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NUMMOoUNHbIX HoBOOOPA30BAHU

IIponomkenne. Hayano B Ne 1/2012.

ITocne Hamiexartieit anpobaly ¥ BHECEHUST
HEOOXOAMMBIX YTOUHEHUI Kiaccudukaius
REAL 6bu1a BK/TI0U€HAa B KQUECTBE OHOTO U3
OCHOBHBIX pa3/iefioB B HOBYIO KjaccubuKa-
LIMIO OMYXOJIEBBIX 3a00J€BaHUI KPOBETBOD-
Hoit 1 numdounHoi tkaHeir BO3, koropas
BKJTIOUAET TakKKe MMEJOWIHBbIE, TMCTUOIN-
TapHble HOBOOOPA30BAaHUS M OITYXOJIU, BO3-
HUKalOIIMEe U3 TYYHBIX KJIeToK. B co3zmanumn
aTOl KiaccuduKauuym NpUHUMAIKM ydacTue
6osee 50 BemylIMx CHELUATMCTOB, IIpel-
cTaBasBIIMX OOLIECTBO TreMaTonaTojoroB
CIUA u EBponeiickyto acconualiuio remaro-
IaToJIOrOB, pabOTaBIIMX B TeyeHUe 7 JIET
B cocTaBe 10 KomuTeToB. OLIeHKA MOJIE3HOCTU
KJaccuuKaumu Aj1si TpakKTHYeCKOro npume-
HeHus npoBoauiach 40 skcrepTaMu-mnaro-
JIoraMM M OHKOTeMaToJI0TaMu 13 psifia CTpaH,
BXOIUBIIMMU B cocTaB KITMHMYIeCKOTo KOHT-
posbHOTO KomMuTeTa. OCHOBHAS 3amaya Kjiac-
cucdukanuu BO3 coctosiia B TOM, 4TO B Helt
JOJDKHBI OBLTM OBITH 3aJI0XKEHBI CTaHAAPThI
JUIsl pacrio3HaBaHUs MAaTOJOraMy HO30J10TH -
yeckux (hopM U BapuUaHTOB OMyXO0Jiei, KOTO-
pble MMeTM OBl KIIMHUYECKYIO 3HAYMMOCTD.
B Gosb1IMHCTBE TUIMYHBIX C1y4aeB TUMGOM
JIMaTHO3 MOXET OBbITh YCTAHOBJIEH OIBITHBIM
MaToOJIOrOM, 3HAIOLIUM OCHOBBI M TIPUHLIMITBI
kinaccudukaimu REAL u BO3, Ha ocHoBe
M3Yy4YEeHMSI TUCTOJIOTMYECKUX CPE30B MPU UC-
MTOJIb30BAHUM PYTUHHBIX METOAOB OKPACKMU.
MMMyHOTUCTOXMMUYECKOE HCCIeI0BaHUE
OKa3bIBaeT IOMOIIb, KOTAa JAMArHOCTHKA
Cepbe3HO 3aTpyHEHa, HalpUMep, KOra BO3HU-
KaeT HeoOXOIMMOCTb OTJIMUUThL J00poKavec-
TBEHHbIE JTUM(OUIHbIE MHPUILTPATHI (TIPU
PEaKTUBHOM THTIEPIUIa3ny JTUM(MATUUECKUX
y3JI0OB) OT 4acTO BCTpevaroumxcst (pouimky-
JIIpHBIX TUMboM. Tak, peaKTUBHbIE (hOJIIH-
KYJIbl COZIEP3KAT KJIETKU C BICOKOM Mposude-
pPaTMBHOI aKTUBHOCTHIO (MPY OKpalllMBaHUU
MKAT Ki-67), He akcnipeccupyioniye bel-2.
Knetku domnmukynsipHbix Jumdom, Hampo-
TUB, SIBJISIIOTCS bCl-2-TOMOXUTEIBHBIMU U
XapaKTepU3yITCsl HU3KUM UHAEKCOM TPOJIU-
dbepauuu. MmmyHomopdoiornueckue uc-
cyienoBaHus ¢ ucrnogb3doBaHueM MKAT K pas-
JIMYHBIM ~TUCTOT€HETUYECKUMM MapKepam
(yuHeltHo-cniennduueckuM u auddepeHiu-
POBOUHBIM aHTUTEHAM JIUM@OLIUTOB, OeJTKaM
LIUTOCKENIeTa, OHKO(hETATbHBIM, TKAHe- U Op-
raHocrneundUIecKUM aHTUTeHaM U JIp. ) Jai0T
TaKXe BO3MOXHOCTb AubdepeHLIMpoBaTh
JuMmdounHbie U HeTMM@OUIHbIE HOBOOOpA-
30BaHUSA (paK, MEJIAHOMY, CApKOMY, TepMITHO-
T€HHBIE OIYXOJIM) U METaCTaTUUECKHe Topa-
KeHUs TuMdaTHIecKux Y3J0B; MPOBOIUTH
0oJiee TOYHYIO CYOKJIacCU(UKALIMIO HEXOMK-
KUHCKUX auM@om. B uyactHocTH, Ha 3TOM
ocHoBe ocymiecTistioT Beinenenne T/EK- u
B-xnetounbix numdom, HoBooOpa3oBaHUI
TMCTUOLIUTAPHOM TMPUPOIbI, BO3HUKAIOIINX
13 AEHAPUTHBIX KJIETOK; pa3rpaHUueHUe TMM-
(bobnacTHBIX TMMGbOM, BO3HUKAIOUIMX M3
JIMMOOUITHBIX KJIETOK-TIPENIIECTBEHHUKOB 1
HOBOOOpa30BaHMIi U3 3pesibIX (repudeprudec-
kux) T- u B-1um@onuToB; yTOYHEHHYIO
nuddepeHINAIbHYIO TUaTHOCTUKY JTUMMOM
13 MaJiblx B-nmuMdonuToB (M3 KIeTok 3apo-
JBIIIEBBIX LEHTPOB JUMMOUAHBIX (DOLIUKY-
JIOB, KJIETOK MAaHTUWHOW M MapruHaIbHOW
30HBI) U T. I

