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$OJUIMKYIIAPHBIE TUMPOMBI

OnpepeneHue

donnukynspHsle MMMGOMbI — Fpyrnna ornyxo-
nen n3 B-knetok B AnM@dOoy3nax, ceneseHke, 4a-
CTO — B KOCTHOM MO3re, Ne4eHn n Apyrmx aKkcTpa-
HoOanbHbIX 06acTaX. XapakTepHbI NPU3HaK —
3aMeLLeHMe OnyxoneBbIMU KNeTkaMn LieHTpa ori-
nunkyna. lNpu 3TOM 30Ha MaHTUN COCTOUT U3 HEO-
NyXx0J1IeBbIX MOPQONOrN4eCcKky 3pesbiX TMMPOLUTOB.
Taxkas ueHTPOdONINKYNapHaa KapTuHa Onyxosu
HabnooaeTca B Havane npouecca. B panbHeliwem
OnNyxo/lb MOXET BbINTU 3a npeaensl Gonnukyna,
NMOJIHOCTLIO YTPATUTL QONNKYNAPHBIN XapakTep,
XapakTepm3oBaTbCs HOOYSPHLIM POCTOM UK Npe-
TeprnesaTb MOPPOSIOrMYEeCKy0 TpaHchopMauuio B
KapTUHY anddy3Hon B-KpynHOKNETOYHON NUMPO-
capkoMbl. [1519 onyxonm xapakTepHa TpaHcokaums
1(14;18)(gq32;921) [1].

Onyxonb Bnepsble onucaHa B 1925 r. Brill, Baehr,
Rosenthal (2 cnyyas non HasBaHWEM «reHepanu-
30BaHHasa ONMKyAspHaa rmnepnnasvsa numea-
TUYECKUX Y3/10B U CeNe3eHKn») [2], XOoTs ynoMuHa-
nacb 1 panblwe [3]. Symmers B 1927 r. onucan
ewe 3 cnydyas, HaseaB 3aboneBaHMe, TMraHTCKom
boNNMKynapHon ageHonaTtuen [4].

nuaemuonorus

B ctpaHax 3anagHon EBponbl v CLUA donnuky-
nApHble NMMOOMbI BCTPEYAKTCS C HacTOTOM 2 cny-
yas Ha 100000 xwuTenen B roa, n 3aHMMatOT BTOpPOe
MecTO nocne gnd@ysHbiX B-KpynHOKIETOYHbIX
nmmMmdocapkom. Pexe oHn peructpupytotcs B A3u-
aTCKux cTpaHax. Y BbixoaueB 13 AnoHun un Kntas,
amurpupoBaBLwmx B CLUA, yacTtoTa BCTpevyaemoc-
™M QONNUKYNAPHBIX TMM@OM A0CTUraeT obLieno-
NyAsiLMOHHOM BO BTOPOM 1 NOC/EeAYIOLLNX NOKOe-
Huax. donnukynspHble NTMMAOOMbI  COCTaBSIOT
35% Bcex HexomkkuHekux numdpom B CLUA, 22%
B Mupe n 70% BCex 3PeNioKNeTOUYHbIX AUMOOM.
Bo3pactHag meamaHa — 59 net. CooTHoweHMne
MY>XXUYUH/XXEHWUH — 1:1,7.

MaToreHes

KntoyeBbIM MOMEHTOM B BO3HWKHOBEHWUU Ory-
Xonun aBnsgeTcsa nepeHoc reHa BCL-2 ¢ xpoMOCOMBI
18 Ha xpomocomy 14, 2 unn 22 (t(14;18)(g32;921),
1(2;18)(p12;921) nt(18;22)(g21;q11). Npwn 3TOM reH
BCL-2 okasbiBaeTCcs Nog, akTUBMPYIOLLMM BIIUSHU-
€M reHOB TaXesNblX (xpomocoma 14) unm nerkmx
(xpomocomsbl 2, 22) uenein UMMYHOTrN00OYINHOB.
Ctumynauma BCL-2 npuBOANT K rMnepakcnpeccumn
aHTuanontoTuyeckoro 6enka bcl-2, yrHeTeHuto
anonTo3sa.

Bcl-2 nokannadyeTtcs Ha NepUHyKIEapHON MeM-
OpaHe, MUTOXOHAPUNAX, FMagKoM 3HAOoMNa3MaTu-
yeckom petukyniome. OH perynmpyeTt npoHuuae-

MOCTb MeMOpaH, BbIXOA, Kanbuus U BbICBOOOXAOE-
HUe cBOOOOHbIX paaMKanoB, Onpenenss Tem ca-
MbIM KJIIOYEBBIE MEXaHU3Mbl XU3HEAEATENbHOCTU
knetkn [5]. Benok bcl-2 gasnaetca npeacrasute-
nem cemencTtea bcl-2-6enkos — peryngaropos anon-
TO3a, B KOTOPOE BXOAUT MHOXECTBO ApYyrux 6en-
KOB, B TOM 4uce 1 6enku, cnocobCcTByOLLME anon-
To3y — BAX. MNMpu n36bITke BAX kneTka CKIIOHHA K
anonTo3sy. lNMpeobnagaHne bcl-2 npuBoauT K pop-
MUPOBaHUIO reTepoaumepoB bcl-2/BAX, BnvsHue
BAX nopaensietca u knetka npuobpetaeTt «bec-
cMmepTue» [6].

B Hopwme bcl-2 skcnpeccupyeTtcs BceMn Knet-
KaMun NUMOONOHOro psaa Ha NPOTAKEHUN UX XKN3-
HUW, KDOME 2 3TanoB: B KOCTHOM MOS3re 1 B LeHTpe
donnukyna.

B KOCTHOM MO3re npouncxoauT nepecTpoika
reHOB MMMYHOIrnoOynunHoB [7]. STOT npouecc co-
NMPOBOXOAETCS X MHOMOYNCTIEHHLIMU CTPYKTYPHbI-
MW USMEHEHUSIMU, B Pe3y/ibTaTte KOTOPbIX NOSIBAS-
eTcs 60sbloe KOMMYECTBO NMM@POUOHBIX KNETOK:
a) aKcnpeccupyoLLme Hy>XKHble, CBA3blBaloLLME aH-
TUFrEeH MMMYHOrOOYynuHbI, 6) aKcnpeccupytloLme
VIMMYHOT100ynHbl, MO0 He CrnoCOOHbIE CBA3aTb
aHTUreH, B) KJIETKX, BOBCE HEe 3KCrpeccupyoLme
VIMMYHOTIOOYMHBLI. DTN HEHYXHbIE KNETKU YHUY-
TOXAKTCH N0 MexaHM3mMaMm anonTo3a, OANH U3 KO-
TOPbIX OCYLLECTBASETCS NOCPELCTBOM NOAABNEHUS
BblpaboTkun Genka bcl-2.

B ueHTpax ¢onnmkynoB numeaTnyeckux y3nos
M Cene3eHKN BKIII0YaeTCqd MEexXaHu3M COMaTuyec-
KOV rmnepmMyTaumm reHoB UMMYHOIN0OYIMHOB, NP
3TOM KJNEeTKW, BCTPETUBLUME QHTUrEH, NOJyyaroT
npenMyLLecTBO B nponandepaummn, a ocTajbHble
normnbatoT [8].

TpaHcnokaums 14;18, Bo3HMKaOLWASA paHo, Ha
YPOBHe npe-B-kneTok, He NpensaTCTBYET UX CO3pe-
BaHMO. MyTaHTHbIE KNEeTKM OO3peBaloT A0 cTaaumn
HamBHbIX B-knetok IgM/D+, KoTOpble, BCTPETMB
AHTUIEH U UMEes MPEUMYLLECTBO B BbIXXWUBAHUMU
BCNeACTBME runepakcnpeccum bcl-2, nnutensHo
cyuwiecTytoT. OgHako, No BCeN BUANUMOCTU, TOJb-
KO runepakcnpeccum bel-2 HegocTaTovHO aNns pas-
BUTUS onyxonu. Knetku ¢ t(14;18) MoxHO oBHapy-
XUTb B KPOBUN 5% 1 B MuHAannHax 45% 300p0BbIX
nopen. besynepxHon nponudepaumm naTonoru-
YeCKOro kjioHa npu 3TOM He Habnwopaetcs. Ang
OnyxofieBol TpaHChOpPMaLUM MYTaHTHbIE KIETKN
OOJMKHbI MPUoBpecTn Kakme-To AOMNOSHUTENbHbIE
reHOMHbIE aHOMaINN.

KnuHuka

Haunbonee vyactas nokanudaumsa — nepudepu-
yeckne nMMdOoy3nbl, ceneseHka, MUHOANNHbI, KO-
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CTHbI MO3r, BanbaenepoBo konbuo. Kak npasu-
10, YBEINYMBAIOTCS pasMepbl O4HOO UM HECKOJb-
KX NMMPaTUHECKNX Y3I0B. VI3 aKkCTpaHoanbHbIX
MOPaXeHU vaule — Xenyao4yHO-KMLIEYHbIN TpakT,
Markue TkaHm koxu. Cpegu B-kneTo4yHbIX num@om
KOXWU 4allle BCEro BCTpeyaeTcs nepsmnyHas Gonnm-
kynspHas numdoma. Obuiee cocTosiHMe 60JIbHOro
npu HebONbLLOK Macce ONyxoau AJINTeNbLHOE Bpe-
Ms He HapyluaeTtcs. [NoasneHne B-cumntomoBs (No-
XyAaHue, nnxopagka, noTAMBOCTb) CBUAETESNbCTBY-
IOT O NEePBMYHOMN arpecCUBHOCTU UM NPOrpeccu-
poBaHuMK rpoLecca.

Kputepun anarHosa

OwnarHos ®dJ1 yctaHaBnMBaeTCcs No COBOKYMHOC-
TN JAHHbLIX: Yalle BCero yBen4mBaloTCs B pa3me-
pax ofHa WU HECKOJIbKO rpynn anM@aTtnieckux
Y3/10B, UMEIOLUX 3NaCTUYECKYIO KOHCUCTEHLMIO.
3abosnieBaHne NporpeccupyeT nocTeneHHo. B 6uno-
nratax AMmM@oysnoB — NceBA0dONNNKYNFAPHaAY,
HooynsapHas nubo HoaoynapHo-aAnddy3Has npoam-
depaums NMMPONIHbIX KNETOK, 9KCNPECCUPYIOLLNX
Mapkepbl LeHTPa QOINKYSIOB U UMEIOLLMX KaKyo-
nmbo w3 TpaHcnokauwuii: t(14;18), pexe — t(2;18),
1(18;22).

1. Mopdgonorus: B kope, napakoprtekce, a
MHOrga v B MO3roBoW 30He pacnosnaratltcs Gos-
NINKYNbl C  LWUMPOKUMWU LLeHTPaMu pPasMHOXEHUS,
y3KO 30HOM MaHTuun (puc. 113, 117). Pa3mepsl
GONNMKYNOB Maio PasnnyarTcs (BNPoYem, aTo He
oba3aTenbHo). [loxoxas kapTuHa MOXeT ObiTb 1
npu peakTUBHOM NumMdaneHnTe, O4HAKO MOJIHoe
OTCYTCTBME KaKUX-NMOO NPU3HAKOB MHPEKLMNOHHO-
ro npouecca — o0Llero, MecTHOro — no3BosseT
3anofo03puUTb OMNyxoJsieBylo npupoay 6onesHu.
BHellHe kneTkn ueHTpa Gonankyna Henb3sa OT/n-
YNTb OT TAKOBBIX MPU PEaAKTUBHOM JINMMaLEHUTE.
Pewatowwinm genaetcsa onpeneneHne mapkepa bcl-
2, KOTOpbIA JaeT ryctoe npokpallviBaHUE MOYTU
BCEX KJIETOK B LeHTpe donnvkyna npu Gosimvky-
ngapHor numopome (puc. 114), n nmwb eUHNYHBbIX
9/IEMEHTOB MPU PeakTUBHOM NuMpaseHuTe (CM.
puc.4a).

HamHoro yaule BCcTpedaetcs He DONINKynsp-
Had, a HoaynspHasa nponudepaums: MapruHanbHas
30Ha, CUHYCbl CTUPAIOTCS, MaHTUSA MO0 OTCYTCTBY-
€T NOJIHOCTbIO, MO0 COXPaHSAOTCS ee 0CcTaTKu (puc.
120, 124, 125). HoaoynapHOCTb MOXET NepexoanTb
B Anddy3Hyto nponudbepauuio (puc. 127), 4o, Kak
npaBsno, acCoUUMPYETCS C MJOXUM MPOrHO30M.
HooynsipHblil XxapakTtep pocTa onyxonu B aumdopa-
TUYECKOM Yy3J1e He NaTOrHOMOHWUYEH TOJLKO JMLLb
Ona GoNnKynapHo NMM@OMbI, a BCTpeyaeTcs npu
nMM@omMe 13 KINeTOK MaHTUMHOM 30HbI U TMMEO-
umtomax. Mpu aTom akcnpeccus 6enka bel-2 B Ho-
Oynsx TepseT CBOe AMarHOCTUYEeCKOe 3HavYeHne u

HE MOXeT NPUMEHATLCH B KayecTBe auddepeHLn-
a/IbHO-AMArHOCTUYECKOIro KPpUTEpPUS.

Mpn oudpysHon nponudepaunm onyxonu B
nnmdoyarne cnenyet NnpoBoAnNTbL AnddepeHumnans-
HYIO IMArHOCTUKY C XPOHNYECKUM JIUMPOSIENKO3OM,
IMM@POMON U3 KNETOK MaHTUMHOM 30HbI, Anddy3-
HbIMWU B-KpPYNHOKNETOYHbIMU NMM@OcapkoMamu.

