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NMEPBUYHASA MEAUACTUHAJIBHAA B-KJIETOYHASA JIMM®O0CAPKOMA

CWHOHUMBI: NepBUYHAs MeguacTuHanbHasa B-kpyn-
HOKJIeTOYHad numdooma, nepBuyHaa mMegmacTtu-
HanbHasa B-knetoyHas num@oma CO CKIepo30M;
nepsuyHas B-knetoyHaa numpoma TMmyca.

[MepBuyHag meamacTnHanbHasa B-knetoyHas
numoocapkoma (MMBJIC) — numdaTumyeckas ony-
XOJlb C MEPBUYHBLIM MOPAXEHNEM TUMYyCa U JIUM-
daTnyeckux y3nos CpeLoCTEHUS.

UcTopus

MMVBJIC B paHHMX paboTax paccMaTpuBanach
B pamMkax remartocapkom. lNpakTtnyeckm Bce npu-
HATbIE paHee U He yTpaTuBLUME aKTyallbHOCTb 00
HaCTOSLLEro BpemMeHu knaccudukauum Obiin oc-
HOBaHbl UCK/IOYNTENLHO Ha MOPEMOIOrn4ecKmnx
npusHakax onyxonu. B knaccudpukaunm H.
Rappaport [1] meguactnHansHasa numgocapkoma
npencrasfieHa Kak «ructmoumtapHas» namMooma;
B Kunbckon knaccudpukauym — paccmarpmBaeTcs
B npegenax nonmmMmopdHon ueHTpabnactomsl [2];
B Kjnaccuopunkaumax, npennoxeHHolx Lukes -
Collins, Lennert, MNpo6atoson H.A., BO3, pabo-
yen [3, 4] — HopynsapHOro U auddy3HOro rmcTo-
NIOrnM4ecKoro Tmna onyxonu. Hu B ogHom 13 nepe-
YUCJIEHHbIX Knaccudukaumin He y4yuUTbiBAETCH
OpraHHoe MNpOonCXoXAeHne onyxonu. M Tonbko B
1985 r. B knaccudwukauum A.N. Bopobeesa n M. .
BpunnunaHT [5] BnepBble yka3biBaeTCa onpenens-
jolee NPOrHOCTUYECKOE 3Ha4YeHue NepBUYHON
NIOKanNn3aumm onyxonm. ABTopbl BbIAENSIOT OTAENb-
HO nuMdocapkomMy Tumyca. OgHako, B 3Ty rpynny
4acTo BKOYANUCh 1 NuMmdobnacTHele numdocap-
KOMbl. PazpaboTaHHas B TedyeHne nocnenHux ge-
CATUNETUI U Haweawas MpUMEHEHME B KIMHU-
4YeCKOoM NpakTuke MeToamka UMMyHOMDEHOTUNUPO-
BaHug nossosmna B 1980 r. A.K. Lichtenstein ¢
coaBT u J.B. Miller ¢ coaBT. [6] onucaTb 0cobyto
B-kneTo4Hy0 Onyxonb CPefoCTEHUS C XapakTep-
HOM NaToMopPdONOrn4eckom kapTuHon. B nocne-
ayloulem asTa rpynna B-kneTtoyHbix onyxonen Gbina
BblAeneHa B Ho3onorndeckyro dopmy, a B 1994 r.
BKJIlOYEHA KaK MepBUYHAs MeamacTuHanbHaga B-
knetoyHaa numopoma B REAL (Revised European-
American Lymphoma), 3ateM B knaccudukaumio
BO3 [7, 8] v knaccudurkaumm oTe4eCTBEHHbIX aB-
TopoB [9].

nuaemuonorus

[MepBryHaa meguacTmHanbHas B-kpynHokneTou-
Haa numdocapkoma cocTtaBnaetr 9-12% cpegu
numarmnyeckux onyxonen n 15-26% cpegun nep-
BUYHbIX OMyXOfeln cpenocTeHus. OTon 6onesHbio
3ab601eBalOT NPENUMYLLECTBEHHO INLLA XXKEHCKOrO
nona nu Monoaoro BospacTta (cpenHuii Bo3pact 30
ner).