Knaccupukauuss BO3 (2001) Bxkimovana
6onee 20 TUTIOB TMMOOMIHBIX HOBOOOPa30Ba-
HUIA, Cpead KOTOPBIX BBIAEHAIN B-KieTou-
HbIe OMyXO0JIM; Bo3HUKatouue u3 T-aumdbo-
uutoB U EK-KkieTtok; pasinyHble TUCTOJO-
rMYEeCKUe BapMaHThbl JUM@MOMbI XOMXKKHHA.
B- u T/EK-knetounsle HOBOOOPa30BaHMS

MOAPa3AeIsUTUCh HAa BO3HMKAIOILIWE M3 Kile-
TOK-TIPEALIECTBEHHUKOB (OCTpble JUMdO-
OJ1acTHBIE JICHKO3bI ¥ TMM(POOIacTHBIE TMM(O-
Mbl) U 3pesbix B- u T-nmumdouurtos. Cpenn
TTOCJIEIHUX C YYETOM OCHOBHBIX KITMHUUYECKHUX
TIPOSIBIICHU! BBIACNSUIA CJIEMYIOIINe: C TIpe-
HMMYIIECTBEHHBIM MOpakeHreM JumbaTuiec-
KHUX Y3JI0B, TIEPBUYHO 3KCTpaHOIAIbHbIE U
JIMCCEMUHUPOBAHHbIE JIEHKEMUYECKHE.

Kunaccuduxkaiys Ob1a M31aHa 1o aruioi
MeXIyHapomHOTO areHTCTBA TO M3YYCHUIO
paka (IARC Press, Lyon, 2001) B Buze oTnenb-
Hoii kuuru Pathology and Genetics of
Tumours of Haematopoietic and Lymphoid
Tissues mox penakuumeii E.S. Jaffe, N.L. Harris,
H. Stein, J.W. Vardiman, kotopasi cpa3zy xe
CTaJla HaCTOJTBHOM [UTST IITMPOKOTO KpyTa Ta-
TOJIOTOB, KIIMHUIIMCTOB M HAYYHBIX PAOOTHU-
KOB, 3aHUMAIOIIMXCS U3yYeHUEM JTUMGbOM.

Haubonee pacrpocTpaHeHHBIMU HO30J10-
ruyeckumMu hopMamMu JTUMGOUIHBIX OMyXO0-
JIell y B3pOCIbIX SIBSIIOTCS AU dy3HAasT JTUM-
¢oma u3 kpynHbix B-kietok u dhoukynsip-
Hast TuMboMa, Ha IOJTI0 KOTOPBIX B COBOKYTI-
HOCTH IIPUXOANTCS OKOJIO 60% ciiydaes.

Yacrora OCHOBHBIX (hOPM 3710KAUECTBEH-
HbIX TuMpoM T- 1 B-KJ1eTOUHOro nmponcxox-
JIeHUs! puBeneHa B Tadbauue 2. Y aeteii npe-
obmanaor arpeccuBHble (HOPMbI TUMGBOUI-
HbIX omyxoJieit: auMdoobiacTHas aumdoma
(35% cnyuaes), numdoma bepkutra criopa-
maeckoro tuma (40% cirydaeB), KpyITHOKITE-
touyHas JuMmdoma (20% ciyuaes).

[Ipu moctaTrouHOM OMbITE U MUCIOJIB30BA-
HUM KpUTEPHUEB, YKa3aHHBIX B Ki1acCupUKa-
uusax REAL u BO3, coBnaneHue AMarHo3oB
MpU OLIEHKE TpenapaToB pa3IMYHbIMU MATO-
JIOTaMH COCTaBIIsUTIO OKoJo 85%. Heobxomu-
MBbIM YCJIOBUEM SIBJISIETCS] BLICOKOE KayeCTBO
TMCTOJIOTMYECKUX MPEnapaToB: ONTUMAIbHAS
ukcanus u geruapaTanys, TOJIIMHA CPe30B
2-5 MKM, xopoliast okpacka o Iimae. JIuiib
npy Tpex Tunax aumMdoM (6epKUTTOIOm00-
HOM, JuM@oIriazMouuTapHoii u B-kierou-
HoI IuMbOMe MapTUHAILHOI 30HbI) BOCITPO-
M3BOAMMOCTD TUATHOCTHIECKUX 3aKITIOYEHUIA
He nipeBbiiiaet 53-63%.