B oTneyaTtkax Ha 3penoKIeTOYHON CTagmn npe-
obnapatot 3pensie numdbonaHble knetku (puc.112).
Mpwn TpaHchopmauum B numMmdocapkomy, NosiBs-
IOTCS aTUNUYEeCcKMe, OMOJIOXEHHbIE NMM@OUIHbIE
kneTtku (puc. 122, 123, 126). Ix npeactaButenb-
CTBO Ha CTekJie MOXeT OblTb HEMHOMOYMNCIEHHbLIM
npwv HOOYNSAPHOM MU QOSIJIUKYNIIPHOM POCTE Ony-
X0, NOCKOJIbKY POSINNKYIIbI OKPYXKEHbI 3pesibiMU
IMM@ONOHBIMKN KJIeTKaMU, KOTOpble B OTrnevyatke
MOryT npeobnanaTts.

B knaccudpukaumm BO3 (2001 r.) [9] nporpec-
Cus ONyxoJin npeacTasfieHa TPeMs CTerneHsaIMu —
rpagaunamu (Grade), kOTOpble KOJIMYECTBEHHO
neTepMUHMPOBaHbl, Hanogobue wkanbl: Grade 1
— 0-5, Grade 2 - 6-15, Grade 3 — 6onee 15 kpyn-
HbIX OMyXOJEBbIX KIETOK (LEeHTPoOAacToB Mo on-
penenexHnio WHO, 2001), noacuynTbiBAEMbIX B LiEH-
Tpe donnukyna, B nosne 3peHus nnowaabio 0,159
MM2 MUKpPOCKOMNa, UMEIOLLLEro OKyNsSp AMaMeTpoMm
18 MM, yBenuyeHnem x1 n yBenmieHne oobekTnea
x40. MNopcyet npomnsdsoamtca B 10 donnmkynax m
BbIYMCIIAETCS CpeaHdas apndmMeTnyeckasd KpPynHbIX
KJIETOK OMyX0Jiu.

[Mockosibky B pasHbiX NMM@aTu4ecKnx ysnax
NPOLEHT KPYMHbIX KNEeTOK BapbupyeT, 60JbLION
PO TOYHBIN apUPMETUYECKUIA aHANTU3 HE UTPAET.
Kpome Toro, 3penoknetodyHas GosmkynapHas nnu
HopynspHas nponndepaums B GUONCUPOBAHHOM
y3/1€ HE UCKIIIDHAeT Ham4me capkoOMHOM TpaHCchOop-
Maumm B Opyrmx num@artndeckmx ysnax, He nopn-
BEPrHyTbIX Guoncuu.

Mo HawWvm JgaHHbIM, NPeanoYTUTENbHO Bblae-
NaTb QONNNKYNAPHbIE NMM@OMbI, He AaBasi Konu-
YeCTBEHHOM XapakTepPUCTUKN:

1) C NpeuMyLLEeCTBEHHO 3PEeJSIOKNETOYHbIM CO-
ctaBom (puc. 118, 119);

2) nepexogHble mopdonornyeckmne Gopmel, cyo-
CTPaToOM KOTOPbIX ABAAOTCA NUMPOLUTLI U MPOo-
nmmoouuntsl (puc. 116);

3) bopMbl C LLUTONOrMYECKUMWN N TUCTOJSIOMNYEC-
KUMW Npu3Hakamu TpaHchopmauumm B numaeocap-
Komy (puc. 124, 125, 127-131).

MNopobHoe foeneHve He NULIEHO CYyObEKTUBUS-
Ma B BblagnieHnn nepexopHoii dopmbl. B nobom
cllyyae AmMarHos foKeH ConpoBoXAaThCs Noapob-
HbIM CJ/IOBECHbIM OMUWCAHUEM LMUTOJIOMMYECKON n
rMCTONOrMYECKON KapTUHBI, BKtoYatowem: 1) onu-
CaHue CTPYKTYpbl TMMGaTUYECKOro y3na, 2) xapak-



106 ATtnac. Onyxonu numeaTn4eckori CucTeMb!

Tep numMmdounaHor nponudepaunmn (GonnuKynap-
HbIA, HOAYNAPHBIN, HOOYNSAPHO-AUOY3HbBIN, AUd-
dy3HbIN), 3) XapakTePUCTUKY KIIETOK OMyX0nu (3pe-
Jible, NPUMECHb OMOJIOXEHHbIX KIIETOK, HaJIn4me aTu-
MUYHLIX, TPAHCHOPMUPOBAHHbBIX KJIETOK, ONncaHue
dopmbl 9aep, Hann4me, Konm4ecTso, popma, pas-
Mep, PacrosioXeHNe HyKeos, onucaHne LMTonnas-
Mbl), 4) XxapakTep pocTa aTUnnyeckux, TpaHcdop-
MUWPOBaHHbIX KJIETOK (MeJIkme CKornieHus, anpoys-
HO paccesiHbl, 06pasyloT NnacTbl, NpopacTalT Cu-
HYChbl).

2. UmmyHOpeHoTUn. MNpn NPOBEAEHUN UM-
MYHOMMCTOXMMNYECKOro UCCNeLOBaHUs naHesb aH-
TUTEN O0JMKHA BKOYaTb NaH-B kneTtoyHble map-
kepbl: CD19, CD20, CD22, CD23, bcl2, CD10,
CD5, Ki-67, cyclin D1, noBepXHOCTHbIE MMMYHO-
rnobynuHbl. Bcl2 nmeeT anarHoctnyeckoe 3Have-
HVEe NUWb B Clly4ae ero 3KCNpPeccunm B LEHTpe
donnukyna (puc. 114). CD5, CD23 B 60NbLUNH-
CTBe CllyyaeB, HO He Bcerga, no3songaT audoe-
peHuupoBaTb C NMUMPOMON N3 KJIETOK MaHTUNHOMN
30Hbl U XPOHUYECKUM JNIMMPONENKO3OM, KpOMe
cnyyaeB CD5-HeratusHom JIM3 v XJ1J1 ¢ peneun-
e 11q, npu Hanuumn KoTopon akcnpeccusa CD23
cnabo BbipaxeHa. Okpacka Ha cyclin D1 gns nog-
TBEPXAEHUs anarHoda JIM3 obs3aTenibHa kak npu
akcnpeccun onyxonesBbiMu knetkamu CD5, Tak un
npu CD5 HeratmBHOoCTM (CD5-HeratuBHble ¢oOp-
Mbl JIM3). TMpwu cnaboit akcnpeccun CD23 Heob-
XOAMMO uCCefoBaTb KapuoTUN Ha Hannyme
neneumn 11q. Ki-67 onpegenset nponudepupy-
IOWMIA KNETOYHbIA MyJl, CBMOETENbCTBYOLWNIA 00
«arpeccrBHOCTM>» onyxonn. HeobxoaMmo ykasbl-
BaTb, Kakue MMEHHO KneTkn akcnpeccupylot Ki-
67 N Kak OHW PACNONOXEHbl B FMCTONOrMYECKOM
cpese (nnactamu, MeNKMMWU CKOMJIEHUSIMU, eau-
HUYHbIE).

OnyxoneBble KNETKN HeCyT B-kneToyHble aHTu-
reHbl CD19+, CD20+, CD22+, CD79a+, noBepxHo-

CTHblE VUMMYHOTOOYNNHBI (SlgM+/-,
SlgD>IgG>IgA), aHTuren CD10+, bcl-2+ B ueHTpe
donnukyna.

3. Kapuotun vrpaet Ko4yeBylo posb: B 95%
BoigiBnsietca t(14;18)(q32;921). N'en BCL-2 Takxe
MOXET TPaHCOUMPOBATLCS B JIOKYCbl FEHOB Jer-
KUX uenem MMMYHOII00Y/IMHOB HAa XPOMOCOMbI 2
nnn 22 (IgK - 2p12 n IgL — 22g11). bonee yem y
90% 60JIbHbIX HA MOMEHT AMarHoCTUKM QONNKY-
NIIPHON NMIMMPOMbI KPOME MapKepHbIX TPaHCoKa-
LA BbISBASIIOTCS BTOPUYHBbIE XPOMOCOMHbIE abep-
paumm, ponb KOTOPbIX B Pa3BUTUM OMYXOJIN HE U3Y-
yeHa, 0gHaKo N3BECTHO, 4YTo aeneuun 11q, 1p, 10q,
13q, 6 v 17p, Tpucomun 5, 7 n 12, nonunnowu-
OIS, MHOXECTBEHHbIE XPOMOCOMHbIE 2aHOMaNUK -
NPOrHOCTUYECKN HEBNaronpUsTHSI.

JleueHune

B pnaHHOM TekcTe npepnaraeTcd pasfgeneHve
BCeX CTaaui nporpeccum GonKynapHom numaoo-
Mbl Ha TpX 3Tana. Takonm noaxon, 6e3yCcnoBHO, UC-
KYCCTBEHHbIN, NpecnenyeT Of4HyY Lelb: AaTh Bpadvy
BO3MOXHOCTb Ha OCHOBaHWU peasibHO OO0CTYMHbIX
Pa3HOPOAHbIX AMArHOCTUYECKMX MPU3HAKOB BbIO-
paTb ONTUMaJIbHYIO NporpamMmmy Tepanuu. Npu aTom
YYUTBIBAIOTCS: MIOTHOCTb, «BKOJIOYEHHOCTb» JINM-
¢oy3n0B, pacnpoCcTpaHeHHOCTb Npouecca, NpusHa-
KN MHTOKCUKaUMWU, TMMCTOJNIOrMY4ecKkas 1 LUTOoN0rn-
yeckas KapTuHa, pe3dysibTaTbl XPOMOCOMHOIO aHa-
nnsa. Takom OUCKPETHbIV NOAX0A4 B Tepanmu ony-
X0Nnu, KOoTopas B AEUCTBUTESIbHOCTU [O0CTaTOYHO
NJaBHO NepexoanT M3 OLHOW CTagum B OPYryto n
npy 3TOM He OOHOBPEMEHHO B Pa3HbIX y4acTKax
NnopaxeHns, ANKTYETCHA UCKTIIOUYNTENIbHO NpakTuyec-
KM coobpaxerHmamn. N3eectHo, 4To npu 6Guo-
NMCUM HECKOJbKNX YHACTKOB MOPAXEHUSI MOXHO 00-
HapPYXNTb, HANpPUMep, B KOCTHOM MO3re 3pesiok-
neTo4YHble nponudeparsbl, a B MIOTHOM IMMEPOY3-
ne — TpeTbio rpagaunio. PasHbie numdoysnsl Mo-
ryT 4EMOHCTPUPOBATL Pa3fINYHbIA MMCTONIOrNYeC-
KN XapakTep NopaxXeHns: OT LeHTPODONNUKYNAP-
HOro 13 6onee NI MeHee OOHOTUMHBIX HE aHan-
Na31POBaHHbIX KNETOK, A0 KapTUHbI OObLLINX O4a-
ros oM oysHor B-kpynHOKIeTo4HON numagocap-
KOMBbl.

UTak, K NnepBon rpyrnne OTHOCUTCS: NopaxeHue
OHOro MNU O4HOW rpynnsl NMMQOY310B, NOABUXK-
HbIX, 9N1aCTMYECKON KOHCUCTeHUMKN, 6e3 cumnTo-
MOB MHTOKCUKALMWN; TUCTOJIOMNYECKN — NOPaXeHue
LLEHTPOB MOJINKYISIOB, LUTONIOMMYECKN — HET rpy-
00 aTVNNYHbLIX KNETOK C BbIPAXEHHLIM MOIMMOpP-
dun3mMom, ypoaamBbiMU Hykneonamu; B OGunate-
pasnibHOM TpenaHaTe KOCTHOro Mo3ra OnyxoJieBbIX
Y3€eJIKOB HET, KAPUOJIOrMYECKM — HET NOJINKIIOHANb-
HOCTW. B 9Ty e rpynny nonagaeT U KapTuHa Mak-
podonnukynapHon numdomel Bpunnga-Cummepca,
npuv KOTOPOW KPYMHble QOSIUKYIbl UMEIOT OTHOCU-
TeNbHO Masble pas3nuynsa B pa3mepax, a B oTne-
yaTke npencTaB/ieHbl B, OCHOBHOM, 3peJSible VM-
doungHble B-knetkun, nponmmMeounTbl U HET ypona-
JINBbIX KPYMHbIX CAPKOMHBbIX KJ1ETOK.

OTa kateropust 60JIbHbIX MOANIEXUT MECTHOM
Tepanuu: ypasieHne onyxofieBoro obpas3oBaHus,
MeCTHas nyyeBad Tepanns ¢ 3axBaTOM COMpPSXEeH-
HbIX 30H NMMG@OY3N0B B CymmapHorn nose 35 Ip.
Ha aTom 3akaHuvMBaeTcs Tepanus; 60nbHble Nof-
JiexaT KOHTPOJII0 C OCMOTPOM He pexe pasa B MnoJi-
roga.

B aTtoi xe rpynne — nopaxeHue OOHOro Un
OJHOV rpynbl IMMPOY3/10B — HO NPW HANNYUKN KNK-
HUYECKNX U MOPMOSIOrM4EeCKUX NPU3HAKOB TPAHC-
dopmaumm B nuMmdpocapkomMy npeayiaraetcs pagu-
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KasbHOE yaanieHue oryxosieBoro numooyana unm
KOHrnomepara nMMm@oysnoBs; 3aTeM — KypcoBag
nonuxmmuoTtepanus no nporpammam CHOP nnm R-
CHOP (4 kypca), a B 3aBepLLEeHne — MecTHas Jy4ye-
Bad Tepanus B CymmapHoi aose 35 I'p.