MatoreHes

Mpupona NMMBJIC HeQOCTATO4HO AICHA, XOTH Cy-
LLEeCTBYeT Bepcus, YTO poaoHavYabHUKOM OMyX0-
NEBbIX KNETOK CNY>XXUT HEUVPKYIMPYOLLAsa nonyns-
umsa B-knetok mosrosoro cnost tumyca [10, 11],
coaepalmx MyTupoBaHHbii IgVH cukeeHc [12].

KnuHuyeckmne oco6eHHoOCTU 3a6oneBaHus.

Yauie nepBbiMM cumntTomMamu 3aboneBaHus
ObIBaIOT OAplLLKa, HENPOAYKTMBHbIN Kalluenb, 60nm
B rPYAHON KNEeTKe, OXpUNIoCTb rosioca. Kpome Toro,
MOXeT MMeTb MECTO K/MHUKA CUHOpOoMa caaBne-
HUS BEPXHEN MOJION BEHbl: OTEKU Ha nuue, Lee,
pacLumpeHne NoaKOXHbIX BEH Ha nepeaHen rpya-
HOW CTEHKEe; B PeOKUX Clydasx HaboaaTes KpaT-
KOBPEMEHHbIE NMOTEPU CO3HAHMS, KpOBOXapKaHbe,
CYMMTOMbI OMYyXOJIEBOW MHTOKCUKALUN.

Onyxoneeoe oOpa3oBaHMe pacrnonaraeTcs B
npoekuun TMMyca — nepeaHeBepxHEM CpenocTe-
HUN, N B OONBLLUNHCTBE Cly4aeB B MOMEHT AnarHo-
CTUKU pa3mepsbl ero ObieatoT 6onblie 10 cMm B gya-
meTpe. Onyxonb coaBnMBaeT UK NpopacTaeT B
COCeHMe opraHbl rpyaHOM KNeTkn, MeanacTuHasb-
Hble CTPYKTYpbl (KPYrMHble cocyabl, Tpaxes, OPOH-
XW, HEPBbI) U O0Nr0 He JaeT OTAANIeHHbIX MeTacTa-
30B. Y MHOrmMx G0NbHbIX y>e Npu nepBomM obpatle-
HUM OBHapPYXMBaEeTCs nNpopacTaHne onyxosn B ner-
Kue, Nneepy, nepukapa, Mmmokapa. bonblie yem y
TpeTu 60NbHbIX HAbNOaAETCSA NopaxeHMe NoaKIIo-
YNYHBIX, LLUERHbIX, pexe noaMbILLIeYHbIX nuMdpaTu-
4Yeckux y3noB. B pegkux cnydasax MoxeT ObiTb BOB-
fleyeHa WwuToBnaHas xenesa. B 3anyLieHHbIx cTa-
OUSX BbIIBNSETCH NpopacTaHue Onyxonu B MArkue
TKaHW rPyOHOW KNEeTKW, KOCTaslbHYlO MNneBpy, OAu-
adparmy, nogomadparmManbHyto KnetyaTky, Haano-
YeyHuKKW. Ha peHTreHorpamme BbISIBNSETCS pacLuu-
peHune TeHu cpenocTenusa (puc. 188).

Mpn pebioTe 3aboneBaHUsa NOpaxeHUs neye-
HU, MOYeEK, Xenyaka, NoaXenyao4HON Xenesbl, Any-
HMKOB, HEPBHOW CUCTEMbI, KOCTHOIO MO3ra He Ha-
onopaetcs.