[Tpu BBIIENEHUN TeX WM MHBIX HO30JIOTH-
yeckMx (HopM IpU MopakeHUH JTumbaTrdec-
KUX Y3JI0B WM DKCTPAHOIATbHBIX 3/I0KAYeCT-
BEHHbIX JUMdOMax HEOOXOMMMO YCTaHOBJIE-
HYe XapaKTepa porbepari — HORYISpHON
i 1uddy3Hoil — U omnpenesieHUue pa3Mepa
kJetok. Kietku iumdoM MOTyT ObITh MaJTbIMU,
CpenHero pa3mepa 1 KpyrnHbeiMu. B rucrosioru-
YECKMX Cpe3ax KPYIMHbIMU CUUTAIOTCST KJIETKH,
JIMaMETD siiep KOTOPhIX B 2-3 pa3a MpeBbIlIaeT
TakoBoil uMdonuToB. B kietkax cpemHero
pazMepa siIpa 1o IMaMeTPy COTIOCTABUMBI C ST
paMu MakpocaroB. YUMTBIBAIOTCSI LIUTOMOP-
donornyeckre MpU3HaKK KJIETOK: pasmep U
dopma sapa, cTpykTypa XpoMaThHa (B BHIE
TEeMHbIX OJIOKOB WJIM CBETJIOW IMCIEPCHOM
OKPACKM), BeJIMINHA W KOJIMYECTBO SITPHITIICK,
pasmep, (popMa 1 oKpacka LUTOILIa3MbI.

N3yueHne MMMyHOGbEHOTHUIIA BaXKHO ISt
muddepermau B- 1 T-KIETOUHBIX M-
oM u umeeT MPOrHOCTUYECKOE 3HAUYEHHUE,
TaK Kak Moc/eJHUe MOYTH BCeraa UMEIOT He-
OJ1arompusATHOE KIMHIUYEeCKOoe TeueHne. M-
MYHO(EHOTUTTUPOBAHUE MHOTIA OYeHb BaX-
HO [1s1 00Jiee TOUHOM MIEHTU(UKALIMY HEKO-
TOPBIX MMOATUIOB ¥ BAPMAHTOB OIMyXOJIeit, Ha-
npumep BozHuKarouux u3 T/EK-knetok win
MaJIbIX TMM@OLMTOB. 3HaHKE XapaKTepa Mpo-
mudepaiiv, MOpGHOJOTUM U UMMYHO(EHO-
TUTTUIECKUX 0COOEHHOCTE BO MHOTHX CJTy-
YasiX MO3BOJISIET YTOUHUThH TUCTOTeHe3 HOBO-
00pa3oBaHMsL.

[ yTOUHEeHus1 IMarHo3a u BbIbopa onTu-
MaJIbHOM CTpaTeruu Tepanuu B KayecTBe

JTOTIOTHUTELHBIX KPUTEPUEB MOTYT OBITh UC-
MOJIb30BaHbl PE3YJIbTaThl LIMTOTEHETUYECKUX
ucciaenoBaHuii (tadi. 3).

Broinenennnie B kinaccudukanmsx REAL u
BO3 tumnst 1umMdom UMeroT OMOIOTMUecKre U
KJIMHUKO-TIaTojiornyeckue ocooeHHoctu. Cpe-
I HUX OIyXOJH, JJIsI KOTOPBIX XapaKTepHO
BSIJIO€, arPECCUBHOE U BBICOKOArPECCUBHOE Te-
yeHue. B cooTBeTCTBUM € peKOMEHAALMSIMU
aBTopoB Kiaccudukauu BO3 nporHos npu
OTIIEJIbHBIX HO30JI0TMUEeCKUX (DOpMax HEXOIK-
KUHCKMX 37I0KaUeCTBEHHBIX JIUM(MOM OTpejie-
JIIETCSl ¢ Y4ETOM OJHOTO U3 YeThIpeX THUITOB
KPUBBIX 5-JIETHEil BbIKMBAEMOCTU OOJbHBIX,
MOJBEPTILMXCS TEPANUU C UCTOIb30BAaHUEM
cTaHmapTHEIX TiporpaMM. CorlacHO JaHHBIM
Armitage 1 COaBT., K 'PYIIIIe ¢ HAWTy4ILM Tpo-
THO30M, B KOTOpOIi 5-JIeTHSIsSI BbIKMBAEMOCTD
cocrabisieT 6osee 70% citydaeB, TOJDKHBI ObITh
OTHeCeHbI 0OJIbHbIE ¢ (DOJUTUMKYIISIPHOI, aHa-
MJ1IACTUYECKON KPYITHOKJIETOUHOW U JMMdo-
Mot MALT-Tumna; Ko Bropoii rpymre (5-JeTHsIs
BbDKHBaeMOCTb — 50-70% citydaeB) — malyeH-
ThI CO 3/IOKAQYeCTBEHHBIMU JTMM(POMaMU U3 Ma-
JIBIX TUMDOLMTOB, TUMDOTLIA3MOLIMTAPHBIMU
OMYyXOJISIMUA U3 KJIETOK MaprMHaJIbHOM 30HBI.
K 3nokadectBeHHBIM JUM@OMaM, MIPU KOTO-
pPBIX S5-JIETHSIT BBDKMBAEMOCTb KOJICOJIETCS
B nipeaenax 30-50%, orHocsres mumdoma bep-
kuTTa U B-kpyrnHokierouHas. B rpyrmiy ¢ Hau-
XYM TIPOTHO30M BXOJIST IMM(DOMBI U3 KJle-
TOK MaHTUITHO 30HbI, T-MMpobIacTHas 1 13
3pesibix (nepudepuueckux) T-KineTok.