BTopas rpynna xapakTepuayeTtcsa: Gosiee unum
MeHee BbIPaXXEHHOW reHepanusauyein numoaneHo-
naTun, BO3MOXHbIM BOBJIEYEHNEM CEJIE3EHKU, Ne-
YeHU, BO3MOXHbIM NMOPaXXeHNeM KOCTHOro Mo3ra,
BO3MOXHbIMW NMPU3HAKAMU MHTOKCUKALMN, TUCTO-
JNIOTMYECKN N LMUTONOMMYECKU — BCTPEeYaloTCa eam-
HU4YHble — He Bonee 5-10% — aTununyeckne Knet-
KW; Kapuonorn4yeckm — BO3MOXHO OOHapyXeHue
cy6knoHoB. B cywHoOCTK, onucbiBaeMas kapTuHa
COOTBETCTBYET NEPEXOAHON CTaAMN MHOMX remMo6-
1aCTO30B: OT MOHOKJIOHaNbHOM, KivHuYeckn 6e3
BbIPaXXEHHOW MHTOKCUKaLUUK, N 6e3 CyLLLeCTBEHHbIX
aHaTOMNYECKUX HApPYLUEHWI, K arpeCCUBHOM Ony-
X0 CO BCEMU MOPPOSIOMNMYECKUMU N KITMHUYEC-
KMMU NPOSIBNEHUSMU 3N10Ka4eCTBEHHOCTU. Hano
OymaTb, YTO ANsl 3TOW cTaamu B fanbHeliwem Oy-
neT paspaboTaH NPOTOKON JOCTATOYHO arpeccus-
HoM 1 addekTBHON Tepanum. OgHaKo CeroaHs ero
HeT, U Mbl NMpeafsaraem CrefyoLyo nporpamMmmy
neyeHus.

CHOP Ne2 B uenax makCMmManbHOro cokpalle-
Hus onyxoneson maccel, R-CHOP Ne2 (pectaau-
poBaHue nocne kaxaoro kypca lNXT), koHconupa-
uma pemuccum R-CHOP Ne2, npanee — nogaepxun-
BaloLlee neyeHne — putykcmumab no 375 mr/m? Ne2,
B cnyyae oTcyTCcTBUSA NOMAHOW peMuccum nocne 4
KypcoB lNXT — nevyeHme npoposkaeTcs no npo-
rpamme R-FMC Ne4, koHconupauusi pemuccum —
R-FMC Ne2.

TpeTbs rpynna xapakrepudyeTcsd O4YeBUOHOM
CapKOMHOI TpaHchopMaumen: NoaBNSIOTCA «BKO-
JNIOYEHHbIE» NUMPOY3/bl, CAMMTOMbI CAABIEHNS, B
4YaCTHOCTU — NMM@POOTTOKA; B MCTOJSIOMMYECKOM
npenapate — 60sbLUMe y4acTkn AndEy3HOro poc-
Ta KPYMHbIX KNEeTOK CO CBETAbIMU SApamMu, eCTb
nopaxeHme KOCTHOro Mo3ra C npucyTCTBUEM B
nponudepaTax aTMNNYHbIX KPYMHbIX KIETOK; B OT-
neyartke NMmMooy3sna — MHOM0 CapkKOMHbIX KJIETOK;
Kapuonorn4eckm — MHOXECTBEHHbIE U3MEHEHUS
kapuoTuna. Jltobol 13 npencTaBfieHHbIX NPU3Ha-
KoB, OyJy4un B € AMHCTBEHHOM YnChe, AOKEH OblTb
OCHOBaHVEeM /1 OTHECEHMS Cly4ast K TPETbE rpyri-
ne.

Tepanus aToli kateropuun 60JIbHbLIX LOMIKHA Be-
CTUCb MO NPOTOKONaM JsiedyeHusa anopoeysHom B-
KPYNHOKIETOYHOM capkombl. CHOP Ne2 B uenax
MakCHMaJsiIbHOro COKpaLLeHNs OnyxoneBon Maccehl,
R-CHOP Ne2 (pecTagmpoBaHue Mocne Kaxmaoro
kypca [lXT), koHconupauma pemuccum R-CHOP
Ne2, nanee — noanepPXmMBAIOLLLEE NIEYEHNE — PUTYK-

cumab no 375 mr/m2 Ne2. B cnyyae oTcyTcTBUS
nosiHom pemuccumn nocne 4 kypcos MNXT — neve-
HUe npoposmkaeTtca no nporpamme ESHAP (R-
ESHAP) — 2 kypca nHaykumm n 2 Kypca KOHCO-
Jauuun, nNpu HaanyMmM ocTtaTovyHOl, Heonepabenb-
Hown onyxonu — Dexa-BEAM, a B cny4ae Headdpek-
TUBHOCTU — nepexop, Ha nporpammy R-FMC Ne4 ¢
KoHconupaumen pemvccum — R-FMC Ne2 (nporpam-
Ma He UMEET NEPEKPECTHOM PE3NCTEHTHOCTU C Kyp-
camn CHOP). Bo3MoxHO Takxe npoBeneHue 6o-
KoBol Tepanuu no nporpamme NHL BFM-90.

Kak n3BecTtHo, nporpeccus Makpodonnmkynap-
Hor nuMdombl Bpunna-Cummepca (ecnuv He norpy-
XaTb ee B 06N KOHrnoMepaT (QOonanNKynspHbIX
nmdom) 3aknoydanack B nepexoge vepesd 8—10 net
13 cTagmm 0oOpPOKayYeCTBEHHOM OYeHb MendJIeHHO
yBENNYMBAIOLLLECS OMYyX0nu B OYpPHbIA CApKOMHbIIA
pPOCT Kakoro-nmbo ogHoro ysna. OgHako 1 B 9TOM
cny4yae onyxosnb MOrna umeTb — Ha pOHe BCEX Ln-
TONIOMMYECKNX U TMCTONIOMMYECKNX MPU3HAKOB Cap-
KOMHOro pocta — b0 LeHTPOodONNMKYyNsipHoe
CTPOEHME (MPU COXPaAHEHUWN HEOMYXONEBOW MaH-
TMn), MO0 00bIYHYIO KAPTUHY AN dY3HOM NMMPO-
capkombl. B nepBom cnydae nporHo3 6onee 6na-
ronpusaTeH.

MporHo3s

MepguaHa BbIXnMBaeMoCTU O0JIbHLIX COCTaBNsSET
8-10 net. Tem He MeHee, y YacTu OosbHbIX DJ
pPaHO NporpeccupyeT, a y Apyrux — NnpoTekaeT oT-
HocuTenbHO GnaronpuatHo 6onee 10 ner.

lMporHocTnyeckoe 3HavyeHWe MMEET pPafd K-
HUYECKMX MPU3HAKOB: K OTAMOLLAIOLLMM OTHOCAT-
CSl CMMMNTOMbI OMYXOJIEBOV MHTOKCUKAUUKU, Pacnpo-
CTPAHEHHOCTb, Macca OMyx0su, XapakTep Onyxo-
NIeBOro pocTa (BOBJIEYEHNE MArKUX TKAHEW, Bbl-
paxXeHHas MAOTHOCTb NMM@AaTUYEeCKnX Yy310B, KX
«BKOJIOYEHHOCTb», MpOpacTaHMe OMNyxOJbl M-
daTnyeckux KOIEKTOPOB C HapyLleHnem nmmaoo-
OTTOKa).

3a pybexom Hambosnbliee pacnpoCTpaHeHue
nonyyYnnu Age NPOrHOCTUYECKNE MOLENU: MEXAY-
HapOAHbI NporHocTuyecknin nHaexkc (Mrn) [10] n
MeXAYHapPOAHbIA NPOrHOCTUYECKUIA NHOEKC DOJI-
nnkynsapHeix naumegom (FLIPI) [11]. MIW Bkntoya-
eT: Bo3pacT cTtapwe 60 neT, NoBbILLEHVNE YPOBHSA
J14I B 2 v 6onee pas, 2—4 cTeneHb 00LLEero cocTo-
aHua 6onbHOro no ECOG, llI-IV ctagna 6onesuu,
HanMune 6onee 0OHOr0 3KCTPAHOAANIbLHOrO o4yara
1/VUNuv BOBNEYEHME KOCTHOrO MO3ra.

Mo konmMyecTBy HEONAronpUATHLIX NPOrHOCTU-
YeCKUX NPU3HaKoB GOPMUPYIOTCH 4 rpynnbl pyucka
paHHero NporpeccMpoBaHns 60Ne3HN: rpynna H13-
koro pucka — 0—1 npusHak, HN3KOro-NPOMEXYTOYU-
HOro — 2, MPOMEXYTOYHOIr0-BbICOKOro — 3, BbICO-
koro — 4 n 6onee. FLIPI Bknovaert:
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« BO3pacT cTtapile 60 nert,

< I, IV ctagum no Ann-Arbor,

+ ypoBeHb HB meHee 120 r/n,

*  4YUCNO HoJanbHbIX obnacTeii 6onee 4-x,
* noBbllWeHne ypoBHa JIAI.

Mo konunyecTBy HeBGNAronpuUATHLIX NMPU3HAKOB
GOPMUPYIOTCHA TPYU NPOrHOCTUYECKNE FPYNIbI:

+  HmM3kKoro pucka (0—1 npm3Hak HebnaronpusaTHoO-
ro NporHosa),

*  MPOMEXYTOYHOr0 prcKa (2 npmuaHaka),

+ BbICOKOro pucka (3 n 6onee nNpu3HaKoB).

MM He npuMeHUM K QONKYNSPHBIM IMMEO-
mam |-l rpagaumn, T.K. Npu 3ToM nnwb 10-15%
060/bHBIX NMonafatT B rpynny HU3KOro pucka.

PacnpoctpaHeHHOCTb 0nyxo/v no rpynnam JiMm-
¢$O0y3n10B B COOTBETCTBUM CO CTaaMpPOBaHUEM O
Ann-Arbor nmeeT OTHOCUTENBbHOE MPOrHOCTUYEC-
KO€e 3HayeHue, XOTs NOABJIEHNE NLLb OOHOr0, Uin
OOHOIM rpynnbl NMM@OY3/10B NPOrHOCTUYECKU CY-
LWEeCTBEHHO GnaronpusaTHee, YeM reHepanmao-
BaHHasa numMmdageHonatus.

TpyoHee noanatoTCH JIeHEHUIO OANHOYHBIE KPYI-
Hble nMMaTnyecKme yasbl 1 KOHIIOMepaTbl, 0CO-
OEeHHO BHYTPMOPIOLLHbIE 1 3a0ptoLLMHHBbIE. CTeneHb
COKpaLleHs 06bemMa onyxosnun No3BoJIIET FOBOPUTL
O €€ YYBCTBUTEJIbHOCTU K XMMUOTEPArnuu, 41o Cy-
LLLeCTBEHHBIM 06pPa30M NpeaonpenenseT NPorHos.
B TO Xe Bpems, TeHaeHUUsA nMMEPOY3sI0B K CNus-
HUIO, GOPMNPOBAHNIO KOHIIOMEPATOB WU K WH-

Ba3MBHOMY POCTY npeanonaraeT TpaHchopMaLumio
B M@ OCapKomy.

Knetkn onnmkynapHom nMMm@ombl B CBOEM
pPas3BUTUN NPOXOAAT A,0OPOKAYECTBEHHYIO 1 3110Ka-
YEeCTBEHHYIO CTaaun, U3MEHSAS Npu 3TOM MOpPGO-
JI0rnio.

OT Mmopdonorn4eckor 3penocTy ONyxonu 3aBu-
cuUT 00LLasa BbKMBAEMOCTb OO0JbHbIX. TeHaeHUUs
K Anddy3HOMY pocTy — HEBNAronPUATHLIV NPOrHO-
cTuyeckmin npusHak. Brill 1 Symmers onucanu no
CYyTW fena LeHTPOPOIUKYNIAPHYIO NMMPOMY —
[006POKAYECTBEHHYIO CTaAMIO DONNNKYNSAPHON M-
GOMbI, MMEIOLLYIO OT/INYUTESIbHYIO MOPQOIOrn4ec-
KYl0 OCOOEHHOCTb, @ UMEHHO — LEHTPODOSINKY-
NFPHbIA XapakTep pocTta. MaHTna coxpaHeHa, Bbl-
paxeH rmannHo3 Mex@oIMKynsapHOro NpoCTpaH-
cTBa. B oTnnyme o1 peakTuBHbIX, OnyxosieBble Hosi-
JINKyIbl pacnofaralTcs B KOPKOBOM M MO3rOBOM
cnoe numooysna, OCTUralT rMraHTCKnX pasme-
pOB, COABNMBAIOT CUHYCbI, HEPEeaKOo rnpopacTas ux.

OTa pmobpokayecTBeHHas onyxonb Yyeped 9-10
NIeT MOXEeT TpaHchHOopMMpPOoBaTLCS B ObICTPONPOr-
peccupyouyo n1MMEeoCapkoMy, KOTopas B OOHUX
MecTax CoxpaHsaeT QONNKYNSPHbIA XapakTep, a B
OpYyrux — He oTinymMa ot amudoysHom B-kpynHo-
KJIETOYHON NUMGPOCaPKOMbI.

BblpaxeHHas T-keTo4yHas peakums ¢ obunmem
T-kNeTok B MeX®OINKYISIPHOM MPOCTPAHCTBE —
NPOrHOCTUYECKN HebnaronpuaTHa.

Puc. 112. ®onnukynapHas numdoma. OTneva-
TOK numoboysna (UMMm.).
CybcTpart onyxonu npeacTtaBneH Mop@onorniyeckn ape-
NbIMW 3NIeMeHTaMN — J'IVIMCDOLI,MTaMI/I n I'IpOJ'II/IMCbOLI,I/ITa-
MW.
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Puc. 113. donnukynapHaa numdboma. MN'mctono-
rmyeckui cpesd numdoysna (man. yB.).
BuaHbl MHOXECTBEHHble honnnkynononobHsle 06paso-
BaHWA.