Mopdonorus

Mopdonorunyeckmnm cybetpatom NMBJIC aens-
I0TCS Onyxonesble NMM@PONOHbIE KNEeTKN MMraHTC-
KMX, KPYMHbIX 1 MENKNUX pasmMepoB. Hapsaay ¢ ony-
XONEBbIMW KJleTKamMu, BCTPeYalTcad NUMQOUnTHI,
npoNMM@OLUUTbI, 303UHOPUIIbI, EANHUYHBIE MaKpPO-
darn. B 5-25% cny4yaeB oOHapyXnBaloTCs TenbLa
raccans.

[na MMBJIC xapakTepHa KpynHOKIETO4YHas Npo-
nmdepauns, npeacrtaBfieHHas NMPenMyLLLeCTBEHHO
KneTkamMmn ¢ pasMepom gapa B 2-3 pasa 6onblue
pasmepa aapa manoro numooumnta (puc. 189). He-
penko obHapyXuBalOTCH ABYSOEPHbIE M MHOMO-
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Puc. 188. PeHTreHorpamma 60nbHOM NEPBUYHON MeamnacTUHaNbHOM B-kneTouHo nuMmdocapkoMOori.
1 — onyxoneBoe obpa3oBaHMe cpedocTeHns; 2 — nocne xmumuoTtepanumn (CHOD, ESHAP) pocTturHyTa nosnHas peaykuus

onyxonun B CpenoCTeHnn.

agepHble KNeTkn. HYacto otmevaeTcsa anddysHbIn
WM HogynsapHbin cknepod (puc. 189, 190). MHor-
[a BbIABNAOTCSA HeOONbLUME o4yarn Hekposa. B oT-
neyaTkax n3 6GuonTaToB — KJETKN BOJbLLINX pa3Me-
POB MMEIOT LUMPOKYI0, 6a30PUNIbHYIO LMTOMNNa3-
My; s4pa HENPaBWUIbHON, NOANIOHANbHON (POPMbI
C BOJZIOKHUCTOM CTPYKTYPOM XpOMaTUHA; 90PbILLKN
MMEIOT YETKO OYEepPYEHHbIN KOHTYpP, pa3HO BeNU-
YUHbI, Yncno nux sapbmpyet ot 1 go 3-4 (puc. 191-
192).

MoxeT nMeTb MECTO U 3HauYnTeNbHOEe COoaep-
XXaHne TMraHTCKux KneTok ¢ aapamm B 3—4 pasa
6onblue aapa manoro numeouuTa. B aTux cnyyasx
CKJ1ep03 YMEPEHHO BblPaXeH, 4YacTO BbISBISIOTCS
nensuimecs knetkn. B oTneyatkax KneTku rmraHT-
CKMX pa3MepPOB MMEIOT LUMPOKYIO, 4aCTO BaKyou-
3MPOBaHHYI0 UMTOMIa3My; sapa — NoMroHasnbHyto,
YPOAJINBYIO, HEPEAKO MHOroAo0/ibyaTyld U MHOMO-
nonacTtHyto dopmMy; SAEPHbIA XPOMATUH UMEET TOH-
KOBOMIOKHUCTYIO CTPYKTYpy. B ogHOM sape onpe-
nengeTcs oT 2 Ao 5-6 agpbiliek pa3HbiX pasMepoB
C HEPOBHbLIMU U HEYETKMMMN KOHTYpaMu.

MHorpa numdgonaHasa nponndepaumsa npeacTas-
JleHa KneTkamu NpeuMyLLeCTBEHHO CpeaHuX pas-
MepoB, Tuna nponanmmaooumnToB. B aTmx cnyvaax
MOryT BCTPEYaTbCs eAMHNYHbIE ABYSOEPHbIE KNeT-
k1. Cknepos 00bl4HO YMEPEHHO BblpaXeHHbIl. Ova-
roB HEKPO3a HeT. B oTnevatkax obOHapyXuBatoTCs
KNETKN CpeagHMX 1 Manblx pa3amepos. Liutonnasma
B 3TMX KJIETKAX MOYTN HEe BbISBASIETCA UKW onpeae-
nseTcs B BUAe y3koro 0604Ka; sapa 6biBatoT oBasib-
HOM, OKPYrnor Gopmbl, COAEPXAT MENKNE 90PbILL-

Kn, oT 1 00 4 C HEYETKO OYEPUYEHHBIMU KOHTYPaMMU.
AAEepHbIN XPOMAaTUH MMEET KOMMNAKTHYIO CTPYKTY-
py.