Onyxonu u3 3pensix B-, T- u EK-knemok,
npegcmasnelubie B I(llﬂ[:[:llllllIKEIll.llll
BO3 (2008)

Pabota Haj ycoBepllieHCTBOBaHUEM KJlac-
cudukanuu BO3 nponokanack. Ornyoamko-
BaHHas B ceHTs10pe 2008 . HoBast Kiaccudu-
Katust IMMGOUIHBIX HOBoOOpa3zoBaHuii BO3,
B CO3MIAHUY KOTOPOI MPUHUMAJTH yIacThe 060-
nee 130 wuccrnemoareneit u3 22 CcTpaH,
0a3upyeTcsl Ha TOCTUTHYTBIX paHee pe3yJibra-
Tax U OJJHOBPEMEHHO COEPKUT HOBBIE MOJIO-
JKEHUsI, OTKPbIBAIOLIME TYTU K JydlIeMy
OTIpeIeNIEHIIO TeTePOTEHHBIX WM HEeSICHBIX HO-
3omorumyeckux opM. Hekotopbie n3MeHeHUsI
KacaroTcsl BBeeHUsT BpeMEHHBIX (TIpefBapu-
TEeJIbHBIX) MOTPAHUYHBIX KaTeropuii; pacro-
3HaBaHMsI HEOObIIMX KJIOHOB JIMMMOUIHBIX
MONyJSIIMi; MaAeHTUDUKAIIMKY 3a001eBaHu,
XapaKTePHU3YIOIINXCS TOPAKEHNUEM CTIeITU(H-
YeCKMX aHATOMUYECKUX 30H WU JAPYTUMU
KJIMHAYECKMMHU TIpU3HAKaMU, BKJIIOYAsT BO3-
pact. Heob6XxonuM Mmouck naTorucToaoruyec-
KUX MPOTHOCTUYECKUX (haKTOPOB Mpu Haubo-
Jiee 4acTo BCTpeyarouimxcsi 3a00JeBaHUsIX,
Takux Kak osuukyasipHas aumdoma, nud-
¢y3Hasi B-kpynHokierouHasi Jaumdoma,
nepudepuueckas T-kieTouHas aumdpoma.

B nocnenHue roapl yaensioch 0OJbIIOE
BHMMaHKMe BOMPOCaM YAaCTUYHOTO CXOJCTBA
MOP(dOIOrnYecKrx 1 UMMYHO(DEHOTUITUYEC-
KUX TIPU3HAKOB KJIACCHUYECKON JTUMGBDOMBI
XO/LKKMHA M HEKOTOpbIX B-KpymHokjeTou-
HBIX HEXOMXKKMHCKUX JUM®OM (TIepBUYHOI
MEeIMACTUHAIbHON  B-KpymHOKJIeTOUHOM
JIMM(bOMBI ¥ TUCTOJIOTMYECKOTO BapyUaHTa HO-
NYJISIPHOTO CKJIEpOo3a ¢ TOpaKeHUeM Cpeao-
CTeHMsI KJlaccuyeckoii iuMdomoii XoKKu-
Ha). Oba 3aboseBaHUs ¢ TIOPaKEHWEM cpe-
JIOCTEHUS BCTPEYAIoTCsl y MalMeHTOB B MOJIO-
JIOM BO3pacTe M MMEIOT CXOIHbIe MpobuIn
9Kcrnpeccuu psiia reHoB. HoBas kiaccuduka-
mmst BO3 2008 . BKJTI0UaeT BpeMEeHHYIO KaTe-
ropuio B-kjieTOuHbIX OMnyXxoJieli ¢ mpu3Haka-
MU, TPOMEXYTOUHBIMUA MeXy Auh@y3HOI
B-kpynHoKIeTOUHOI1 TMM(POMOIt 1 00JIE3HBIO
XOmKKMHA. DTU  OIYXOJUM BCTPEYAIOTCS
MPEUMYILECTBEHHO Y MOJIOIBIX MYXYUH U,

4.0, Tnysmax

BEPOSITHO, SIBJISIIOTCSI ©0JIee arpecCUBHbBIMM,
YeM MepBUYHAs B-KpymHOKIIETOYHAs M-
(homa cpenocTeHnst UM BapuaHT HOMYJISIPHO-
ro cKJeposa IMpM Kj1accudyeckoil Jmmpome
XOIKKUHA.

K kareropuu morpaHMYHbIX OTHECEHA TaK-
ke B-kierouHast tumdpoma Hekinaccupuim-
pyeMasi, ¢ Tipu3HaKaM¥, KOTOpbIE SIBIISIIOTCS
MIPOMEXYTOUHBIMU Mexay JuMdomoii bep-
kutTa U auddysHoit B-kpymHokiIeTouHOI
nuMmdomoii. B kinetkax 1umMdom atoro Tumna,
XapaKTePU3YIOIIMXCS arpeCCUBHBIM KJIMHU-
YECKUM TeUEHUEM, OMPENEIISIIOTCSl TPAHCIIO-
kanymu reHoB C-MYC u BCL2.

B numdouaHoit TKaHM HE CYLIECTBYET
«100pOKaYeCTBEHHBIX OInyxoJieit». PaHHue
MPU3HAKU IMMdOMOreHe3a TpyIHO BbISIBUTb.
Bo3moxkHO, 3T0 ¢BsI3aHO ¢ PYHKLIMOHATBHBI-
MU OCOOEHHOCTSIMU JIMM(MOUIHBIX KJIETOK,
CITOCOOHBIX K PEIIUPKYJISIINN ¥ 00TaTAIONINX
«3(heKTOM J0Max.

