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MATEPUAJIBI JOKJIAJIOB
KOHI'PECCA TEMATOJIOTOB POCCHUM

PeunavnBbl BONOCaTOK/NIETOUYHOrO IelKo3a
J1.C. Anb-Pagn, C.K. KpaBuyeHKo
OrBY lemaTtonornyeckunit HayuHbli LeHTp MiH3gpascoupassuTma Poccun, Mockea

Bgeoenue. Bonocaroknerounsiit seiiko3 (BKJI) — xponuue-
ckoe B-kieroynoe numdonponudeparuBHoe 3aboneBaHue, Xa-
paKTepu3yIomeecss XOPOIIUM TIPOTHO30M IIPU CBOEBPEMEHHOM
TCpalnnyu aHaJioraMu IypUHOB KJ'Ia}IpI/IGI/IHOM WK IIEHTOCTAaTH-
HOM. MBI NMpOaHANIN3UPOBAIM YACTOTY M PE3YJIbTaThl JICUCHHS
peunanBoB BKJI 3a 17 ner.

Mamepuanvt u memoost. C sHBaps 1995 . mo nexaOpb
2011 r. B xinHuke I'emaronoruueckoro Hayusoro nenrpa (I'HLI)
MOy YHIIH JiedueHue KiaapuouHoMm 196 6ompubix BKIL. K derpa-
o 2012 r. mpoaHanM3UpOBaHbl CBeJICHHS 0 165 TakuX OONBHBIX
(m:x = 2,4:1; B Bo3pacre 25-81 net; meauana Bospacra 49 ner);
72% c tTummaHoi Gopmoit BKIL

Pesynomamot u oocyscoenue. bouio BbisiBIEHO 44 penuau-
Bay 38 (23%) GonbHbIX (MK = 2,4:1; B Bo3pacte 25-73 ner;
MennaHa Bo3pacta 41 net; 71% c tunmunoit Gopmoii BKIL; y
74% OONBHBIX paHee IOCTHUTHYTas PeMHCCHs ObLIa TIOJTHOW).
Peunausel pasBuBasnuck B nepuon ot 1,5 no 12 ner nocne jgo-
CTH)KEHHUSI peMuccuu (Meauana 3 roga). Yactora peruauBOB
BO3pacTajia C yIJIMHEHHUEM Cpoka HaOmroneHus: ot 8% npu
cpoke HaOmozeHus 2 mec — 6,5 ner (Meauana 3 roga) a0 61%
npu cpoke HaOmonenus 10—16 net (meauana 14,6 roxa). bomb-
Hble ¢ peunauoM BKIJI (n = 38) u GosbHBIE ¢ coXpaHsIomeiics
pemuccueir BKJI (n = 127) He pa3nuyainch 110 KayecTBY JIO-
CTUTHYTOH pemuccuu (TonHas Wi yactudHas), ¢popme BKII

(TUIUYHAs WIK BapUaHTHas) U OIy. ENMHCTBEHHBIM CTaTUCTH-
4eCKH 3HaUUMBIM pa3IuyueM ObLl BO3pacT 001bHOrO B 1e0roTe
BKIJI. Tak, peunans Bo3HUK Y 28 (49%) n3 57 OOMBHBIX MOJIOXKE
45 ner, u umb y 10 (9%) u3 108 crapue 45 ner. Menuana
6e3peunauBHOi BbhkHBaeMocTu (BPB) y momonbix GoiabHBIX
cocTtaBuia 64 mMec, B TO BpeMsi Kak y OOJIBHBIX cTapiiel rpyi-
nsl BPB Obuta B 2 pasa Gonblie u paBHstack 133 mec, TeM He
MeHee, 00111asi BBDKUBAEMOCTb B 00€UX IpyInax Oblia OJ1UHAKO-
Ba. [ToBTOpHOE Ha3HAUCHNE KITAAPHOMHA IPH TIEPBOM PEIIIIBE
BKJI npusesno k pemuccun y 30 (91%) n3 33 GonbHbIX. Y 6
(20%) GonbHBIX B JaibHEIIEM pa3BUICs BTOPOR PeLUAUB, IPU
9TOM 5 13 3TUX 6 OOJILHBIX OBLIU U3 TPYIIITBI MOJIOJBIX OOJBHBIX
BKJI. 13 15 G0nbHBIX, JICUUBIIUXCS B PELUAUBE TOJIBKO Kia-
JIpuOUHOM, BTOpoi peunaus pa3suics y 5 (71%) u3 7 60sbHbIX
C paHHUM TIEepBBIM peuuanBoM n y 1 (14%) u3 8 OonbHBIX ¢
MO3/IHUM IIEPBBIM peLUAUBOM. B To ke Bpems BTOpOH penu-
JIUB HE Pa3BUiICA HU y ofHOro u3 11 GonbHBIX (9 ¢ paHHUM U
2 ¢ MO3THHUM PEUUANBOM), MIPOJICICHHBIX B MEPBOM PEIHINBE
nocie KIaapudnuHa KypcoM Tepanuu puTykcumadoMm (MequaHa
HaOmroneHus 33 mec).

3axniouenue. Hamm HaOMONEHNS TTOKA3BIBAIOT, YTO JACTO-
Ta peuuauBoB Bellle npu pazsutuu BKJI B Mononom Bo3pacre,
U 4TO 100aBICHUE PUTYKCHMaba YMEHBIIAET YacTOTy Pa3BUTUS
PaHHEro pelyuIuBa 1 HOBTOPHOIO PELUUBA.