UmMmMyHOrnctoxummyeckme npusaHakum

OnyxoneBble NMM@PONAHBLIE KNETKU MO3UTUBHBI
no CD20 (puc. 193), CD79a, CD19, CD23 n Hera-
TnBHbI o CD21, CD22, x 1 A aHTUreHam. He otme-
yaeTcs akcnpeccus paHHux mapkepos CD10 u TdT.
®eHoTunn B-knetok (CD19+ n CD21-) npu NMMBJIC,
COOTBETCTBYET ¢peHoTuny B-knetok mMo3rosoro
Cnos TMMyca, KOTOpble pacnofiaraloTcs BOKpyr Te-
ney, Maccansg n okono «actepomaHbix» knetok [10].

YmepeHHoe 4ncno — o 30% numdounaHbix ony-
XOJIEBbIX KNIETOK — 06NaaaeT npoamdepaTMBHOM ak-
TnBHOCTLIO N0 PCNA, B eAMHNYHBIX Cly4asx He3Ha-
YUTENbHOE KOJNIMYECTBO KJIETOK 3KCNPECCUpPYIOT
CD30 [13].

OKcnpeccum NOBEPXHOCTHOIO U LMTONIa3maTn-
4ecKoro MMMYyHOrno0ynmHa oTcyTcTByloT. MoxeTt
OblTb K/IOHANIbHAs NepecTpoiika TAXeNblX Lenen
VIMMYHOTrno0ynunHa.

LiuToreHeTuyeckue HapyLueHusa

Hanbonee yacTbiM nNpu3HakoMm sABnsieTcsa ae-
neuuyst 9p XxpoMocombl. B HEOONbLLIOM NpPOLEHTe
cny4yaes onpenengetca geneuma 12g3 11 KOPOTKOro
nneya 2 xpomocomsl [10, 11].

MonekynspHbie HapyLleHus

CneundmnyHbIM MONEKYNSAPHBLIM MPU3HAKOM CIy-
XUT NOBbILWEHHasa akcnpeccusa mal reHa [14], ko-
TOPbIV IOKaNnM30BaH B OJIVIHHOM Mjieve 2- XpOMO-
COMbl U KOAMPYeT MeMOpaHHbIN NpoTenH. B He-
00J1bLLOM MPOLEHTE Cly4aeB BbISBASETCS MyTaLUS
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Puc. 189. lNepBnyHaga megmnactuHanbHasa B-kne-
ToyHasa numdocapkoma. 'mctonornyeckunii cpes
OvonTtaTa cpenocTeHus (Man. yB.).

OnddysHbI pOCT onyxoneBblX KneTok. B ueHTpe 30Ha
ckreposa.

Puc. 191. lMNepBuyHaa meguactuHanbHaa B-

kneTouHas numdocapkoma. OTneyartok bGuonTarta
cpenocTeHns (MMM, ).
Cyb6cTpaT onyxonu npenctasieH nMmMgpoCcapKOMHbIMU
KnetTkaMmn ¢ 61aCTHbIM U BOJIOKHUCTBIM XPOMaTUHOM. B
B60NbLUMHCTBE IMMMOCAPKOMHBIX KIETOK SAPbILIKA 0ON-
HOYHbIE, KPYMHbIE.