B knaccudukanuu BO3 2008 r. 3atparusa-
eTcsl TeMa KJIOHATbHOM aKcnaHcuK B-kietok
1 B MeHbl1ei cterneHu T-K1eToK U CBSI3aHHbIX
C 9TUM KJIMHUYECKMX MposiBiaeHuit. Hampu-
Mep, moutH y 70% B3pOCTBIX JTIOAEH B KPOBU
0OHapyXMBaeTcsl KJIOH LIMPKYJUMPYIOLLKX
B-knerox mamsitu ¢ t(14;18)(q32;q21), HO 5T
KJIETKU HE UMEIOT IPYTUX FTeHeTUIeCKUX abep-
parii, HEOOXOIMMBIX /ISl PA3BUTHSI OIyX0Jie-
Boro mpotiecca. Y 3-5% 310pOBBIX B3pOCIBIX
moneit u 6onee yeM y 10% i ¢ tumdonmTo-
30M B KpPOBM OOHApyXWBaeTCs MOHOKIO-
HaJibHas nomyJsiuus B-kieTok ¢ uMMyHode-
HOTHUIIOM Y F€eHETUUECKMMU aHOMATUSIMU, Xa-
pPaKTepHbIMU VIS KJIETOK MPU XPOHUUYECKOM
Jumbosneiikose (Tak Ha3bIBa€Mblli MOHOKJIO-
HOBbII B-mumdonmrosz). Ho B atux ciyyasix
OYEHb PEIKO HAOJIOMACTCS Pa3BUTHE JIEKO3a.
Mmerotcs Takke COOOLIECHUS O HATUYUU Y Jie-
Teil peaKTUBHOI TUMepIuia3uy JUMQOOUITHbBIX
(honnukysnoB, Mpu KOTOPOI B 3apOAbIILIEBBIX
LIEHTPAX CONEPXKUTCS KJIOHAJbHAST TIOMYJIsI-
mst CD10+ B-kieTok, HO Mpu 3TOM He Tpo-
WCXOIWT MPOTPECCUPOBaHUE TIpoliecca C Te-
pexonoM B imM@omy. Huzkuit puck nporpec-
CUPOBAHUST OTMEYAETCs TAKKe MU JTMMdomax
MapruHaJabHOM 30HbBI Y IETEM, IPU OIMYXOJISIX
¢ KJIOoHalbHOW Tpoiudepanueit T-kineTok
(muMdpoMaTOMIHOM TIamyJie3e, CUCTEMHOM
CD30+ mumdponpommdepaTuBHOM MpoLecce
C MOpaXXeHUeM KOXU).

B xnaccudukanum BO3 2008 1. Takke moa-
YepKUBAETCSl BaXKHOCTh ydyeTa aHaTOMUYec-
Koii tokanu3anyu orryxonu. [Tomumo MALT -
JMdOM, TIEpBUYHBIX B-KpYIMHOKIETOUHBIX
nMdoM cpenocTeHus, TMM(POM KOXH, B Ka-
4yecTBe OTIACIbHBIX (POPM pacCcMaTPUBAIOTCS
JIUM(bOMBI LIEHTPATbHON HEPBHOM CUCTEMBI U
JIpyTue 3KCTpaHoAalbHble JUMGbOUIHbIE
HOBOOOpa30BaHMsI.

Bospact Takke sSBIsieTCS BaKHBIM (haKTO-
POM TIpU OTIPEIESCHUU TIPUPOILI OIYXOJIH.
OnucaHbl BCTpevarolmecs y AeTei JJOKaIu30-
BaHHbIe JUMGbOMa MaprUHaIbHOW 30HBI U
omnmukynsipHas 1MMmdoma, uMerolre oJ1aro-
MpUSITHBINA TiporHo3. [1o maroreHesy oHM OT-
JITYAIOTCST OT MOPOTTOTUIECKU CXOTHBIX JTM-
¢om y B3pocibix. Tak, B KiieTKax (omIuKysip-
HBIX JTUMGbOM Yy JeTeil He OOHapy:KUBaeTCst
tpaHcnokauus t(14;18)(q32;q21) u He 3Kc-
npeccupyetcst 6eok BCL2. [Ipyrue numdo-
MBI, Hanmpumep, EBV+ miuddysHas B-kpyn-
HOKJIETOUHas TMMdoMa, HaIpOTHB, Yalle T1-
ATHOCTUPYIOTCS Y JTIOZIEH MTOXKUIOTo BO3pacTa.
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MHOro BHUMaHHs yeIISIOCh MOVCKY NaTo- Ta6nuua 2. Yacrora ocHoBHbIX popm numdom e CLLA u Espone, %
TUCTOJIOTUYECKUX ITPU3HAKOB, KOTOPbIE MOIJIN
B-knetouHble nMMboMbI 85
OBl WCITOJTb30BAThCA B KAUeCTBE TMPOTHOCTHU- - 25
YeCKMX U OTIPSHCIISIONINX PEaKiMio Ha Tepa- LA S WA
TTHIO TIPY JIBYX HAMGOJIeE YACTBIX (hOPMAX M- Inddysnas numboma 13 kpynHeix B-knetok 30
dboM — omTHKyIsIpHOH W Auddy3HOI MaHTHiHOKneTOuHAs NMMdOMa 5
B_prnHomeTquoﬁ. HpH (I)OMHKYMPHLIX B-XJ1J1 / ﬂMMd)OMG U3 ManbiX HMMd)OUMTOB 5
JUM@OMax ¢ Y4eTOM TPOLIEHTHOTO CoAepKa- Jnmdonnasmouurapras nmdboma 1-2
HUST LIEHTPOOIaCTOB TPAAUIIMOHHO BbIIEIISI- JIumboma MaprHanbHOM 30HbI 1-2
JIUCh OonyxoJu € 1, 2 1 3 CTeneHblo 310KaYeCT- Dpyrve Menee 10
BeHHOCTU. B cooTBeTCcTBUY C K1accuduKauyei - T-kneTouHble NMMPOMI 15
BO3 2008 . mpeniaraercst 00beAMHUTD HOBO- Puc. 1. Mopdonorus knetok npu numepome Meprudepuueckas T-knetouHas nMmboMa 5
- MAPruHAJIbHOU 30HbI CEJIe3€HKU
o0pasoBaHus 1 1 2 CTeNeHU 370KAYeCTBEH P AHannactuyeckas KpynHOKNeTouHas nmepoma 5
HOCTH B OIHY TPYIIITY — JIMMOM C HU3KOIA CTe- B UMTOLEHTPUGYKHLIX npenaparax
7} nep"q,epuqeq(oﬁ KpoBM AHrMOMMM)’HOSnCICTHGﬂ nMMd)OMO 2
nieHbto (low grade) 3nokayectBeHHOCTU. Cpein
DOpyrue MeHee 3