Puc. 114. ®onnukynapHas numdoma. MIMMmyHo-
FMCTOXMMNYECKUI npenapaT nMMdoyana, nepok-
cupaasHbin meton,. Okpacka Ha bcl-2 (man. yB.).
CTtpenkamu ykasaHbl KNETKU OMyXOmneBbIX «DONANKYNOB»,
no3uTueHbIE Mo bcl-2.
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Puc. 115. ®onnukynsipHas numdoma. Fmcrtono-
rmyeckuin cpes numdoyana (man. yB.).
OTHOCUTENBHO TOHKAas NoJlocka MaHTUK pasnendet gBa
CBETJIbIX OMNyxXoJsieBbIX UEHTPa CbOﬂﬂI/IKyJ'IOB.
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Puc. 116. @onnukynsapHas numdoma. ToT xe
npenapart (6. yB.).
BugHbl KpynHble CO CBETNbIMM SApamMu U SApbILUKaMU
KNEeTKN OMyxONeBoro ueHTpa donnvkyna. B nesom yrny
pacnonaraeTcsi Noa0cka KIeToK MaHTUN, UMEIOLLLX N1oT-
Hble aapa.
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Puc. 117. ®onnnkynapHas numdpoma. MmcTo-
norvyeckuii cpes numdoysna (man. yB.).
donnukynonogobHbie paspacTaHus — 30Ha MaHTUKU
MCTOHYEHA, OXBaTbIBAET LLEHTP Onyxonesoro honnu-
KyJfla He MOJIHOCTbIO.

Puc. 118. ®onnukynsapHas numdoma. ToT xe
npenapart (6. yB.).
CybcTpat onyxonm — Mesnkme NMMMeonaHble KNeTku ¢ 94-
pamMmun HerlpaBVIﬂbHOVl C]JOprI N OONHOYHbIMU MEJTIKUMUA
A0PbILLKaAMW.

Puc. 119. ®onnukynsapHas numdpoma. ToT xe
npenapart (6. yB.).
dopma saep MMMPONAHbLIX KNEeTokK B UeHTpe donnvkyna
NPUMEPHO OAMHAKOBa, N0 pa3MepamM OHU KpynHee 3pe-
NbIX TIMMOOLMTOB.
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Puc. 120. donnukynapHas numdoma. MN'mcrono-
rmyeckuii cpes numeoysna (M. yB.).
Bonbluas yacTb cpesa 3anosiHeHa GoNnnKynonoaobHbI-
MW, MeCTaMn CnBalLWMMUNCA pa3pacCTaHNAMA J'IVIMCDO-
NAOHbIX KNIETOK; MaHTUA NCTOHYEHa, Ha OTAE/IbHbIX y4acCcT-
Kax He NMpPOCNEXMBaeTCs.

Puc. 121. donnukynapHaa numdoma. ToT xe
npenapart (6.yB.).
B npaBoﬁ 4aCTu CHMMKa BMAHA 30Ha MaHTUK, O6p830-
BaHHaa napasiesibHbiIMAN paaamMu J'IVIMC]JOLI,VITOB. K maH-
TN NPUMbIKaeT OHYXOHEBbIVI o4ar, KOTOprI7I COCTOUT U3
I'IOJ'IVIMOpCbeIX KNEeTOoK CO CBeTJibIMMN AapaMn N MHOXe-
CTBEHHbIMI MEJIKUMW A0PbILLKaAMW. CTpeﬂKOVI oTMe4YeH
naTtonornyeckmnii MMTo3.

-

Puc. 122. donnvkynapHaa numdoma B cTaguu

capkoMHol TpaHchopmauum. OtnevaTtok numadpo-
y3na (MmMm.)
B otneyaTtke Ha doHe numMbOUUTOB 1 NPOAMMPOLINTOB
BMAHbI KPYMHbIE aTUMUYHbBIE KNETKM C BOJIOKHUCTOM CTPYK-
TYpOW xpomMaTuHa. AOpbILLKN B CAPKOMHbIX KJIeTKax MHO-
XECTBEHHbIE, Pa3HOBENMKNE, CUHEro LBEeTa; OTAENbHblE
AOPbILLKM CMBAIOTCS APYr C APYrOM U Mpuiexar K aaep-
HoW obosouke.

Puc. 123. donnukynapHas numdoma B ctaguu
capkoMHown TpaHchopmauun. ToT xe npenapart
(MmMm.).

AHanorn4yHasa KapTUHa. BI/I,EI,Ha OAVNHOYHada ABydanepHas
CapKoMHas KfeTka.
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Puc. 124. ®donnukynsapHas numdoma B ctagmm

CapkoOMHOW TpaHchopmMauun. 'McTonorn4eckmin
cpes numdoyana (man. yB.).
HopmanbHble CTPYKTYpbl TMM@Oy3/1a NOSIHOCTLIO 3aMe-
LLEeHbl KPYNMHbIMW HOAOYNAPHbIMU 06paSOBaHM9|MM, oTae-
JIEHHBIMM ApYr OT Apyra Tsxamu rpyboBOSIOKHUCTON CO-
e,D,MHMTeﬂbHOIZ TKaHW.
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Puc. 125. donnukynapHaa numdoma B ctagum
capkoMHol TpaHchopmauumn. ToT xe npenapar (0.
yB.).

CHMMOK BbIMNOJIHEH B MECTE CTbIKa TPEX HOAYNSPHbIX 06-
pa3oBaHuii. MaHTus OTCyTCTBYET.

Puc. 126. donnukynapHaa numdoma B cTaguu

capkomMHor TpaHchopmauum. OTnedaTtok numMado-
y3na (MMm.).
KneTouHbln cocTaB oTneyaTka noanMopdHbIi — OT eaun-
HUYHBIX TMMOOLIMTOB-LEHTPOLMTOB A0 rpydo aTUnnYHbIX
KPYMHbIX CAPKOMHbIX KIIETOK C YPOAIMBLIMU SAPaMU. Fapa
KPYMHbIX KIETOK MMEIOT BOIOKHUCTYIO CTPYKTYPY XpoMa-
TUHA, 90PbILLKN B HUX MHOXECTBEHHbIE, Pa3HOBENVKMNE,
4acCTb U3 HUX NPUIEXUT K SOEPHOI 000JI04KeE.
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Syt

Puc. 127. ®onnukynapHas numdboma B cTagum
CapkKOMHOW TpaHchopmaumm. McTonornyeckuni
cpes numdoyana (man. yB.).

Cpes 3anosiHeH KPYMNHbIMU CIBAIOLLMMUCS OMyXOJ1eBbI-
MK 06pas3oBaHNAMUN — HOAYNAPHO-ANDPY3HBIN TUN pon-
JINKYNSPHON NUMGOMBI.
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Puc. 128. ®onnukynsapHas numdoma B ctagnn
capkOMHOIM TpaHcdhopmaumn. ToT Xxe npenapat
(man. yB.)

Mo nepudepun CBETNOrO o4ara OMnyxoJsIeBOro pocTa,
COCTOSILLEr0 U3 KPYMHbIX KIETOK, pacrofaraeTcs 3oHa
MaHTUN U3 ManbIX HMM(I)OLI,VITOB.

Puc. 129. donnukynspHaa numdboma B ctagun

capkoMHol TpaHcdopmaumn. ToT xe npenapar (6.
yB.)
Cyb6cTpat onyxonv NnpeacTaBieH NoYTy UCKITIOYUTENTbHO
KPYMHbIMUY KJIETKAMK C CETHaTON CTPYKTYPOI XpoMaTmHa
1N MHOXECTBEHHbIMW S4PbILLKAMUW, 4aCTb KOTOPbIX UMEET
HenpaswibHylo ¢dopmy. B none 3peHus BuaHbI ABa MuU-
TO3a (BblaeneHsbl ctpenkamm). MHoro makpodaros — kie-
TOK C LUMPOKO CBET/ON LMTOMNIA3MON, COAEPXKALLEN OC-
TatkM GaroLMTUPOBAHHBIX YacTuUL, (OTMEYEHbI CTpeska-
MK).
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Puc. 130. donnukynapHaa numdoma B cTagmm Puc. 131. donnukynapHaa numdoma B cTaguu
CapkKOMHOW TpaHchopmauun. MCTonornyeckmn capkoMHoM TpaHchopmaumn. ToT xe npenapar (0.
cpes3 numaooysna (man. yB.). yB.).

B npenapare cKkonneHmsa rpy60aTv|nv|qu|x CO CBeTJibIMA AHanorn4yHas KapTUHa.

a0paMu KNeTok, BUOHbl N MHOIrogaepHble 3J1IEMEHThI.
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NUM®OMA U3 KJIETOK MAHTUMHOM 30HBI

JlIumdpoma 13 kneTtok MaHTUNMHOM 30HbI (JTIKM3)
paHee npeacTaBngnacb Kak reHepanu3oBaHHagd
nuMmdartmyeckasd onyxosb, XxapakTepuayroLascs
arpecCuMBHbLIM KIIMHUYECKUM TEYEeHUEM, Masion
9¢hPEKTUBHOCTLIO CTAaHOAPTHOW XMMUOTEpPanuu;
yacTon GnacTHol TpaHchopmaumen, KOPOoTKOM
o0LLel BbKMBaeMOCTbIO. B paboTax nocnegHux net
OblNO NOKA3aHO, YTO KAVMHMYEcKasd KapTuHa JUM-
GOMbI U3 KNETOK MaHTUNHOM 30HbI FETEPOreHHa B
LUMPOKMX Npeaenax: onyxojlb MOXeT ObITb reHepa-
NIM30BAHHOW MW NopaxaTb NPEUMYLLECTBEHHO
nnmMmdaTumyeckue y3snbl, Ui cene3eHky, Uiv UCKJIo-
4YNTENbHO 3KCTPaHoOasbHble 061acTu — BEKN, Xe-
NYA0YHO-KULLEYHbIA TPakT, KOCTHbIA MO3r. Boeige-
NFI0T TakXke HEeCKOsIbkO MOpPdONOrn4yecknx Bapu-
@HTOB — KJIACCUYECKUI, MENKOKIETOYHbI, 61acTo-
WAHBIV (KPYMHOKIIETOUHbIN) U NieoMopdHbIn. [Npak-
TUYECKU BO BCEX Cnyvyasx 3aboneBaHns BbIIBNSET-
c4 natoreHeTmyeckas TpaHcnokaumsa
1(11;14)(q13;932), np1BOAALLANA K FMNEpPaKCrnpec-
cun apepHoro 6enka umknuHa D1 mn HapylleHuto
perynsaumm KneTo4yHoro uukna. NMostomy cerogHs
TEPMUH «TMMPOMA U3 KIIETOK MAHTUMHOWM 30HbI»
aBngeTca cobuparenbHbiM MNOHATUEM, 0ObeauHS-
IOLLMM rpynny B-KneTo4HbIX Onyxonen, xapakrepu-
3YIOLWXCA TpaHcnokauuen mnam amnnmupunkauymen
nokyca 11q13, 4To NPMBOAUT K rMNepaKcnpeccun
aaepHoro 6enka uuknuHa D1 [1].

3aboneBaHVe CHMTAETCSA PEOKMM U COCTaBNAeT
meHee 10% oT Bcex numdartnyeckmx onyxonen. Tem
He MeHee, yYnTbIBas MHOroobpasuve KAMHUYEeCKNX
dOopM, NCTMHHAs YacToTa BCTPEYaeMoCcTn Numaeo-
Mbl U3 KNETOK MAHTUNHOM 30HbI MOXET ObITh 3HA-
yntenbHo Bbilwe. B CLUA yactoTta JIKM3 cocTtaB-
naet 2,5-4,0% ot Bcex numdom, B EBpone 7—
9%, B 9AnoHun — 5,9%. bBonewT B OCHOBHOM
NOXWsble MYX4UHbl (CpPeaHuii BO3pacT Mpu yc-
TaHOBNEeHUn pguarHoda — 60 netr, M/K - 4:1).
YactoTa BcTpevaemocTtn JIKM3 B Poccuiickon
depnepaumn HenzeecTHa. B MHL, B TeueHue nocne-
aHux 10 net Habnoganock 70 nauneHToB (53 Myx-
YnHbl N 17 XeHwuH. Pe3ko npeobnagan BO3pacT-
Hor uHTepsan 50-60 n. [2].

MaToreHes

LuToreHeTu4yeckue HapyweHUusi, MOJNEeKy-
N9pHO-OMonoruyeckne ocob6eHHocTn M naTo-
reHes

CuuTaeTcs, 4TO NEPBUYHBIM LUTOFrEHETUYECKUM
COObITMEM B MATOreHe3e onyxosnuv 9BAseTcs TpaHC-
nokauus t(11;14)(q13;932) (puc. 132), npouncxo-
Os1asa B KOCTHOMO3roBOM  npejLlecTseHHnke B-
KNeTku 1 aBngioLLasca owmbkor npouecca nepe-
CTPOMKN FEHOB TSXKENbIX Lienein MMMyHoOrnoodynm-

HoB. Metogom D-FISH (dual color fluorescent in
situ hybridization) oHa BbigBNSIeTCSA NPaKTUYECKM B
100% cny4yaeB. MimeloTca onMcaHus BapUaHTHOM
TpaHcnokaumn 1(11;22)(q13;q12), c BOBNeYeHneEM
nokycos PRAD1/CCND1 v reHoB nerkoi uenu A B
22qg12.