C-MyC OHKOreHa WM ero peappaHxmpoBka; MyTa-
uma p53; amnnudwukaumsa rel dotooHkoreHa [15].
He BbigaBneHa mytaumsa Bel-1, Bel-2, Bcl-6, ras-re-
HOB.

JleueHune

Tepanusa NMMVB/IC CHOP u CHOP-nogo6HbIMUK
nporpammMamu HeaddekTnsHa [2, 3]. Pe3ynbTtaThl
neyeHna nporpammamn ProMACE-CytaBOM wunu
MACOP-B ¢ nocneagywowwmm obnyyeHnemM pasHo-
PEYMBBI: MOSHbIA MONIOXUTENbHBINA OTBET AOCTUra-
eTCcs Mo AaHHbIM pa3Hbix nyonukauuii ot 10 o 80%
cnyyaes, [16, 17].

KomMGrHMpoBaHHas xMMmmnoTepanms no nporpam-
me nepson (CHOD) n BTopon reHepauun (ESHAP
n/vwnn Dexa-BEAM) ¢ nocnepyiowym onepaTtuvs-
HbIM yOaneHneM OCTaTOYHOW OMyXonu cpenocTe-
HUS 1 NIy4eBON Tepanuein ABnseTcsd BblICOKOapdek-
TUBHOI, NO3BONSET AOCTMYb NouTn B 90% cny4ya-

Puc. 190. MNepBuyHas meguactuHanbHas B-
KneTto4yHaa numoocapkomMma. MCTONOrnyeckni
cpes buonTtaTa cpenocTteHus (0. yB.).

CybcTpaT onyxonu — cBeT/nble NMMOouOHbIe KNeTKu
CpefHMX N KPYMHbIX pasMepoB, PacrofIOXXeHHblIe cpeau
BOJIOKOH KOJU1areHa.
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Puc. 193. MNepBuyHas megmnacTmHanb-
Hag B-knetoyHasa numdpocapkoma. Mmmy-
HOrMCTOXMMUYECKUIA npenapar (6. yB.).
MNonoxuTtenbHasa OKpacCKa OrnyxoseBbiX KNETOK
MOHOKJIOHasbHbIMK aHTUTEeNnamm k CD20.

X MOJSIHOW PEMUCCUN, YBENMYUTL 5-neTHIO 06-
Lyl0 1 6ecCoObITUNHYIO BbIXXMBAEMOCTb A0 88 1
85% cooTtBetcTtBeHHO [18]. OnepaTtmBHOE ypane-
HME OCTaTO4YHOW OMNyXOJn CPefoCTEeHUs Leneco-
oOpasHee NPUMEHATb Npu cTabunmaaummn ee pas-
mMepoB. Jlyyesyto Tepanuio npu MNMMBJIC cnepyet
NPOBOANTbL C LEMbI0 KOHCONMAALMN MONHOW pe-
MUCCUN, a NPUMEHEHVE €€ MPU YaCTU4HOW pe-
MUCCUM 1 Nporpeccun 3abonesaHns HeaddeKTMB-
HO.

BbicOKkOg03Has xummnoTepanug ¢ NoCneayoLen
TpaHcniaHTaumMen CTBOJIOBbIX KNETOK yBENMYnBa-
eT 6e3peunamnBHYI0 BblKMBaeMOCTb. OAHaKo OnbIT

Puc. 192. MNepBuyHaa meauna-
. CTuHanbHag B-knetouyHas num-
docapkoma. ToT xe npenapart
(Mmm.)

OpvHoYHasa apysaepHasa numdocap-
KOMHasa KneTka C BOJIOKHUCTbIM XPO-
MaTUHOM N MEeNIKUMW a0pblluKaMn.