oMKy ISIpHBIX JTuMdOM 3 cTereHu 3/10Ka-
YeCTBEHHOCTHU C YYE€TOM HaIM4MsI WIN OTCYT-
CTBUSI pe3UIYyaIbHBIX LIEHTPOLIMTOB BbIAESIOT
nBa noaruna (3A u 3B), Mexny KOTopbIMU psi- g
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Ta6bnuua 3. XapakTepHble LUTOreHeTMYECKME AHOMANMM M SKCNIPECCHs PSiAa OHKOTEHOB 1
reHOB-CYNPECCOPOB OMyXOJiel NPU PA3NNYHBIX TUNCAX HEXOMKKUHCKMX 3JI0KAYECTBEHHBIX umdom

o 3
JIOM VICCIIC/IOBATeNIei YCTAaHOB/ICHb! GHOJIOTH- k. ‘ ‘ .' { Hosonoruyeckas dpopma Cneuu¢uqec|;ueo1;zaucnomunn OHKOreHbI U reHbl-Cynpeccopbl
yeckue oTanuus. Bo MHorux ciyyasx gomim- | ; W ' ‘ Xpomocom
KyJsIpHbIe uM(pOMBI roaTumna 3B, kak rokasza- | % ‘ . ‘ 4 . . PonnmkynspHas immoma 1(14;18)(q32;921) BCL2
- @
HO IIPY MOJIEKYJIAPHO-TEHETUYECKUX UCCIEN0- | . .1 "‘ ‘ JlumbonnasmoumtapHas numboma | 1(9;14)(p13;932) PAX5
BaHMsIX, TECHO CBSI3aHBl C AU(PY3HBIMU (l : ManTHiHOKnETO4HAs NTMMOMa 1(11;14)(q13;932) BCL1
B-xpynHokieTounsiMu umdomamu. [locne v . ‘ TG e I L et
BBUIEJICHHSI CTICLI(UYCCKIX HOBBIX ITOATUIIOB Puc. 2. Mopdonorus kneTok NUMPOMA MAPTUHANBHOM 30HbI t(11; 18)(q21;921) API, ML2
mudby3HbIX B-KpyMmHOKIETOYHBIX JTMMGbOM o T-r::. o;m:go:::u H::ieoﬁxose MALT-tuna
BCE €I1Ie OCTAETCS JOCTATOUHO OOJIBIIIAs TPYTIITA P P P 1(8;14)(q24;932)
OITyXOJIE 3TOTO TUIIA, MPU KOTOPBIX OTHUX Jlumdpoma bepkutra 1(8;22)(q24;q11) C-MYC
TOJBKO MOP(OIOTMYECKUX TTPU3HAKOB HEI0- 12;8)(p12;924)
CTATOYHO 11 YCTAHOBJIEH!S BO3MOXHOTO IPO- OuddysHas numboma 13 KpynHeIX | TPAHCAOKALMS C BOBNEYEHUEM BCLS
rHO3a M peaklMy Ha Tepanuio. bombiime Ha- B-knerok 3q27
JIEXJIBI BOZNArAIOTCS Ha TIOMCK TOTIOTHUTE b~ ”"j‘¢°6"°TCT"°" numboma / 140323401 AL
HBIX UMMYHO(EHOTUTMYECKUX MW LIUTOTEHE- 4 :e::f:e:;e:(::;z:' (1;14)(p32-34;q11)
TUYECKUX MapKEPOB. E 25 1(p2%935)
Astopsl Kitaccudukarmy BO3 2008 1. o6pa- D1\P£3,9
P (uxan . P < L 0 AHannactuyeckas KpynHoknetouHas | BapuanTel pancnokaumit
LHaoT BHUMAHNE T1aTOJIOrOB 1 BpatCi-OHKO- ¢ X N . NMMQOMA NEPBUYHO CMCTEMHOTO c BoB/eveH1em 2p23 NG
reMaroJIoroB Ha TIOJyYeHHBIE B ITOCIENIHEE - e & ! ALK v ppyrute rexbi-napTHepbi
yd L Js ‘ ™Mna B T.4. 1(1;2), 1(2;3)
BPEMS HOBBIE TAHHBIE 110 YCTAHOBJIEHUIO JIN- - inv(2)(p23;935)