B pesynbTaTe TpaHcnokaunm t(11;14)(q13;932)
reH, kogmpywowuin 6enok umknuH D1, nepeHocuT-
csa n3 nokyca 11q13 B NOKyC reHOB TSXeNon uenm
nMmmMyHornobynuHa (IgH) B 14932 n runepakcnpec-
cupyeTcs. MoBbILIEHNE 3KCMPECCUMU FeHa NPUBO-
OVT U K NOBbILLUEHUIO SKCMPECCUN KOANPYEMOTO UM
6enka. UmknuHbl rpynnel D 9BASIOTCA OCHOBHbIMU
perynaropamu TpaH3uTa knetkn u3 G1 B S-dasy
KNEeTOYHOrO uukna. B HopmanbHbIX TMM@oumTax aty
dYHKUMIO BbINONHAET uyknmH D3, a B knetkax JIKM3
— umknmH D1. 31oT 6enok obpasyeT KOMMNEKC ¢
depmMmeHTaMmu, UMKIMH3ABUCMbIMU KMHA3aMun 4 v
6 Tmnoe (CDK4 n CDKB6), KkoTophili 6510kupyeT pe-
TUHOGNACTOMHBIV npoTenH (pRb), nogasnaowmin
pocT u nponudepaumio KIneTok nytem 6nokanpl
TPaHCKPUNUMOHHBLIX dakTopos (E2F1). MaTonoru-
YeCkM MOBbILLIEHHOE KONMMYEeCTBO umkamHa D1 no-
3BONIFET LUMTOreHEeTMYEeCKkN OedeKTHbIM KieTKam
MWHOBATb KOHTPOJIbHYIO TOYKY anonTto3a B G1-dase
KNEeTOYHOro UMK, 4TO AAET UM MPENMYLLLECTBO B
pPOCTE Hafd, HOPMalbHbIMU KNIETOYHbIMY aHaNoramm
M NPUBOANT K UX HaKornneHuo [3].

Mporpeccus onyxonu cBsfi3aHa C MyTaLUSIMU
reHoB, Koaupyowmx 6enkn, yyacTByoLMe B MeTa-
6onmame uuknmHa D1 n UnKNMH3aBUCUMbIX KMHA3
(p15, p16, p21, pRb) 1 NpoanonNTO3HLIX FEHOB
(ATM, p53). CTaHAapTHBIMN BTOPUYHBbIMU LUUTOre-
HETUYECKMMN HapywWeHnamMmmn ABNAOTCSA
del(11)(g22-g23) — BcTpeyaeTca B 50% cnyyaes,
del(13)(q14) — B 30-50% cnyyaes, del(17)(p13) -
B 25% cnyyaeB u del(9)(p21) — B 40% cny4yaeB
6nacTougHoro BapmaHTta (ctagumu) u B 5% cnyya-
eB knaccuyeckoro. NMomumo atoro B 10-30% cny-
yaes onpegenstoTtcsa +3/3(q25-gter), del/t(1)(p21-
23), t/dup(8)(g22-24), del(6)(gq15-g21),
del(6)(g25), del(8)(p21-p23). Mpwn GnacTongHOM
BapuaHTe (ctaanun) oOblYHO BbIIBASETCS KOMIMIEK-
CHbI KapnoTun ¢ runepaunnovaven [4] (puc. 133).

PasHoobpa3ve KINHUYECKON CUMMTOMATUKL U
MOPOSIOrN4ECKOM KapTUHbI NpeanonaraeT cyLue-
CTBOBaHME HECKOJIbKMX POPM 1 BapmnaHToB 3ab60-
neBaHus. Hem3BeCcTHO, MMEIOT I HEKOTOpble 13
3TNX GOPM NPAMOE OTHOLLEHNE K MAHTUIMHOW 30HE
BTOPUYHOIro GONIMKYNA, HANPUMep, NePBUYHAs 3K-
cTpaHoganbHaga dopma, Npu KOTOPOWM HEPEOKO Mo-
paxatoTca obnactu, rae B HOPME HeT OpraHu3o-
BaHHOW nuMmdounaHon TkaHn. Cneunduryeckas Tka-
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HeBasi TPOMHOCTb OMYyXONEBbLIX KNETOK, «UMHCTUHKT
OOMa» ABNAIOTCS 3MMUPUYECKMM OObSCHEHUEM
aToro eHomeHa, TpebyWero nccnenoBaHng
MOJieKyn aares3nun, OpraHHbIX U TKaHEBbIX MyTen
anddepeHUMpPOBKM HopMasibHbIX CDS-MO3NTUBHBIX
B-kneTok.

JaHHble 0 MyTaUMOHHOM CTaTyCe reHoB Bapma-
6enbHOro pernoHa UMMYHOr100y/IMHOB HEMHOIO-
YMCNEHHBI N MPOTUBOPEYNBLI, TEM HE MEHee, Obina
NPOAEMOHCTPUPOBAHA N MONIEKYSIIPHAs reTEPOreH-
HHOCTb OMYXOJIn: Tak, eCAK OMNyx0Jib NopaxaeT npe-
VMYLLIECTBEHHO HEHOoAA IbHble 00/1aCTU (3KCTPaHO-
JanbHasa 1 cnyeHomeranuyeckas Gopmsbl), TO OHa
npeactaBnieHa nocTOONNUKYNFAPHBIMU KNeTKaMu.
BeposaTHO, ¢ 9TuM cBg3aHO 1 6onee gobpokaye-
CTBEHHOE, ANNTENbHOE TEeYEeHMEe Takux CJy4yaes.
Hanbonee yactasa knmHuyeckaa dopma — reHepa-
NN30BaHHas, NpeacTaBieHHas 3pesbIMU KneTkamu,

HaNpPOTMB, COCTOUT N3 NPE@OSIUKYNSPHbIX, «AEB-
CTBEHHbIX» B-n1MM@ounTOB, KOTOPbIE XapakTepnay-
I0TCS HEMYTUPOBaHHbIMK IgVH reHamu. MNpu kpyn-
HOKNETOYHbIX MOPMONOrNYEeCKNX BapUaHTax onyxo-
SN, MO HEKOTOPbIM OAHHbIM, KJETKM OMNyXxosu Mno
CBOEMY MYyTaLMOHHOMY CTaTyCy COOTBETCTBYIOT
KPYMHbIM KneTkamM (GONIUKYNSPHOro LEeHTpa; npu
aHann3e reHoB BapunabenbHOro pernoHa onpene-
NAI0TCS UAaywmue coMaTuiyeckmne MyTtaumm.

UmMmmyHOPEeHOTUN KNEeTOK Oonyxoau

KneTtkun onyxonun akcnpeccupytoT naH-B kneTou-
Hble mapkepbl CD19, CD20 1 B MeHbLLEN CTENEHU
CD22 n FMC7, NOBEPXHOCTHbI MMMYHOrNo0yNnH
IgM, pexe IgM n IgD, aHnTurensl CD5 n CD43 un He
akcnpeccupytoT aHTureHol CD10 n CD23, He 00-
pasyloT PO3eTOK C apuTpoumTamm Mbeilwn. B paae
C/ly4aeB CeNe3eHOYHOM N SKCTpaHoaanbHom hop-
Mbl kntoveBor ang JIKM3 aHtureH CD5 mMoxeT oT-



Jlumpoma n3 K1eToKk MaHTUNHOV 30HbI 117

CYTCTBOBaTb, MPU KPYMHOKJIETOYHbIX BapuvaHTax
Onyxon MOXET BbISIBAATLCS OMCKOPOAHTHAA 9KC-
npeccua CD5 n CD43, T.e. 04MH N3 aHTUITEHOB Bbl-
aBngeTcyd, a opyron otcytcTeyeT. 1o naHHbIM D.D.
Weisenburger n J.0. Armitage, B 60% cnyyaes on-
penenseTcs KIOHaNbHOCTb MO A-JIerkoi uenn nm-
MyHornobynuHa, B 40% — no x, Yalle onpeaenser-
CSl MOBEPXHOCTHEIN IgM, pexe IgM n IgD. 3T10 He
COOTBETCTBYET HalLMM AaHHbIM — B Bbibopke 60J1b-
Hblx THLL GONbLUMHCTBO ClyvyaeB 3KCrpeccupyeT
IgM n IgD, pexe BbigBnsancga Ttonoko IgM, a kno-
HaJIbHOCTb MO NEerknM LLensiM K 1 A perncTpmpoBa-
nacb 04MHAKOBO 4acTo.

AHTUreHbl CD23 n CD10 B GOnbLUIMHCTBE CIy-
yaeB OTCYTCTBYIOT, 4TO oT/myaeT knetkm JIKM3 ot
knetok B-XJUJT n ponnukynapHon numpomsl. Tem
He meHee, B 10% cny4yaeB MOXeT 3KCMpPeccupo-
BaTbCH XapakTEePHbIA 419 XPOHMYEeCKoro B-kneToy-
Horo numdonerikoda aHtureH CD23 Ha 3HauuTenNb-
HOM yuncne (>30%) onyxoneBbIX KNETOK, a Npu Kpymn-
HOK/IETOYHbIX BapuaHTax HEPeaKO BbIABNSETCS
CD10.

AkTMBaUMoOHHbIe aHTUreHol CD38, CD25 n CD71
onpepensoTcs B O0NbWIMHCTBE cny4vaeB. [ponu-
depaTtumBHbI nHaekc Ki-67 Bcerga Bbille, 4em npu
XPOHUYECKOM NM@ONenkose, 1, B 3aBUCUMOCTU
OT Mccnenyemon TkaHu (KpoBb, KOCTHbIA MOST,
nnmdartndecknii yaen), coctasnaet 2—10%. VHor-
[a [naxe npu MesnKOKJIEeTOYHOM BapuaHTe MOXeT
BbISIBNIATLCS AOCTATOYHO BbICOKMI NponvudepaTus-
HbI nHaekc — 20-30% u 6onee. ITO NPU3HAK He-
GnaronpusTHOro nporHo3a. Npu nepenyHom Gna-
CTOWAHOM BapuaHTe uim npu 61acTtHo TpaHchop-
Mauum nponndepaTmBHbIA NHOEKC MOXET COCTaB-
nate 50-90%, vHorpa HabnogaeTcs aHoMaslbHas
39KCNPECCUs UMMYHONOrM4eckmnx mapkepos — CD8
(aHTUreH T-cynpeccopoB/UUTOTOKCUYECKUX JIUM-
douuTor) n CD10 [5].

Y 50% 60bHbIX BbISBNSETCA MOHOK/IOHAIbHAs
cekpeumns, obbl4HO Genka beHc-IxoHca B Mouye.
Cekpeuusi M-npoTerHa B CbIBOPOTKE KPOBM Habio-
naeTcsa He 6onee yem y 10% naumpeHToB. M3 gpy-
rmx 0COBGEHHOCTEN HEOOXOAMMO OTMETUTb MOBbI-
LLIeHVE YPOBHS NOJIMKIOHANBHOrO UMMYHO106Yn-
Ha IgA y NauMeHTOB C MOPaXeHUEeM Xenyao4yHo-
K1LeyHoro TpakTa [2, 5].

LinTonornyeckas n rucrosiormieckas kap-
TUHA

B 60nblIMHCTBE CnyYyaeB Npu AMarHoCTMKe 3a-
B6oneBaHns BbISBASIETCS 3PESIOKSIETOYHAsA ONYX0b,
B MMCTOJIOTMYECKMX MnpenapaTtax KPYmnHbIX TpaHC-
GOPMUPOBAHHBIX KIETOK NpakTudecku Het. [lpu
35TOM MOXET ONPeaenaTbCa HOQYNSPHbINA, HOAYNAP-
HO-ANDOY3HBIN NN and@y3HbI TUn pocta. Ham-
6onee yacTblii KNeToyHblin TMN npu JIKM3 - kneT-

ka, 6bonee kpynHaga, 4em Manbii NMMPOUnT, C A4-
pPOM HernpasuibHOM GOpMbI (pacLLenfieHHble, 3a-
3ybpeHHble fapa) U cpefHux pasMmepoB 060KOM
6nepHon unn cnabo6a3odunbHON LUTOMNNA3MBI.
XpomaTtuH aapa MenkornbidyaTbiii, B LMTOJIOrMYeC-
KMX NpenapaTax-oTneyarkax 06bI4HO BCTpeyaloTcs
€0UNHNYHbIE KJIETKW C POBHbLIM, «LUarpeHeBbiM»,
MENKO3EPHUCTLIM PUCYHKOM.

B TO e Bpems B 3HAYUTENIbHOM YUCIIE CllyYaeB
KJIETKM OMyX0JIn MOryT COOTBETCTBOBATb MaJibiM
aumdpoumtam. Y 20% OO0nbHbIX yXe Npu nepBuy-
HOM obcnenoBaHUN anarHocTupyoT de novo 6na-
CTOUAHBIV UV KPYMHOKIETOYHbIA BapuaHT 6ones-
HU. B nocnegHem cnyvae, NOMMMO OMOJIOXEHHOIO
COCTaBa KJ1eTOK C BblPaXEeHHbIMW YepTaMuy aTUnmsa-
Ma, nonmmopdusma, nPUCyTCTBMEM 3JIEMEHTOB C
rpPaHyfNsgpPHbLIM XPOMAaTUHOM S4ep, onpenenseTca n
ocobas KMHMYeckas kapTuHa: MaccUBHOe nopa-
XeHne nMMdaTnYecKknx y3nioB, B MEHbLLEN cTene-
HU cene3eHkn? n OTCYTCTBME BOBJIEYEHUS KOCTHO-
ro mosra, nepmdepnyeckon KpoBMU U 3KCTPaAHO-
nanbHbIX obnacten [1, 2].