NPUMEHEHNS BbICOKOLO3HOW XMMUOTEpPanuu ¢
TpaHcnnaHTaumen cTBOMOBbLIX kneTok npu NMMVIBJIC
HeBENUK.

dakTopbl pucka

N3BECTHO, Y4TO BbIXXMBAEMOCTb OOJIbHbLIX 3HAYN-
TENbHO COKPALLAeTCcs NPy HEMNPOrPaAMMHOM XUMU-
oTepanuu ¢ UCNoJIb30BaHMEM NpenapaToB B peay-
LIMPOBaHHbIX 003aX, a TakXe Npu NPpUMEHeHNN Ny-
YeBOW Tepanuu Ha NepBbix aTanax nevyeHus. MNpo-
FHOCTUYECKOE 3HA4YeHMEe pPa3MepoB OMyxonm cpe-
[OCTEHMS!, HAIMYME MOPaXeHEe nepukapaa, Bbl-
cokoro yposHa JIIIT n Bo3pacTta ocTarTcsa cnop-
HbIMU.
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JIUM®OMA BEPKUTTA M BEPKHUTTOIIOJOBHBIE JINM&®OMBI

Nlumopoma bepkutTa (J1B) — reteporeHHas rpyn-
na, NPeMMyLLEeCTBEHHO 3KCTPaHOOaNbHbIX, arpec-
CUBHbIX B-KneTo4yHbIX NMM@ocapkoM, xapakTtepu-
3yI0LWAasacs BbICOKOW NpOangepaTUBHON aKTUBHO-
cTbto, npubnuxatowenca kK 100% v obwmm unTo-
reHeTMYeCKMM MapKepoM — NepecTPOnKOn reHa c-
myc, TpaHcnokauueni 1(8;14)(q24;932) nnn ee Ba-
puaHTamu 1(2;8)(p12;924) nnn t(8;22)(g24;q11), Ho
pasnuyaoLLascs no KIMHUYECKNM NPOSIBEHUSM U
MOPONIOrM4EeCKON KapTUHE.

UcTtopuueckasa cnpaska

[MepBoe ynomuHaHne 06 onyxonu NLLEBOro Cke-
NeTa 'y TEMHOKOXUX AeTen abopureHoB 13 Yranabl
otHocuTcs K 1897 r. B kayecTBe camMoCTOATE b
HOW HO30510rn4Yeckon dopmbl BNepebie Obina onu-
CcaHa 1”1 BblAesNieHa aHrIMACKUM XMPYProMm nyTteLle-
CTBEHHMKOM 1 ¢doTorpadom [JeHncom bEepkuttom
B 1958 r. B knaccudpukaumm Pannonopta B 1966 r.
J1b 6bina BblaeneHa kak HeanddepeHuMpoBaHHas,
Tnna bepkutTa, B Pabouei dopmynumposke B 1982
r. — 3/10Ka4eCTBEHHad NumMpomMa N3 MenKmnx Kne-
TOK C HepacLlerneHHbIMN aapamu, Tuna bepkut-
Ta, B REAL-knaccudukauum 1994 r. ¢ [ONONHEHN-
amm B 1997 r. B BO3-knaccndpukaunm — numdboma
BepkuTtTa B cocTaB koTopon B 1997 r. Gblan BKIILO-
YyeHbl L3 BapuaHT OCTpOro nenkosa n 6epknTTono-
nobHas numdpoma.

KnuHnyeckn eoblgensatoT 3 BapuaHTta J1b: sHoe-
MUYECKNIA, CNOPaanyeckmnii 1 Ha OHEe BblpaxeH-
HOro ummyHogedpuumnTa (accoLMMpoBaHHbIE C BU-
pycoMm ummyHonedpuumta yenoseka (BUY) — mH-
dekumen, pexe, pasBMBalOLMNCS NOCAEe TpaHC-
naaHTauum opraHoB).

