLIBAIOT — TIIATEJbHEE  HIAEHTH(MHIMPOBATDH
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60JIbHBIX ¢ BbICOKUM puckom peuuausa B [IHC. Opanako
MHTEHCH(DUKALUS JIeUeHHsT BO3MOXKHA He Y BceX GOJIbHBIX.
B uwacrnoctu, B uccnenopannu F Hitz u coart. [PO782]
NpeacTaB/ieH HOBbIH JAM3aHH MPOTOKOJA JIeYeHHs MOMXKHUJIbIX
6onbHbIX JIBKJT: putykenma6, 6engamyctun (70 mr/m? 1-ii n
2-1i nuu ) u nenanunomun (B 1 haze nportokosia TecTupoBasiach
GesonacHas /103a M Obl1 BbIGpaH pexkum 10 mr/m? B 1—21-ii
nelb). B padore N. Schmitz u coast. [01113] nokasaHo, uto
IKCTpaHOJA/bHbIE BOBJIEUEHUS ONPEe/ICHHbIX JIOKaIU3allHi
YETKO KOPPEJUPYIOT ¢ BBICOKUM puckoM peumnansa B LIHC.
HauGosiee onacHbl B 3TOM OTHOLIEHHH OKOJIOHOCOBbIE
nagyxu, MoOJIoUHasH XKeJjesa, MOUKH, HAANOYEYHUKH H SHUKH.
OcHoBbIBasicb  Ha  0OJIbLIOM  KJIHHHYECKOM —Marepuase
(> 4400 6oabHbix JIBKJI), aBTOpBI NesaioT BBIBOJ, 4TO
nosbillieHHe axktuBHoctd JIII, Hamuuume B-cumnTomMoB u
nopaxenue GoJsiee OIHOH SKCTPAHOAAJNLHON 30HBI MJIH BO-
BJICUEHHE TIEPEUNUC/ICHHBIX OPTAHOB CTATHCTHUECKH 3HAUMMO
yBesuuuBaet puck peuumuba B LIHC. Dtum GosibHBIM T10-
KazaHa npocuiakTika nopaxenuss [IHC B komriekcHOM
JiedeHUH 3a00J1eBaHUsl.

[TontBepikneHueM 0co60i BaXKHOCTH MEPBUUHOMN JIOKA -
JIU3ALIMHU OTTYXOJIH MO2KHO cunTaTh padory S. Falorio 1 coaBnr.
[P1736], xoTopble npeAcTaBUJIM YIOBJIETBOPUTEJ/bHBIE pe-
3yJIbTaThl KoHcepBaTUBHOTO JieueHus: 19 6osbHbix JIBKJI ¢
nepBHUUYHBIM BOBJIedueHHeM KeJynkanonporpamme CHOP+R
(y 2 GOJIbHBIX C YACTHYHOH peMUCCHEl MpPUMEHsAch Jy-
ueBasi Tepanus). [1pu menuane nabatonennst 58 mec. BBIT
OB cocrasuan 100 %. AsTopbl senator BbiBog, uto JIBKJI
KeJylika umeeT OJaronpusiTHoe TeueHue M He TpebyeT
pa3JIMUHBIX XUPYPrHUECKMX BMEIIATENbCTB (Harpumep,
FaCTPIKTOMMH), TOJBKO YXYAUIAIOIIMX KAueCTBO KU3HH
OOJIbHBIX.