HEUHOI TUIACTUYHOCTA TEMOIMOATUYECKUX
KJIETOK M BO3HMKAIOIIMX U3 HUX HOBOOOPAa30-
BaHu1. B HopManbHbIX B-Kj1eTKax HapyIeHust
B OOpaTHOI perysiinu, MPOUCXOsiue mpu
y4yactuu peryJsitopHoro ¢axkrtopa PAX-5, mo-
TyT MPUBOIUTH K PEIIPOrpaMMUPOBAHUIO He-
3peJIbIX U 3peJibiX B-KJI€TOK B MOHOLIMTHI U Ja-
ke T-xnerku. Onucanbl IMMGOUIHbBIE HOBO-
obpaszoBanus T- u B-kierouHoro tuna, mpu
KOTOPBIX Pa3BUBATMCH KJIOHAIBLHO CBSI3aHHbIE
C HUMM TUCTUOLIMTapHBIe omyxoiu. Coolliie-
HO 0 TI0I00HOM (heHOMeHe TpU HOJLTUKYIISIP-
HbIX JTuMdomax. B psize cirydaeB y neteit mpu
peluaMBe Mbl HaOJONAIM TpaHChOpMalInIo
ocTtporo JuMdobaacTHOro Jelikosa u3 B-kie-
TOK-TPEIIIECTBEHHUKOB B OCTPbIii MOHO-
OJIACTHBIN JIEKO3. DTU JaHHBbIE CBUIETENb-
CTBYIOT O HEOOXOAMMOCTH OCTOPOXHEE MO~
XOIUTh K MHTEPIIpeTalluy 3HAUEHUsI peapaH-
JKUPOBKM TE€HOB PELENTOPOB aHTUTEHOB
B YCTaHOBJICHUM JTMHEHHOTO MPOUCXOXKAECHUS
KJIETOK HOBOOOpPA30BaHUA.

Kraccudpukaums BO3 (2008) onyxoneit
u3 3peabix B-, T- u EK-kaeTok
OmyxoJm U3 3peJbix B-KieTok
o XpoHuueckuit tumdoneitkos / immboma
13 MaJIbIX TUMGbOLUTOB

e B-xjeTouHblli  TIpoaMMGOLUTAPHBII
JIENKO3

o JIumdoma MapruHanbHOM 30HbI CENIE3EHKU
(puc. 1)

e BosocarokieTouHslii K03
o CeniezeHoyHas1 1uMdoma / Jeiikos, He-
kinaccuduumpyemas ™
— JduddysHas tumdoma KpacHo Myib-
TTbI CeJIe3eHKU U3 MaJIbIX B-KiieTok*
— BosocarokiieTouHblii jieitkos, Bapu-
aHT*
o JlumdoriazmouurapHast 1uMmboma
e Makporio0ynuHemus: BanbaeHcTpema
o bote3HM TSoKeITbIX HeTTeit
— bosnes3Hb o-TseKebIX enei
— bonesHs y-Tsxensix nenei
— bonesnp p-Tskenbix Hemnei
o [I1a3mMokeTouHasi MueaomMa
o ConuTapHasi I1a3MOLUTOMA KOCTU
o BHekocTHas IIa3MOLIMTOMA
e DKCTpaHoaa bHasl JuM@oMa U3 KJIeTOK
MapruHaJbHON 30HBI TUMGOUIHON TKaHU,
aCCOLIMMPOBAHHOM CO CIIM3UCTOM 000JI0UKOM
(MALT-nmumdoma)
o JIlumdoma MapruHaabHOI 30HbI TUM(pa-
TUYECKUX Y3JIOB

Puc. 3. AktuBHOCTb Kncnoi ¢pocharasel
B nponumdouurax npu T-nponumdpouutrapHom
neiikose

i

Puc. 4. KpynHble KneTku B KOCTHOM mo3re
NPy AHANACTUYECKOW KPYNHOKNETOYHON
numdome, ALK-nonoxxurenbHowm

Puc. 5. UmmyHouuTOXMMMYECKas peakuus
AHAMIACTMYECKUX KJIETOK NMPY BbISBIEHUN
autureHa CD2

o Jlumcboma MapruHaIbHOM 30HBI TMMba-
TUYECKUX Y3JI0B IETCKOTO Bo3pacTa
o MoumukynsgpHast tumboma
o OomkynsgpHast JTuMdoMa JIETCKOTO
Bo3pacTa*
o [IepBuuHas KoxHasi 1uMdoMa 13 KJIETOK
LIEHTPOB (QOJUIMKYJIOB
o JIumdoma U3 KJIeTOK MAaHTUMHOI 30HbI
e IluddysHas B-kpynHokiaeTouHas
nquMmdoma, HecreunGuUUpoBaHHAsT WHBIM
obOpazom
— B-kpynHokieroyHas aumboma, 6ora-
Tast T-KJIeTKaMu/TUCTUOLIUTAMK
— IlepBuunas auddysHast B-kpynHoK-
netouHast tuMdoma LTHC
— [lepBuyHas koxHast auddysHas
B-xpynHokiieTouHast aumdomMa HIXK-
HUX KOHEYHOCTEN
— EBV+ nuddysnas B-kpynHokieTou-
Hasg TuMdoMa MoXKMIbIX*

o JludpdysHas B-kpynHokIeTOUHAsT JIUM-
(boma, accorrpoBaHHasi ¢ XpOHUYECKUM BO-
CTIaJIEHUEM

o JIumboMaTOUAHbII TpaHyJIeMaTo3

e [lepBuuHas B-kpynHokieTOUHast JIUM-
(oma cpenocreHus (Tumyca)

e BayTpucocynucras B-kpyrnHokieTouHast
nmmboma

o ALK+ B-kpymnHokieTrouHast iumpoma

e [I1azmobactHas aumboma

e B-kpynHokierouHast uMboma, BO3ZHU-
Kawouasl npu accouuupoBanHoit ¢ HHV-8
MYJIBTULIEHTpUYecKoli 6ojie3Hn KactiemaHa

o [lepBuyHast TuM@poma 3KcCcyaaToB

o Jlumdoma bepkurra

¢ B-xrrerounast mmdoma HeKraccuuImpy-
eMasl, C TIPU3HAKAMU, KOTOPBIE SIBJISTIOTCST TIPO-
MEKYTOUHBbIMU MKy AUddy3HOI B-KpyrmHOK-
JIeTo4yHOI JIuMdoMoii 1 tumbomoii bepkurra

o B-kiretounast tum@oma Hekraccupuir-
pyeMasi, ¢ MpU3HaKaMU, KOTOPbIE SIBJISIIOTCS
MIPOMEXYTOYHBIMU MeKy B-KpymHOKIIeTOq-
HOW JIMMGOMOI 1 KIaccuyecKoit TuM@omoit
XOIKKMHA.