Heknaccudmumpyemas B-knetouHasa numdpoma, NpomeKyTouHasa Mmexay
anddysHon B-kpynHokneTouHom nudpomoii n numdpomoir bepkurra
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Beeoenue. Hexknaccuduuupyemass B-xinerounas aumdo-
ma (B-KJI), npomexyrounas mexny nuddysnoit B-kpymnHo-
kietounoit mumpomoii (B-KKJI) u mumpomoii bepkurra (JIB),
SIBJISIETCS. arpecCHBHON JTMMQOMON, HMMEIOIICH OIHOBPEMECH-
HO MoOpdoNorndyeckue M IUTOTeHETHYECKHE IPU3HAKU Kak
muddysnoit B-KKJI, tak u JIb, HO 10 cBOMM OHOJIOIMYECKUM
XapaKTepUCTUKAM M KJIMHUYECKUM MPOSBICHUSAM HE MOXKET
Ob1Th oTHeceHa K auddys3noit B-KKJI nmn JIB. Yacts ciyua-
eB Hexnaccupuuupyemoit B-KJI B coorsercTBue ¢ BO3 xiiac-
cudukamueit 2001 r. panbire OTHOCHIN K BepkutTononoOHo
muMpome (Burkitt-like lymphoma). IIpu rucronornaeckom nc-
CJIEZIOBAHUU BBIABIAIOT TU(PPy3HYI0 Hpoaudepaluio KIeToK
MIPEUMYIIECTBEHHO CPEHETO pa3Mepa ¢ HEKOTOPBIM MOJIUMOp-
(dbuszMoMm siziep, yacTo HaboaeTcs KapThHa "3Be3HOro Heba',
00yCJIOBIICHHAs! IPUCYTCTBUEM BBIPAXKEHHBIMU MOpdooruye-
CKMMH IpU3HaKaMH arnonto3a. YacTe ciyyaeB MOXKET MMETb
MOP(OJIIOTHUECKYIO KapTHHY, YIOBICTBOPSIOIIYIO KPUTEPHIM
JIb, HO aTUNUYHbIM UMMYHO(GEHOTUI U/UIH IUTOT€HETUYECKUE
aHOMAJINH, 9TO He 1mo3BoisieT oTHecTr X K JIB. B To ke Bpewms,
Jauarnos Heknaccuuuupyemoit B-KJI He MoxeT ObITh YCTaHOB-
JeH B cilydasx ¢ TunuuHod it nuddysnoi B-KKJI mopdo-
JOTUYECKON KapTWHOW M HamudueMm nepectpoiiku reHa MYC,
TaKXKe KaKk U B cIydasx ¢ xapakrepHoi 1 JIb mopdonorueii,
HO OTCYTCTBHEM LIUTOI€HETUYECKH BBIABISIEMON IepecTpornKu
MYC. Wnnexkc nponudepaTUBHOW AKTHBHOCTH OIMYXOJIEBBIX
kieTok (Ki-67), kak mpaBuiio, BBICOKHIA.

Mamepuanvt u memoowt. C 2006 o 2012 r. B 'ematonorn-
YECKOM Hay4YyHOM LIEHTpE HaOIrIaIuch 9 OONBHBIX JTUM(OMOI,
npomexyTouHoil mexay audpdysnoit B-KKJI u JIb, u3 Hux y 5
nuardoctupoBas Bapuant "double-hit lymphoma".

Pesynbmameut u oocysycoenue. V13 5 6onphbix "double hit"
mM(poMoH y 3 BBIABIEHO coueTaHue nepecTpoiiku renos MYC u
BCL2 (BCL-2"/MYC*),y 2 —BCL-6"/MYC". Y 3 6onsHBIX MOp]O-
JIoTHuecKasi KapTUHA COOTBETCTBOBaJa Habmogaemoi npu JIb, y
2 — uMelta IPOMEKYTOUHBIE IPU3HAKU Mex 1y AuddysHoii B-KKJI
u JIB. V 4 GonbHBIX MPOBEICHO JICUCHUE TIO MPOTOKOIY TepaIruu
mmdomsl bepkurra (3 — JIB-M-04, 1 — NHL-BFM-90), y 1 6omnb-
HOTIO B JlaJIbHEHIIIEeM BbIIOJIHEHA TPAHCIUIAHTAlUs ayTOJIOTMYHBIX
CTBOJIOBBIX KJIeTOK KpoBH (ayTo-TCKK). OnHa OosbHast ymepia oT
OCJIOXHEHUH (HECOCTOSITEILHOCT aHACTOMO3a, TIEPUTOHHT) TO-
cie 1-ro kypca xumuorepanuu 1o nporpamme CHOP. Pemuccus
nocTUrHyTa y 1 6onbHOTO ¢ Menuanoi HaOmoneHus 12 mec.

3aknrwuenue. Hexnaccuduupyemast B-KJI, oco6eHHO Bapu-
aHT "double hit", ominyaeTcs arpecCUBHBIM TEUEHHEM, YaCThIM
BOBJICUEHME B OIIyXOJEBBIH IPOLECC KOCTHOIO MO3ra, LIEHTPallb-
HOW HEPBHOM CHUCTEMBI, TNIOXUM OTBETOM Ha TEPaNuIo, BKIIOYAI0
BBICOKOZIO3HYIO0 XMMHOTEPAIHUIO C TPAHCIIAHTALMEN ayTOJIOrHY-
HBIX CTBOJIOBBIX KJIETOK KpoBH. K (akTopam HeOnaronpusTHoro
IIPOTHO3a OTHOCST TMOBBIMICHUE YPOBHS JIAKTATACTHAPOTEeHA3bI,
MEKIyHApOAHBI MPOrHOCTUYECKUH MHJEKC BBIIIE 2, HAIMYHME
Goree 2 SKCTPAaHOMANBHEIX OYaroB, MOPaKeHHE KOCTHOTO MO3Ta
W/ HEHTPAIbHOM HEPBHOM CHCTEMBI.