Knunuyeckne ¢dopmbl 3aboneBaHusa, oco-
GeHHOCTU reHoTUNa, UMMyHOgEeHoTUNa U Mop-
donorum

FeHepannsoBaHHasi ¢popma, 3pesioK/ieToy-
HbIi BapUaHT

KnnHuyeckasa kapTuHa ckiagbiBaeTcs U3 pac-
MPOCTPAHEHHOW OMyX0JN, NOPaXatoLLEeN B paBHOWN
Mepe nmMmdaTmnyeckme y3nbl, Cene3eHKy, KOCTHbIN
MO3r, nepndeprnyeckyto KPOBb 1 9KCTPaHOAASIbHbIE
obnacTtn (NpPeMmyLLecTBEHHO ClM3ncTbie 060J104-
KW Xenyao4yHO-KULLEYHOr O TpakTa) U, B OT/in4Yue OT
Hayana XPOHWYECKOro nNMME@ONenkosa, — paHHUX
NPU3HAKOB MHTOKCUKauMn. Tun pocTa B IMMpOoy3-
e — HOAYNSAPHbLIA UKW HOAYNSPHO-AUDDY3HbIN,
ONyXxOJfiEBblE KIIETKU UMEIOT TUMMNYHYIO MOPQON0-
M0 — OHU KPYMNHee manbix aumgounTos, ¢ 6nen-
HOW UMTONNA3MOWN CpefHUX pasmMepoB U Henpa-
BUJIbHBIMU KOHTYpaMu apa — 3a3yOpeHHbIMU, pac-
LLerneHHbIMu, BOaBieHHbIMU. KpynHble TpaHCchop-

0osbHOI JIKM3 JIOHOP

D1 D2 D3 MiX  w—

Puc. 134. Dkcnpeccus uyknuHoB rpynnel D (D1,
D2 n D3) B numdpouutax 6onsbHoro JIKM3 n goHo-
pa. Y 6onbHoro JIKM3 npeobnapaet umknuH D1.



118 Atnac. Onyxoau num@paTnyeckor CUCTEMbI

Puc. 135. T'mcTonornyeckme n UMTONOrMYeckne npenapartbl NMM@aTMyeckoro ysna 00obHbIX CO 3pe-
JIOKNIETOYHLIM BaPUAHTOM reHepann3oBaHHoM Gopmbl JIKM3.
1 — anemMeHTbl HOAYNSAPHOro PocTa B IMMPATUYECKOM y35ie; 2 — MPENMYLLECTBEHHO AN(DY3HbI TUM POCTa; 3 — OMyXo-
nieBble KNEeTKU 06pa3ytoT psfbl, aHaorMyHble onpeaensemMbiM B MaHTUIAHON 30HE BTOPUYHbLIX GOINKYNIoB; 4 — 605b-
LLUIMHCTBO OMNyXOJ1eBbIX KNETOK MMEIOT HeENMPaBUJIbHYIO N PaCLUEn1eHHY q)opmy aa0ep,; 5- onyxoneBble KNeTkn B OTre-
YaTKax J1I/IMCbaTVI‘~IeCKOFO y3/1a MOryt mMeTb BUAO, TUMNYHbIX MaJibIX J1VIMCDOLI,I/ITOB; 6 - Hapagy ¢ MenkKnMm KJiieTkamMmu
BCTPEYAOTCS KIETKN CPEHUX PAa3MEPOB C MEJIKOrPaHYSIPHLIM PUCYHKOM XpOMaTmHa. Y1Cno Takmx KIIeTOK BO3pacTaet
npuv nporpeccun 3aboneBaHns.



Jlumpoma n3 K1eTok MaHTUNHOM 30HbI 119

Puc. 136. HogynapHbii poct JIKM3 B
nmmdaTnyeckom yane. FeMaToKCUINH-
3031H (06. x10).

Puc. 137. ToT xe npenapat Ha 6oJblleM YBENYEHUN.
KneTtkn onyxonm — cpegHero pa3mepa, ¢ Hel'lpaBI/IﬂbHOﬁ d)OpMOVI da0ep, 4aCTb 40ep COOePXNUT A0PbILLKA. LI,MTOI'Iﬂa3Ma
CBeTJI0-Cepasa nnn cna606a30¢manaﬂ. prI'IHbIX TpaHCd)OpMMpOBaHHbIX KJIETOK, MUTO30B He ornpenendeTcqd.

MMPOBaHHbIE KNETKM B FMCTONOrMYeCcKnx npenapa-
Tax OTCYTCTBYIOT UV HEMHOMOYUCIIEHHbI, HO B OT-
ne4yaTkax nMMmdaTyYecKoro ysna nMetoTcs Bcerpa.
OnucaHHble paHee LMTONOrm4yeckmne ocobeHHOCTH
KNeToK NUM@POMbI N3 KNETOK MAHTUAHOW 30Hbl —
MENKOrpaHyspHbIA PUCYHOK XpoMaTtumHa 1 cnabo-
KOHTYpPUPYEMBbIE SAPBILLKN — BCTPEYAIOTCA UMEHHO
B 6onee kpynHbix knetkax (A.M. KpemeHeukas,
1998). B KOCTHOM MO3re BbIIBASETCS NpenmyLle-
CTBEHHO 04aroBbIi UM 04aroBO-UHTEPCTULMASb-
HbIlA TN POCTa, Y NONOBUHBLI BONbHBLIX C BOBJIEYEH-
HbIM KOCTHbIM MO3rOM OMyXOJIEBbIE KNETKM Onpe-
[endaTca U B KpoBU. B crnyyasgx C nopaxeHHbIM
KOCTHbIM MO3IOM 1 LIUPKYAVPYIOLLMMW ONYyXOSEBbI-
MW KJIETKaMU NPaKTUYECKN BCErga nopaxeHnol Cnm-
3UCTble 000JIOYKN XENyO04HO-KMLLEYHOrO TpakTa
w1 muHganuHel BanbgenepoBa konbua [6]. B Te-
yeHre G0NIE3HN Takne NMopaxeHus OnpenesneHsbl y

67% 60nbHbIX reHepan30BaHHO 3PENIOKNETOHHON
dopmoli. OCOBEHHOCTbIO NOpaxeHus npu aTom
nmmMmdome 9BNFeTCs BOBNEYEHUE MOAYENOCTHbIX
MMdOyY3N0B, YTO O4YeHb peako GeiBaeT npu XJ1J1.

Y NonoBMHbI NAUMEHTOB B Xo4e 60ne3Hu (B cpes-
HeM yepe3 30 MmecsueB OT MOMEHTAa AMarHOCTUKM)
OMarHocTupyloT GnactongHyto TpaHcdopmaumio
[2].

JlumdounTsl 3peNoKNeTO4YHOr0 BapuaHTa reHe-
pPannM30BaHHOM HOPMbI XapakTeEPUIYIOTCH KakK UM-
MYHONOTN4eCcKun 3penble
(CD20+>CD19+>CD22+,FMC7+; IgM+, IgD-/+),
CD5 - n CD43-n0o3nTuBHbIE, aKTUBUPOBAHHbIE
(CD38>CD25>CD71) B-kneTkn ¢ yMEPEHHbIM YPOB-
HeM nponndepaTrBHOM akTuBHOCTY (Ki-67<15% —
nnmdaoysen, ceneseHka). Yncno KNeTok ¢ peuen-
TOpaMu K 9pUTPOLMTaM MbILLN He npeBbiwaeT 15%.
MpeobnagaHnsa 0gHOro TUMNa Nerkom uenm HeT. AH-
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Puc. 138. UMMyHOrncTtoxmmmyeckoe nccneno-
BaHve numdoyana.
Okpacka MOHOK/IOHaNbHbIMK aHTUTenamMm Kk CD3(man.
yB.). HopmanbHble CD3-no3uTrBHbIE T-KNeTKM B MeXdO-
JNINKYNSIPHOW 30HeE.

Tnredbl CD23 n CD10 06bI4HO HE 3KCMPECCUPYIOT-
cs HU B AebtoTe 6051e3HM, HM MPY NPOrpeccun Uam
6nactomngHon TpaHchopmaumm [1, 2].

De novo 6nactougHbiM BapuaHTOM CTpaja-
0T NPEenMYLLECTBEHHO MYXYMHbI CPEAHEro u no-
Xunoro sospacta. o pacnpocTpaHeHHOCTU Ony-
X0NIEBOr0 MOPaXeHUsi OH B LLEIOM COOTBETCTBYET
3PENOKIETOHHOMY, HO KIIMHNYECKOE TeYEHME 3TOMN
OMyXxonun — KpamHe 3110Ka4eCTBEHHOE: ObICTPO yBe-
NNYMBAIOLLAACSs, HEPEeOKo MaccmBHas numdaaeHo-
naTus U crnjieHoMeranusl, HapacTatoLlee nopaxe-
HVWe KOCTHOrO MOo3ra un KpoBu. BoeneveHne kocT-

Puc. 140. UMMyHOrMCTOXMMUYECKOE UCCNEeao-
BaHMe numdaoyana.
Okpacka MOHOKTOHANbHBIMW @aHTUTENAMN K LIMKINHY D1
(man. yB). AnepHasa akcnpeccus umknmHa D1.

HOrO MO03ra, nepmndepmn4eckon KpoOBM N 3KCTPaAHO-
hanbHbIX 001aCTel BbIIBNSETCSH BO BCEX Cly4asx.
Twun pocTa B n/y — AMPOY3HbIN, KNETKMU ONyxXonu —
6nacTtbl cpegHero pasmepa, 60blle HanoMMHal-
e kneTkm num@obnacTHbIX TENKO30B, YeM And-
dy3HbIX B-KpynHokneTo4uHbIXx numdpocapkom. OTme-
yalTca obunre MUTO30B M BbICOKMIA nponndepa-
TUBHbIN MHaekc no Ki-67. B To e BpeMs 3Ha4u-
TenbHas 4acTb KJIETOK B KOCTHOM MO3re, KPOBU U
9KCTPaHOOANbHbIX O4Yarax MOXeT OblTb 3PEsioNn.
deHoTUN NepBUYHOro 61aCTONMAHOIrO BapMaHTa re-
Hepannu3oBaHHON dopMbl JIKM3:
CD19+;CD20+;CD22+;FMC7+; k=I; IgM+, IgD+/-;
CR1+, CR2+/-; CD5+; CD43+, moxeT Habnioaatb-

Puc. 139. MMMyHOrMcToXMmMmnyeckoe nccneno-
BaHve numdoysna.
Okpacka MOHOKIOHaNbHbIMK aHTuTenamm Kk CD20 (man.
yB.). KneTtku onyxonu akcnpeccupyoT B-kneTouHblli aH-
TureH CD20.

Puc. 141. VIMMyHOrMcToXxmummnyeckoe nccneno-
BaHMe numdaoysna.
Okpacka MOHOKJIOHaNbHbIMKU aHTuTenammn Kk CD23 (man.
yB.). AHTureH CD23 onpepensetcsa Ha GONANKYASAPHBIX
LEeHOPUTHbIX KIeTKax.
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PucyHok 142. F'uctonornyeckme un uMTosiornieckue npenapatbl 605bHOro de novo 61actonagHbIM Bapu-
aHTOM NIMMMOMbI N3 KNETOK MAHTUIAHOWM 30HbI.
1, 2, 3 — bnacTHble KJIEeTKM CpeaHero paamepa B rmcTosIorMyeckomM npenapare nmmdoyana, B otnedarkax nimmdoyana
1 B TpenaHobuonTtaTe; 4 — pe3kuii NoNMMopdU3M OMyxosieBbiX KNeToK B nepnudepnyeckor kposu; 5, 6 — nopaxeHve

XesyaKa 1 KMLLEYHMKa — MeJIKOKIIETOHHOE NopaXkeHue XeyaKa, NpevMyLLEeCTBEHHO KPYMNHOK/IETOYHOE NMopakeHne crenoi
KULLIKU.



122 ATtnac. Onyxonu numeaTn4eckori CucTeMb!

Puc. 143. Nonnmopduram onyxoneBbix KNETOK B Nepudepmnyeckon KpoBm Npu 6nactonaHon TpaHcdop-

Maumn ceneseHo4yHon popmbl JIKMS3.

csa auckopaaHTHasa akcnpeccus, CD38+,CD71+; Ki-
67>20%.

B page cnyyaeB nopaxeHus nmmdaTnyeckmnx
Y3/10B MPaKTUYECKU HET, B KIMHUYECKOW KapTUHE
OOMVHMPYET CRIEHOMEranns Uam BoBie4EHNE Cn-
3UCTbIX 000JI04EK XEeNyo04YHO-KMLLIEYHOro TpakTa,
KOHBIOHKTUBbI, CIE3HON XENesbl.

Cenne3aeHo4yHoOU popmor Takxe valle 6one-
IOT MYXYMHbI, HO MOJIOBOE COOTHOLLUEHME HE TakK
BbICOKO, Kak Npu 3peNoK/IETOYHON reHepanm3oBaH-
Ho ¢dopme. CpeaHuin BO3pacT Ha MOMEHT guar-
HOCTUKM — 56 net, monoxe 50 net Tonbko 20%
naumeHToB. OCHOBHbIE KIMHUYECKME NPOSABIEHNS
aTon GopMbl — MacCcuBHas CnjieHOMeranms, Bce-
roa CconpoBOXOAKLWAACS MNOpPaXeHNeM KOCTHOrO
Mo3ra, nepudepundeckon Kkposu u B 92% cnyyaes
— 9KCTpaHoaasnbHbIX o6nacten. Y nosoBuHbI 60Nb-
HbIX B CeneseHke BbigngeTca auddysHas uHounb-
Tpauus 3penbiMun Knetkammn 6es10 U KpacHOM nynb-
Mbl, Y OCTabHbIX NALMEHTOB ONPeaenseTca ocra-
ToYyHasa HOOYNAPHOCTb. B oTnnyme ot reHepanm3so-
BAHHO 3PENOKNIETOYHOM POPMBbI, B TMCTONOMMYEC-
KMX npenaparax cene3eHkn Bceraa onpeaensaiorcs

KPYMHble TPAaHCHOPMUPOBAHHbBIE KNETKU, UX KOJN-
4eCTBO NPSIMO KOPPENUPYET CO CTEMNEHDBIO CMJIEHO-
Meranun. NMopaxeHne KOCTHOro Mo3ra Takxe 00bly-
HO 04aroBO-WHTEPCTULMANBHOE WUNM 04aroBoe,
onoddysHasg MHOUNLTPaLUS BbIABASETCS TOMNbKO Y
25% 6onbHbIX [2].