ManruiiHokierounas aumdoma (MKJ1) B GosbiinH-
CTBE CJIyUyaeB XapaKTEPU3YeTCsl arpeCcCHBHBIM TEUCHHEM,
TPeOYIOIIMM PaHHEH HHTEHCH(UKALIMT JIeUeHHS Y EPBHUHBIX
6osibHbiX. C. Cheah u coapr. [01112] npencraBugu, no-
x)agyi, camyio 6osibliyio (1314 6osbHbIX) y6GaAHKALMIO 1O
anasmuay nopaxenust LIHC npu stom Bapuanrte Gosnesuu. C
1988 mo 2011 1.y 58 (4 %) u3 1314 6obrbix MKJI Gbl10
jquarHoctupoBano BoJsieuenne [HHC, u3 nux 28 % uMmesn
6s1acTouHbIA Bapuant, 91 % — IV cramiio 3a6oJieBanusi
u 75 % — Bbicokuil ungeke MIPI. Menunana BpEeMeHHU 110
pa3BuTHsl peuuauBa cocraBuia 11,5 mec. BosibHble mosty-
ya/u pasmble pexKuMbl Jedenus, npudeM B 30 % caydaes uc-
110J1b30BAJIMCh BBICOKHE JI03bl METOTpeKcaTa W uurapadbuHa.
MurparekanbHoe BBeleHHE 3THX TpernaparoB OCYyLIECT-
Basioch y 40 % 60/bHBIX. Penuausel ¢ nopaxenuem LIHC
OblIM IMATHOCTUPOBAHBI TI0 pe3yJbTaTaM CIHHHOMO3TOBOH
nyHkiun y 85 % naumento. Pamuosiornueckoe moaTBepK-
nenne peurausa B LIHC nosnyueno y 82 % Gosbhbix. [Tpo-
THO3 Y 9THUX MaUMEHTOB HeGJAronpUsATHBIN, Mel1aHa BbIKH-
BaeMOCTH rocJjie KoHerataiuu nopaxenus LIHC cocrapasier
3,9 Mec. ABTOpBI JIeIalOT BBIBOJ, UTO MOCKOJIBKY PEIHIHUBBI
pa3BUBAIOTCS B TeUeHHUe MePBbIX 2 JIET, NPopUIaKTHKA TTopa-
wenust [THC, no-BuguMomy, 10/kHA ObITh YACTbIO Teparin
NepBOH JIMHUK Y TTALMEHTOB C HeGIaronpUATHLIM MPOTHO30M
3aboJieBanus. Bonpoc onTuMasbHON Tepanuu y nepBHUHBIX
60s1bHbIX MKJT nipojiosikaer o6¢y1athest B JiuTeparype.

WMutepecuble nannble npeactasieHsl M. Vose u coabT.
[P0249]. OcHOBHBIM BBIBOIOM CJIYXKUT YTBEPIKJIEHHE, UTO
BIXT c ayroTI'CK B nnepBo#i noJIHOI peMHCCHH yBeJIMYUBaeT
OB 60mbHbIX MKJT. Ho 0c060 BaxKHbBIM B 3T0OH paGoTe mpeji-
CTaBJISIETCS TO, UTO TU UHAYKIMOHHO# Tepanuu (CHOP £ R

KIMHUYECKAS OHKOIEMATOJIOTHS



Marepuansbi 17-ro konrpecca EHA

umn HyperCVAD/MA + R) He uMeeT HUKAKOTO 3HAUCHUS B
Tom caydae, ecan BJIXT npoBoausiach B KauecTBe KOHCO-
nuaaunk pemuccnn: 5-setnss OB cocrapasier 86 n 78 %
cootBeTcTBeHHO; ecnu ke BJIXT ne nmpoBoauiach, To 3TOT
nokasaresib paBeH 28 W 47 % cooTBeTcTBeHHO. OJHAKO
cJeayeT TOMHUTh, 9TO GoJiee TOJOBHHBI 60bHBIX MKJT —
MOXKUJIBIE JTIOJIH, Y KOTOPBIX HHTEHCUBHbBIE PEXKUMbI JIEUeHH S
4yacTo HerpuemsieMbl. [l 9TOH KaTeropuu NalkeHTOB
BBIXOJIOM MOTYT CTaThb HOBble KOMOWHAILIMH JIEKAPCTBEHHbBIX
cpencts. B uacrnoctu, A. Rule u coasr. [P0247] ony6un-

OCTPbIE JIEUKO3bl

[Todeomosunra kanod. med. nayx O.10. baparnosa

OcTpbie numMgho61acTHble NEAKO3bI

Oco6oe BHHMMaHHe Ha exerogHoMm Kourpecce EHA
2012 r. 6bl10 yneseHo npobseme Tepanud peLnIdBOB H
MePBUYHO-PE3UCTEHTHBIX (POPM  OCTPBIX JUM(POOIACTHBIX
qeriko3oB (OJIJT). B nexumn R. Bassan nogpo6Ho ocBeliieHb
HOBBIe JiedeOHbIe TTOXO/BI B 3TOH MPOrHOCTHYECKH HebJ1aro-
npustHoi rpynne OJIJT.

[Ipn TmpoBeseHHH COBpPeMEHHBIX MPOTPAMM Tepanuu
JacToTa TMepBHUHO-pe3ucTeHTHBIX (opm OJLJI He mpeBbI-
waet 3—7 %, 0CHOBHOF MPOGJIEMOil CTAHOBATCS PeLUANBDI
3abosieBannsi, KoTopble peructpupytorest y 20 % neteii u
40 % nauMenToB CTapiIMX BO3PACTHBIX FPYIIII.