Onyxomu u3 3penbix T-Kinerok 1 EK-kierok

o T-KJIeTOYHBbIE  TIPOJUMQOLIUTAPHBII
nieriko3 (puc. 2, 3)

o JIumdouuTapHbIid JIEMKO3 M3 OOJBIINX
rpaHyJjoconepxanmx T-KIeTok

e XpoHuueckuii umdonponandepaTup-
Hblii ipouecc u3 EK*

e ArpeccuBHbIil EK-KieTouHbli 1eiiko3

e Cucremnoe EBV+ T-kierouHoe nmum-
donpoaudepatuBHOE 3a001eBaHNUE JETCKOTO
BO3pacTa

o Jlumboma ¢ BOISTHUCTBIMU BE3UKYJIaMHU,
HaIIOMUHAIOIIMMHU BE3UKYJIbl P KOPOBbEH
ocre

o T-KIJIeTOUHBI JIeitko3 / TuMdoMa B3poc-
JIBIX

e DkcrpaHonanbHass EK-/T-knerounast
JnuMdoma, Ha3aabHbBII TUIT

o T-xneTouHast iMMdoMa, aCCOLMUPOBaH-
Hasl C SHTepoIaThei

o [emarocruieHnvecKkas T-KiIeTouHas TMM-
doma

o [lonkoxHasi  MAHHUKYJIUTOIIOAOOHAS
T-xnerounHast aumdoma

o [pruGOBUIHBII MUKO3

*YenoBHble (MpeaBapuTebHbIe) HO3010rnYeckre GOpMBbI, IUTs pacro3HaBaHMsl KOTOPBIX B KAYECTBE OTACMbHBIX 3a00IeBaHMil,

10 MHEeHMIo paboueii rpynmsl BO3, naHHBIX OKa HEAOCTATOYHO.

** DT mopakeHus! KIaccuUIMPYIOTCs CONTACHO TeM hopMaMm JIeiHKo30B 1 TUMGOM, KOTOPBIM OHI COOTBETCTBYIOT.

e Cunnpom Cezapu

o [IepBuunsbie KoxHbie CD30+ T-kineTou-
Hble TuMdorpordepaTUBHbBIE 3a00J1eBaHUS

— JIumdomaTounHbIi namynes
— IlepBuuHas KoxHas aHarIacTuyeckast

KpYITHOKJIeToYHast aumcoma (puc. 4, 5)

o [lepBuunas koxHas y/d T-kietouHas
numdoma

o [lepBryHas KOXHasl arpecCUBHasl MU-
JepMOTpOITHAsT TuMboMa U3 IIUTOTOKCIIEC-
kux CD8+ T-xietox

o [TepBuuHas KoxHas JuMdoma U3 Ma-
Jeix/cpenHux CD4+ T-kneTok

o [lepudepuueckast T-kineTouHast 1umM@o-
Ma, Hecreun@UIMpoBaHHasi UHBIM 00pa3oM

e AHrnonMMyHoOacTHass T-KieTouHast
JuMboma

e AHaruiacTuyeckast
nmumdoma, ALK+

e AHarulactuueckast
mmmbpoma, ALK-.

KPYIHOKJIeTOUHast

KPYITHOKJIECTOYHAasA

Jlumpoma Xomxkuna
e HonynsipHast mum@oma ¢ peodiagaHu-
eM JIUM@OLIUTOB
e Kimaccuueckass numdpoma XoIKKUHA
(TMCTOJIOTMYECKUE BApUAHTHI)
— HonynsipHblii cKiepos
— boraras iumdoruramMmu
— CMelIaHHOKJIeTOYHAsT
— JIumpongHoe UCTOLLECHUE.

JInmdonposudepaTuBHbie 3a001€BaHNS,
aCCOLMUPOBAHHBIE C UMMYHOAE(DUIIMTOM

o JIumdonpoaudepaTuBHbIe 3a00/1€BaHMS,
aCCOLMMPOBaHHbIE C TIEPBUYHBIMU Hapylle-
HUSIMU

o JlIumbombl, acconmupoBaHHble ¢ BUY-
nHbeKInen

e [TocTTpaHCIIIaHTAIIMOHHEIE TMMDOTIPO-
nmudeparuBHbie 3a0oneBanus (ITTJIT3)

— IlnasmouMTapHasl Turnepruiasust u
TITJII3, nonodHoe MH(PEKLIMOHHOMY MOHO-
HYKJIE03y

— [Momumopdnsie ITTJITI3

— Monomopdnsie TTTIITI3

— TITJITI3 mo Tury KiacCuYecKoii TuM-
(oMbl XomKKUHA**

o JIpyrue ATporeHHbIe, aCCOLIMMPOBAHHbIE
¢ uMMyHoneduuutroM numdornponurdepa-
TUBHbIE 3a00JIeBAaHUSI.

S

310RQBIL YKpaiHi
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