CBoeobOpasne NposiBNEHUN «UHCTUHKTA OOMa»
KNeToK Cene3eHO4YHor GopmMbl COCTOUT B TOM, HTO
NeKeMmn3aums 1 peLmpkynaums obycioBneHsl No-
paxXeHneM He CTOJIbKO KOCTHOro MO3ra, CKOJIbKO
cenie3eHKn: Nocne ee yaaneHus 0TMEYaeTcsl yMeHb-
LeHne cTeneHn MHGUNbLTPaUumM KOCTHOrO Mo3ra 1
CHUXEHNEe YPOBHA NMMdATUYECKOrO NenKoLmnTosa,
YTO OTNIMYAET 3Ty BONE3Hb OT XPOHUYECKOro B-kne-
TOYHOro NMMGONENKO3a 1 AenaeT NOXOXen Ha NM-
dounTomMy ceneseHkm.

Cneunduryeckoe nopaxeHume nevyeHn Bcerga
NOATBEPXAAETCHA MMCTONOrMYECKN, HO HE COMpPO-
BOXAAETCSH KIMHMYECKUMUN 1 TaBopaTopHLIMMU Npn-
3HaKamMu Ne4YeHOYHOM HeQOCTaTO4YHOCTMU.

OKCcTpaHoZanbHble NOPaXeHnsa Npu aTon dop-
Me OTANYAKTCS TEM, YTO BbISBASIOTCA NpenmMyLLe-
CTBEHHO Mpu nporpeccum n TpaHchopmauum 3a-
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Puc. 144. N'mctonormnyeckas kapTuHa B aebiote 3abonesaHns 1 npu 6n1actHo TpaHchopmMaumm cene-
3eHo4HOoM dpopmbl JIKM3.
1, 2, 3, 4 — rucTonormnyeckme npenapatbl nevyeHn n ceneseHkn (06.x10), oTneyaTkn ceneseHkn B AebioTe 60Ne3HN
(uMmMm.). TN NOpaxeHnn — O4aroBbIA, MENKOKIETO4HbIN. KpynHble KNeTkn B LLUTOIOrMYECKOM npenaparte eAnHNYHbIE;
5, 6, 7 — rucrtonornyeckme v uMTonormieckme npenapartbl 1Mm@oy3sna npu KPynHOKIETO4HOM TpaHcdopmauumn. Beipa-
XEeHHas MakpodaranbHasa peakuns, MUTO3bl; 8 — OMyxoneBble KNEeTKN B CMIMHHOMO3IOBOM XUAKOCTU (UMM.).



124 Atnac. Onyxoau num@paTnyeckor CUCTEMbI

Puc. 145. FT'mcTonornyeckme n UUTONOrMYeckmMe 0COOEHHOCTU MOPaXeHUs cene3eHkn 1 nevyeHn npu
ceneseHo4Hor dopme JIKM3.
1 — NpenMyLLEeCTBEHHO HOAYNSPHbIV TUM POCTa B cenesdeHke (Marl. yB.); 2 — NPenMyLLecTBeHHO ANd@y3HbIii TN pocTta
B ceneseHke (Man. yB.); 3, 4 — pa3pacTaHuns OMyxosneBblX KNeTOK KJIeTOK C HernpaBuibHOM GpopMoli saaep, octaTkamum
HYKN1eosbl Npu 60sbLIEM YBENMYEHUN (60N. YB., UMM.); 5 — 04aroBoe 1 NepunopTanbHOE NOpPaXXeHne neyeHn (Man. yB.);
6 — B OTnevyaTkax Cene3eHKn OMnyxoJieBble KNETKN B OONBLUMHCTBE Clly4aeB MMeEIOT HebonbluMe pasMepbl, NPUMECH
KPYMHbIX KNeTok He npeBblwaeT 30% (MMMm.).

6oneBaHusa; Hanbosiee 4YacTo onpenenseTcs BOB-
Jle4eHne CNN3NCTbIX POTO- U HOCOIMNOTKM, Npuaa-
TOYHbIX Na3yX, B MEHbLUEN CTENeHN — Xenyao4Ho-
kuweyHoro TpakTta. Y 30% 60bHbIX Npu TpaHchop-
MaunKn BbISBNSIETCS NOpaXeHMe HepPBHOW TKaHW —

HelrponenkemMms, onyxonm CNMHHOMO3roBOro kaHa-
na n idunbTpaunsa nepmdepnyeckmnx HePBOB.
deHoTMN cene3eHoYHOM GOopMbl Bonee 3penbii,
4yeM reHepann3oBaHHON: Bbille konn4yectso CD22-
MO3UTUBHbIX KNETOK, 0TMEYAETCS CUJTbHAsS 3KCMPEeC-
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cua OBYX peuentopoB K kommnnemeHTty (CD35 u
CD21), Taxenbix Lenen W 1 §, nerkon uenu (vate
kanna). ¥ 30% 60sbHbIX MOXET O0TMeYaTbCs 3Ha-
ynmad akcnpeccust aHtureHa CD23, npu TpaHcdop-
Maumn Hepenko BbIABASNAChL ANCKOPAAHTHASA 9KC-
npeccus CD5 n CD43. Bcerna onpenensioTca ak-
TUBALMOHHbIE aHTureHol CD38>CD25>CD71. lMpwn
31O popMe Yy NaumeHToB Hanbonee 4acTo BbisIB-
nanacb Cekpeums MOHOKJIOHANbHOro NpoTenHa
(58% cnyyaes).

YacToTa BOSHMKHOBEHWSI CApPKOMHOM TpaHchop-
Maumun B 9TONM rpynne camas BbicOkasi 1 onpenens-
etcay 75% nauueHToB B cpeaHem yepeld 30,2 me-
caua OT MOMEHTa AMarHoCTuku. Bo3mMOXHO, 3TO
CBSI3aHO HE C MEPBUYHOM arpeCCUBHOCTBIO KIIMHUN-
4ecKoro TeyeHus, a ¢ 6onblIen NPOAOIKUTENBHO-
CTblo 3aboneBaHusi. CeneseHo4yHas — Hambonee
GnaronpusitHaa ¢opma 6one3Hu. o nosiBieHus
KJIMIHMYECKON CUMMTOMATUKN — TSXKECTU B JIEBOM
noapebepbe, aHEMUU, TPOMOOLMTONEHUWN, NIErKUX
CUMNTOMOB MHTOKCUKALMN — MPOXOOSAT roabl Ui
3abosieBaHMe cnyvyainHo 0OHapyXMBaeTCs Npu K-
Hu4yeckom obcnenoBaHun. [lBe naumeHTku (ogHa
— MOC/E CMIEH3KTOMUM) C CENEe3eHOYHOM hopMoni
NMM@OMbI N3 KNETOK MaHTUMHOM 30HbI B HACTOA-
Lee Bpemsi HabnogaTcs Ha cpokax 63 1 69 me-
CSILLEB OT MOMEHTa AMarHocTuKM, 6e3 nokasaHui K
neveHuio [2].

lNepBu4Has akcTpaHogasibHas popma BCTpe-
4yaeTca KpamHe peakKo, HOPMasbHbIM KIETOYHbIM
aHanorom mMoryt ObiTb CD5-no3uTrBHbIE B-KneTkn
C onpenesieHHbIM, CTPOro orpaHn4eHHslM adoek-
TOM goma, 0OyC/IOBAMBAIOLWMM MOpaKeHne 3KCT-
paHodanbHOM 006aacT UNK opraHa u AnuMTesbHON
HeCcrnocobHOCTLI0 MeTacTa3npPoBaTh B perMoHapHble
nmm@atnyeckme yanbl, KOCTHbIA MO3I N Cefle3eH-
Ky. [lo MOMeHTa reHepanmMaauum onyxonn oJinTenb-

Hble MOJIHbIE PEMUCCUM MOXET AaBaThb JlyyeBad Te-
panuns. Tak e, KaKk 1 Npu cene3eHo4yHon opme,
capkoMHas TpaHcdopMauuss OTMe4YaeTcs Ha Mno-
30HUX cpokax 6onie3Hn. BTo eanHCTBEHHAs dop-
Ma 3a60/1eBaHNS, KOTOPOW XXEHLLMHbLI BONEIOT Yalle
MY>X4UMH [2].

HoganbHas kpynHokneTo4yHas popma (6na-
ctoupgHasi) (puc. 146) Takxke kpariHe penka. Ony-
XOJlb XapakTepu3yeTcs N30AMPOBAHHLIM MaCCUB-
HbIM nopaxeHnem MM@Ooy3NoB 1 cenedeHku, 6e3
BOBJIEYEHUNSA KOCTHOIrO MO3ra 1 nenkeMmn3aumm, 4To
CBUAETENbCTBYET 00 OTCYTCTBUM Y 3TUX KJIETOK CMO-
COBHOCTU K PEeuMpKYSIauUn 1 UMMAaHTaLmMm B KOC-
THOM MO3re [axe Ha Mo3[HMX cpokax 0G0nesHu.
TeyeHne 3ab0seBaHNS arpecCUBHO, HO OrpaHnye-
HO TOJIbKO MCXOAHO MOPaXXEHHbIMW FpynnamMm M-
daTnyeckunx y3noB 1 cene3eHkomn. IkcTpaHoaanb-
Hoe rnopaxeHue OblI0 3apPerncTpUpPoBaHO TONBLKO
y OOHOrO MauueHTa BO BTOPOM pPeLUAMBE OMyXo-
nn. Tvn pocta B N/y — ANPOY3HbIA NN HOQYNap-
HO-ANPDY3HBIN, C BbIPAXEHHBLIM MOJNMOPDOU3MOM
OMyx0neBbIX KJETOK, 06UAMeM MUTO30B U MPOSN-
depatmBHbiM nHaekcom Ki-67 Bbiwe 30%, 9KCT-
paHoAanbHbIe NOPaXeHNs MOryT ObITb U MeNIKoKe-
TOYHbIMU.

CBa3b 3TON GOPMbI C KNeTKaMu MaHTUAHON
30Hbl HEoYeBUAHA, KEeTKM UMEeLOT Bonblue cxon-
CTBA C KPYMHbIMU KNeTkaMn GOonanKynsapHOro LeH-
Tpa, O YeM CBUAETENbCTBYET N HANN4Me COMaATU-
YyeckMx MyTauuii reHoB BapuabenbHOro pernoHa
MMMYyHOrn106ynuHoB[2].

OOLwme NPUHLMNbI IeYEeHUs U NPOrHo3

CpepHee BpeMs [0 nporpeccun n obuias Bbl-
XMBAEMOCTb Npu TIMM@POME U3 KJIETOK MaHTUIMHOWN
30HbI ABASIOTCS CaMbIMU KOPOTKUMU N3 BCEX NIUM-
daTtnyeckmnx onyxonen. Lo HegaBHEro BpeMeHu
CYMTaNoOCb HEBO3MOXHbLIM MOMyYaTh ANUTENbHbIE

PucyHok 146. 'mctonornyeckas (6. yB.) U uMTofiormieckas kaptuHa (MMmm.) numdoysna y 601bHOro ¢

HOZANbHOW KPYMHOKNETO4YHOoM popmont JIKM3.
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nosiHble pemuccun. Ho npumMeHeHne BbICOKOO03-
HOM Tepanum C ayTONIOMMYHOM TpaHCNaHTaunemn
CTBOJIOBbIX KJIETOK B NMEPBON peMmuccum 00onesHu
NO3BOJINIO MONYYUTb 3HAYUTESIbHOE YBESINYEeHne
BbXKMBAEMOCTU, MeanaHa oblen n 6espeunons-
HOWN BbIKMBAEMOCTM HE OOCTUrHyTa Npu cCpoke 7
NIeT nocne TpaHcnaaHTaumu.

[TpMeHeHVe KypcoBOW MOAMXUMUOTEPANUU NO
cxemam COP n CHOP B cTaHgapTHbIX go3ax U KO-
nuyecTtBe kypcoB 6-10 npuBOAUT K MOJIHbIM
pemuccuam B 30-50% cnydaeB. OgHako npoaon-
XXUTENBbHOCTb PEMUCCUI COCTaBNSET B CPeaHEM 8—
14 mec.

VIMelTCa MHOro4YMCrieHHble OaHHble, CBUAe-
TenbCcTByOLME 00 3PPEeKTUBHOCTU umTapadbumHa n
npenapaToB niaTuHbl (LMCnnaTuH, kapbonnaTuH,
oKcanuniaTuH) B KOMOMHMPOBAHHOW Tepanum M-
GOMbI U3 KJIIETOK MaHTUNHOM 30HbI: NPU Yepeno-
BaHuM kypcoB CHOP 1 DHAP, B kOMBUHauusx npe-
napaToB niatuHbl ¢ remumntabuHom, dnynapabu-
HOM M uMaTapabuUHOM M MpU NOCnenoBaTesbHOMN
BbICOKOOO03HOW Tepanuu C ayTOJIOrMYHOM TpaHC-
ninaHTaumern CTBOJIOBbIX KJIeTOK. B TO e Bpems,
6e3 BbICOKOL,03HOM KOHCOIMAALLMM NPOAOSIKNUTENb-
HOCTb peMunccuin Hesenuvka [7].

B pane paboT nccnepoBanacb apdeKkTUBHOCTb
Nyp1HOBLIX aHanoro.. MNMpumeHeHne GnynapabuHa
B Ka4eCTBE MOHOTepanuu NpmMBOAUT K HENPOLOI-
XUTENbHbIM (4—8 MeC), NPenMyLLECTBEHHO YaCTNY-
HbIM pemuccunsam y 10-33% 60NbHBIX MO AaHHbIM
pasHbIX uccnenoBaHuin. Vicnonb3oBaHne Gnyna-
pabvHa B cxemax, BKJOYAOLWMNX MUTOKCAHTPOH,
umknodpocdhamua n putykcumab, ap@PekTuBHO Y
50-65% 60nbHbIX, B 20-35% pmarHoctmpyeTcs
noJsiHas pemuccus 3aboneBaHusl, MeamaHa BblXXn-
BaemMocCTu cocTtasnsgeT 8-12 ner.