B nacrosiee Bpemsi npu OJLJI BbiesisitoT caenyiouye
(hakropbl prcka: Bo3pact crapiiie 35 JieT, YHC10 JeHKOIUTOB
6osee 30 000/MKa npu B-nHefHBIX HMMyHOBapHaHTaxX
OJ1J1, Gonee 100 000/mkn mpn T-JuHEHHBIX HMMYyHO-
BapHaHTax; Mnpo-B-UMMyHOMOABApHAHT C TpaHCIOKalHel
t(4;11) u ero MoJieKyJsIPHBIM 3SKBMBaJICHTOM, XHMEPHBIM
retom MLL-AF4; npe-B OJIJI ¢ 1(9;22) u xumMepHBIM reHOM
BCR-ABL (Ph+ OJIJI); npe-B OJ1JI ¢ t(1;19) n xumepHbIM
redroMm PBX1-E2A; OJIJI ¢ skenpeccueit anturena CD20,
0COOEHHO MpH 0OHAPYKEHHU OCTATOYHOH JIEHKO3HOH Mory-
JISIUMK KJIETOK (MUHMMAaJbHAs ocTaTtouHasi 6osesnb, MODB);
1po/npe-T-UMMyHOTIOBAPMAHTDI, HeraTHBHbIE MO MapKepy
CD1. K nporHoctuueckn He6MaronpusiTHHIM XPOMOCOMHBIM
M3MEeHEeHHsIM B HACTOsIIllee BPeMsl OTHOCST MOHOCOMHIO XPO-
MOCOMBI 7, TpHcomuio xpomocombl 8, del(6q)/(7p)/(17p),
XpoMocoMHble abeppainu ¢ BoBseuenuem 11q23 u 14q32,
t(8;14), anomanuu naGopa XpomMocom — THITOTTONIHST/
rpunonans (30—39/60—78 XpoMocoM ), a TaKiKe MHOKECT-
BEHHbIE H3MeHEeHHUs KaproTHra (5 aHomasuii u 6oJiee ). Kpome
TOTO, HEMAJIOBAXKHYIO POJIb JUIsl TIPOTHO3a HUrpaeT BpeMst JI0-
CTHXKEHHs] peMHCCHH. HeynoB/eTBOpHTEbHBIE Pe3YJIbTaThl
Tepanun OTMeYaloTcsl MPH TO3AHEM JOCTH:KEHHH TIOJNHOH
pemnccun (I1P) mocne 4—5 Hen. MHIYKIMOHHOH Teparuy,
MpH TIJIOXOM OTBeTe Ha TIpesdady MpeaHH30J0HOM, HeloCTa-
TOYHOM CHH2KEHHH Yhc/1a 6J1aCTHBIX KJI€TOK B KOCTHOM MO3re
Ha 10—14-# nenb ot Havasa Jevenus. Takxke s nporHosa
U BbIpaOOTKH JieueOHOH TAKTHKH HMeeT 3HayeHHe Orpese-
JieHHe ¥ MOHUTOPUHT MMHUMAJBHOH OCTaTOUHOH MOMYJSIHH
OMyXOJIEBBIX KJIETOK.

OcHoBHbIe JieueOHble MOAXO0MbI MPH PELUANBAX U Pe3H-
creHTHbIX hopmax OJIJ1. CrannapToB Tepamnuu mepBHYHO-
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KoBamM JaHHble 46 MoKuabX OombHeix MKJI, KoTophle
nonyuaan CHOP nmu VCHOP (Benkeiin 1,6 mr/m2 B 1-ii n
8-11 muu). O6mmas 3¢hpeKTHBHOCTD JiedeHns cocTaBuaa 43 1
82 % cootsercTBenno. [Tpn meanane nabmoaenus 24,2 Mec.
memrana OB paena 16,4 u 36,1 mec. (p = 0,026). Takum
06pa3oM, MpH A0MYyCTUMOH JOMOJHUTEJLHON reMaToJoruye-
CKOW TOKCHUHOCTH 100aBJjieHHe 60pTe30MHuOa K CTaHAAPTHOM
cxeme CHOP crarucrvyeckd 3HauMMO yJjydlliaeT Hero-
CPEeICTBEHHbBIE H OTJAJeHHbIE Pe3y/IbTaThl JeueHHs 60MbHBIX
MKJT.

peaucrentHbix popm OJLJI net. [Tpu npoBenenun pasauuHbIX
PEXKUMOB «CMACEHUS», 10 JaHHBIM HccaenoBaHuil OHKOJO-
rudeckoro tentpa M.D. Anderson, TTP ynaetcsi moJsyunthb
b y 37 % NauMeHToB, NMPU 9TOM LIAHC NPOXKHTL 1 roj
umeeT Jiuib 15 % Gosbublx. [Ipu passuTuM peuuauba
CTaHAAPTHBIM JieyeGHbIM TMOJXOJ0M CUHTAETCs MPOBeleHHe
PEUHAYKIMOHHONH XUMHOTEpAuu ¢ MOCJeyIoled aJlio-
FeHHOH TpaHCJ/IaHTaUMel reMONOITHYECKHX CTBOJIOBbIX
k1etok (annoTICK). ITo naunbiv 4 KpynHbIX Ucc1e10BaHU
(M.D. Anderson, n = 314; LALA, n = 421; MRC/ECOG,
n =609; PETHEMA, n = 198) u uccyieoBanmst repMaHCKO#
rpynnbl GMALL (1 = 547), yactora Bropbix [ 1P cocrassier
31—50%. [lokasatenu 5H-jieTHell obliell BbIKHUBAEMOCTH
(OB) B nepsbix 4 ucenenopanusx cocrasuiu 3—7 %, a B
uccaenoBannn GMALL — 24 %.

PaH1oMU3MpoBaHHbIX HCC/AEIOBAHUI TIPU  peLUAMBaX
OJIJT y B3pocsbix K HacTosilieMy Bpemenu HetT. OHM 11po-
BOJAATCS  JIMUIb  NEIAMATPUUECKUMHU  HCC/IEI0BATENbCKUMH
rpynnamu. MurepecHble pesy/bTaTbl MoJydyeHbl B paHo-
MH3UPOBAHHOM HCCJIEI0OBAHUN U3 BesnkoOGpuTaHuu, BKJIO-
uuieM 216 Gosbhbix ¢ peunauBamu OJ1JI. CpaBHuBasach
5 heKTHBHOCTL IBYX NpenapaToB Ha sTanax peuHayKimu/
KOHCOJIM/IALIMK: MUTOKCAHTPOHA W Haapyouuna. [Tokazarean
3-sietHeil 6e3peunanBHON BhiKUBaemoct (BPB) cocraBuiiu
65 1 36 % COOTBETCTBEHHO, UTO MOC/YKUJIO CePbe3HbIM 0C-
HOBaHUEM JUIsl JaJbHEHIINX HCCAEIOBAHUI MHTOKCAHTPOHA
npu peunuBax OJLJI.

Peunnusbl ¢ nopaxenuem LIHC Berpeuaiotes menee
yeM y 5% GOsIbHBIX, a NPH NPOBEJEHHH aleKBAaTHOH Npo-
dbuaakTHKH Hefiposeiikoza — Menee ueM y 2 % NalueHToB.
K dakropam pucka HelipoJsieliko3a OTHOCSTCS BbICOKAsI
aktuBHocth  JUI,  B-3pesokaetounbii u  T-nunelinbie
MMMYHOIO/IBAPHAHTbI, THIIEPJIEHKOLUMTO3, BBICOKHH TpO-
JudepaTUBHbIA UHIEKC OIMyXOJIEBBIX KJAETOK, XPOMOCOMHbIE
aHoMaJiMi HeOJaronpusaTHoro nporuoda. BaxkHo mnomuepk-
HYTb, YTO MPOrHO3 3a00JIeBaHUs MPU PA3BUTHU PELUAMBOB
¢ nopaxkenneM [ IHC — nebGnaronpusthbiit. Vckiouennem
MOTYT OBbITh C/Iyuyau MO3JAHHX PELUAUBOB C H30JMPOBAHHBIM
BoJsieuenuem LIHC y neteit. lllanc Ha gosroBpeMeHHyi0 Bbi-
JKUBAEMOCTb B TAKHX CJ1yuasix BO3MOKEH TOJIbKO MPH MPoOBe-
JICHUH aJIeKBaTHOH MHTPATeKa/lbHON Tepanuu B KOMOMHALIUH
¢ obs13aTe/IbHOM 0OLIEeH CUCTEeMHOH XUMHUOTepanuel W mo-
CJIEMyIOIMM KPAHHOCTIHHAJIBHBIM 00JlydeHHeM. Y B3POC/IbIX
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