2-xnopaeokcnageHosnH B KomMOuHauum ¢ Mu-
TOKCaHTPOHOM NMPUBOAUT K peMuccusam y 58% nep-
BUYHbIX GOJIbHBIX 1 BOJIbHLIX B MEPBOM peuuamBe.
Mcnonb3oBaHue 3TOro npenapara, CTosib 3¢pdek-
TUBHOIO MNPV BOJIOCATOKJIETOYHOM J1eKo3e, npef-
CTaBNsN0Cb 060CHOBAHHLIM Mpu NMMMbOME 13 Kie-
TOK MaHTUMHOW 30HbI, MOCKOJIbKY NPy 06eunx ony-
XONX UMeeTCs runepakcnpeccus unkiamHa D1,

Anbga-uHTeppepoH. NpumeHeHne o-nHTepoe-
pOHa B KayeCTBe noaaep>XmsaloLLern Tepanmm noc-
Jle yCcrnewHom NHAYKUMOHHON NONUXMMmnoTepanmm
yBenuymBaeT 6e3peLnavBHYIO BbIXKMBAEMOCTb B
cpenHem 0o 28 Mec, cpeaHas MpoaOIXUTENBHOCTb
XM3HW O0NbHBIX cocTaBuna 42 mec. Npu aToM UC-
CcnenoBaHuM o-MHTEPdEPOH NPUMEHSICS B A03e 3—
5 MNH en. ABaxabl B HEAEN0 B TeyeHun 18 mec.
FoBOpUTbL 06 yny4llieH N nokasaTtesnel obLLeli Bbl-
XVUBAEMOCTU He NMO3BOJIN Masblii CpOK Habnoae-
HUS 3TUX OOJbHbIX.

TepaneBTu4eckme MOHOKJ/I0Ha/IbHbIEe aHTUTEe/1a.
MoHoTepanusa putykcumadom manoadppekTrBHa,
HO B KOMOuHauun ¢ kypcom CHOP putykcrmab
adpdekTmBeH y 96% 60nbHbIX [8].

JobaeneHne putykcumaba k kypcy FCM (dny-
napabuH, umknodocdamua, MUTOKCAHTPOH) Tak-
K€ BbICOKO3(®EKTUBHO.

Bbicokonos3Hasi Tepanuvsi ¢ TpaHcruiaHTauuen
ayToJIOrNYHbIX CTBOJIOBbIX K/IE€TOK. YXe B KOHLUE
1990-x rogoB GbIIM NPOAEMOHCTPMPOBAHbLI OOHA-
nexvBsaroLme pesynbtatel Takon Tepanuu [7]. B 1o
e Bpemsi A. Freedman coo6Lun 0 TOM, 4TO BbICO-
KOOO03Has Tepanus He NpUBOOUT K U3JIEYEHUIO, U
onyxonb peunamBmpyeT y 68% O0nbHbIX, B Cpen-
HeMm yepe3 21 mec [9].

AJioreHHasi TpaHcriiaHTaums. Ha cerogHs eivH-
CTBEHHOM NOTEHLMalbHO U3J1Ie4MBalOLLLEN Tepanuen
npuv IMM@OME U3 KNEeTOK MaHTUIAHOM 30HbI ABJISET-
CS annoreHHas TpaHcnaaHTauus. B Heckonbkmx uc-
cnenoBaHUsX OblNn AOCTUTHYTBI AJINTENbHbIE NOM-
Hble PEMUCCUUN Y PELNANBHBIX N pedpPakTepHbIX
60nbHbIX. PaKT AOCTUXKEHNS OTCPOYHEHHBIX MOJEKY-
NSIPHbIX PEMUCCUIA NOCNEe TPpaHCnIaHTaumMm cemnae-
TeNbCTBYEeT 006 MHOYLMPOBAHUN peakuumn «TpaHc-
niaaHTaT NPOTUB MMM@POMBbI». B TO e BpemMs C Taknum
Jle4eHneM CBSA3aH BbICOKMIA PUCK TSXKENbIX MHPEK-
LLMOHHbIX OCIOXHEHWIN, TOKCUYHOCTM, 06YCIIOBNEH-
HOW BTOPUYHOWN BONE3HbIO, N NEeTaNbHOCTU.

Tepanua oTaenbHbIX KJIMHUYECKUX Gopm

leHepann3oBaHHasi opma, 3pPesIOKIIETOYHbIV
BapuaHT. B nHaoykummn pemmccmn ncnonb3dyoTcs an-
pobupoBaHHble Npu JIKM3 addekTnBHbIE PEXUMBI
xummnoTepanum — R-CHOP/R-DHAP, R-EPOCH/R-
DHAP, R-HyperCVAD/R-HMA. lpn 4yaCTUYHOM OT-
BEeTe NocJsie 3TUX KYPCOB MNONYYNTb NOJIHYIO PEMUC-
CUI0 MOXHO, Ucnonb3dysa cxemy DexaBEAM [10].

Y naumeHToB ctapwe 60 net ¢ oTAroweHHbIM
aHaMHe30M MPOBOAAT KYPChbl, BKJOYAOLLME aHa-
NIOrM NyprvHOB, TepaneBTU4YEeCKUE MOHOKJIOHAab-
Hble aHTUTENA U aNKUINPYIOLLME npenapaTbl — Kypc
R-FC. OcHOBHOI yrnop B 3TOM BO3PACTHONM rpynne
[enaeTcs Ha BO3MOXHOCTb MOJTyYeHUss Makcumalsib-
HO MOJIHON pPemMuccum n ee nocneayrlem noa-
LepXaHuu, XenaTtesibHO HEXMMNOoTepaneBTUYeCKn-
MU MeTogamu. B kavecTse npenapatos 419 Mnoa-
[epxuBatolLell Tepanum Moryt 6biTb UCMONb30-
BaHbl pPUTYKCUMAb, o-MHTEPdEPOH, MONHOCTbLIO
TpaHCPETUHOEBAS KMUCNOTa U KOMOMHauun nepe-
YNCIIEHHBIX.

Mpu peunamBax onyxonm v HEBO3MOXHOCTU MO
TEM UM NHBIM MPUYMHAM NPOBOAUTL A/JIOMEHHYIO
TPaHCNIaHTaLMIO UCMOb3YIOTCH CXEMbI, BKJOYaA-
IOLLIME aHanorm NypuHOB, HEKAPAMOTOKCUYHbIE aH-
TPAUMKINHOBBIE AHTUOUOTUKN, ANKUANPYOLWME
areHTbl U pUTyKCcumab.
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De novo 6nactouaHbiii v HOAa/IbHbIA KPYMHO-
KJE€TOYHbIN BapuaHTbl. MonogbiM naumeHTam 0on-
>XHa NPOBOAUTLCH TPAHCMIAHTALMS ayTONIOrMYHbIX
CTBOJIOBbIX KNEeTOK. B Tex cnyyasx, koraa BbICOKO-
[03Hasa Tepanus U ayToTpaHCnaaHTauns HeBbINo-
HUMBbI, 0OMYCKAaeTCs O4HOBPEMEHHOE NpoBeaeHne
XUMMOTEPANUU 1 JIy4eBOM Tepanum Ha KpPyrHble
OnyxoJieBble 04aru, yKopo4eHne nepepbiBOB MeX-
oy kypcamm oo 14-21 gH4a. BT10 nogpasymeBaeT
obsa3aTesibHOe NPUMEHEHNE KONOHNECTUMYINPYIO-
wmx paktopos (FM-KC®d, M-KCD, apntponoaTmH)
[7].

CeneseHoyHas ¢popma. CeneszeHoyHas u nep-
BUYHaAg 3KCTpaHoAasibHas GOpPMbl — 3TO NIUMPOMBbI
HU3KOWN CTerneHn 3/10Ka4eCTBEHHOCTU, MeanaHa
obuen BbXMBaeMocTu, no gaHHbiM MHL, cocTaB-
naet 95 mec. lNNoaTomy 0gHUM M3 METOAOB Befe-
HUS Taknx BGOJIbHbIX SBNSETCS BbIXUOATENbLHOE Ha-
6niopeHue.

[TokasaHnaMu K Ha4asy ie4eHus B Takmx ciy4a-
AxX ABAAIOTCHA HaIM4Me CUMMNTOMOB MHTOKCUKaALUN,
MaccCuBHasi CriylieHoMeranus, paspbiBbl NN MHDAP-
KTbl CENIE3EHKN, Haln4me 3KCTPaHOL4aJIbHbIX Nnopa-
XXEHUI (3a NCKJTIDYEHMEM KOCTHOIro Mo3ra 1 nepu-
depryecKon KpoBu).

OCHOBHbIM METOA0M NIeHeHUs1 Npu 3Ton popme
ABNAETCHA CIIEHIKTOMUS, NO3BOJISIOWASA NOJSYYUTb
XOPOLUNE HACTUYHbIE PEMUCCUM MPOLOJIKUTENIBHO-
CTblO OKOJIO rofa. Y psga naumMeHToB, 0ObIYHO Y
KEHLLMH MOXWIOro Bo3pacTa, ctabunndaums 3a-
6oneBaHns MOXeT OJINTbCHA HECKOJIbKO NeT U He
TpeboBaTb XMMMOTEPANEBTUYECKOrO JIEHEHUS.

O6paTtHaa cuTyaums mMoxeT HabnwOaTbcs y
MONOAbIX MY>XUUH — MOKa3aHUs K 1IEKapPCTBEHHOMY
JIe4eHUIo NOSIBASOTCS ObICTPO Y BO3MOXHO HENpor-
HO3Mpyemoe pa3BuTMe 3ab00neBaHns B BUAE HEN-
ponenkemMmm, NoPaxXeHNss CAIMHHOIO Mo3ra, 6nacT-
HOW TpaHcdopmauum onyxonan. Nommmo 3TOro,
oxunpgaemas 8-neTHsss NPOAOIKUTENBHOCTb XU3HU

ona nauyeHta 30-40 net 6€3ycNnoBHO HEOOCTATOY-
Ha, TakuM 60NbHbIM HEOOXOAMMbI MHTEHCUBHAS
VIMMYHOXMMWOTEPANNA U, MO BO3MOXHOCTU, TPAHC-
njaaHTauus CTBOJIOBbLIX KJIETOK.

lNepBuYHbIVI 9KCTPaHOAa/IbHbIM BapuaHT. ep-
BUYHaAg 9KCTpaHojasibHasg gopmMa NMM@OoMbl 13
KNEeTOK MaHTUMHOM 30HbI TAKXKe MOXET ObITb OTHE-
ceHa K TIMM@OMaM HN3KOM CTENEHU 3/10Ka4eCTBEH-
HOCTU, MeamaHa o0Lei BbIXKMBAEMOCTU BONbHbIX
¢ aToin popmon coctanaeT 101 mec oT MOMeHTa
ONarHOCTUKN.

Mo paHHbiM MTHLL, B npeanenax nepBUYHOro 9K-
CcTpaHopanbHoro BapmaHta JIKM3 cyuiecTsyeT age
Hamnbosee 4YacTbIX KIMHUYECKUX CUTYaLMU: MHOXEe-
CTBEHHbIN TIMMGPOMATONAHbBIN NONAUMO3 XENYA0HHO-
KMULIEYHOro TpakTa C MUHUMAasbHOM NMMdaaeHo-
naTtmen n Hepeako 04aroBbIM MOPaAXEHUEM KOCT-
HOro MO3ra 1 nopaxeHve opouTbl (06bIYHO BEKUN U
KOHBIOHKTMBA). B nepBoM ciy4ae eanHCTBEHHbIM
METOO0M JIeYEHUSA FABJISETCH MONuUXumMuoTepanns
npy Hanuynuu nokasaHwmii — CUMMNTOMOB WUHTOKCU-
KaLuuu, MaCCMBHOIO NOPaXEeHUs KMLLIEYHMKaA U CBSI-
3aHHbIX C HUM OCJIOXHEHUN (KPOBOTEYEHU, nep-
dopauum, KULLEYHOM HENPOXOAMMOCTN U T.1.)

[Mpuy HanM4YMM N30IMPOBAHHOIO NOPAXEHNS Op-
OUTbI XOPOLUNIA 1 [OCTATOYHO MPOOOIIKUTESbHBIN
addeKT MOXeT AasaTtb JiydeBasd Tepanus, npoBo-
ONTb KOTOPYIO MOXHO TOJIbKO MPU YCNI0BUM OOCKO-
HanbHOro 06CcnefoBaHNSA U UCKITIOHYEHUS Mopaxe-
HUS OPYruvX, B MEPBYIO 04epenb 3KCTPaHO4A IbHbIX,
obnacten. TpenaHobuoncus OoikHa ObiTb Guna-
TepasbHOM, acnmpaT KOCTHOIrO MO3ra HarnpasngeT-
Cca ONg UMMYHOQEHOTUNNPOBAHUSA Ha NPOTOYHOM
LMTODNIOOPUMETPE N UCCenoBaHus B-kneTtoyHom
KJIOHaIbHOCTU METOLOM (pparMeHTHOro aHannsa.

Mpu oMcceMmMHMPOBAHHOM XapakTepe Onyxosu
M HaJIM4MN NOKA3aHWIN K Tepanun fnevyeHme OOKHO
NPOBOAUTLCA MO MPOTOKONY reHepasn30BaHHOMN
3pesiokSIeTo4HOol hopMbl 60SIe3HN.