Snuapemuonorusa

OHaemuyeckmin BapuaHTt JIB xapaktepeH ang
TEMHOKOXUX OeTern abopureHoB SKBATOPUAIbHOMN
Adpukn n murpaHtoB n3 Acppukn B Hosylo Bu-
Heto. Jlumdoma Bepkutta coctangetr 40-60%
BCEeX HOBOOOpasoBaHuii y aeteli. lNuk 3aboneBae-
MOCTU MpUXoaMTCS Ha 4—8 neT, COo 3HaYUTENbHbIM
npeobnagaHvemM Manb4MKoB Hafd AeBovykamu (2,5—
3 : 1). NpubnuantensHo 95-100% sHOemMmnyeckon
nmMmdombl BepkutTa accoumMmpoBaHbl C BUPYCOM
OnwrTeriHa-bapp. Manapua BbigenseTca y 605b-
LWNHCTBA BONbHBLIX NUM@OoMon bepkuTTa, 4TO MO-
3BONIAET NPEAnoNoXnTb ydyactue Plasmodium
falciparum B natoreHese nAMM@OMbI B Ka4yeCcTBe
KkodakTopa [1].

Cnopaaunyeckuii BapmaHt numdombl bepkntra
— TUNM4Has MopdONOrn4eckn, MUMMyHODEHOTUNU-
yeckun, umtToreHeTnyeckn numpoma bepkntra, Bbl-
aBngemMasi B He3HAEMNYHOM 30HE 1 MMeloLLas xa-

pakTepHble KAnHu4yeckmne ocobeHHocTu. Y geten
nnmpoma bepkntta coctaenget 30-50% oT Bcex
MM@POM, COOTHOLLIEHME MaJIb4MKOB—aeBoYek 2,5:1,
cpenHuin Bo3pacTt 10-12 net. B oTnnume ot aHAae-
MUYeCKOoro BapuaHTa, Tosbko 30% crnopaanyeckorn
nmmgombl BepkntTa accoummpoBaHbl C BUPYCOM
OnwrTenHa-bapp [2].

BapuaHT, accounmpoBaHHbIi C UMMYyHOAEDULM-
TOM, BcTpevaetcsa B 35-40% cny4aeB BCexX JUM-
dom y BUY-mHDMUmpoBaHHbIX. Bo3pacTHas meau-
aHa cocTtaBngeT 35-40 net. BUY-accounnpoBaH-
Hol nuMmdomon bepkntTa 6ONEIOT MYXYUMHbI (0
90%). Pexxe numdoma bepkutTta, acCoUnMMpPOBaH-
Hag C UMMyHOOEeDUUMTOM, BCTPEYaETCsa y naum-
€HTOB MOCJ/ie TpaHCnAaHTauumM OPraHoB: MoYek,
neyeHn, cepaua, Nnerkmx.

MartoreHes

MepecTpoiiku reHa c-myc BbigengaoTca B 100%
cnyyaeB numMmdombl bepkntta n 9BAAIOTCA OLHUM
M3 rMaBHbIX ANArHOCTUYECKUX KPUTEPUER AAHHOIO
3aboneBaHus. B 80% cnyyaeB BCTpevaeTcs TpaHec-
nokaums t(8;14)(g24;932) — nepecTporika NIoKycoB
reHa c-myc(8924) n Taxenbix Lenen MMMyHOro-
OynuHa Ig(14932). 3HaunTeNbHO pexe BCTPeYanTCs
nepecTponkn C-myc C JIOKycamMm nerkmx Lenerm
VIMMYHOTTOOY/IMHOB — BapUaHTHbIE TPAHCIOKALNM.
B 15% cnyyaeB BbigBASeTCS TpaHciaoKkauus
1(8;22)(g34;q11) — nepecTpoiika C TOKYCOM A-Lienun
MMMYHOrno0bynmHoB n B 5% — TpaHcnokauusa
1(2;8)(p11;924) — nepecTpoiika ¢ IOKYCOM K-Lenu
VIMMYHOT100YJIMHOB.

Mpy yUTOreHeTUYeCKOM UAEHTUYHOCTU HA MO-
JNIEKYNSIPHOM YPOBHE CTPYKTypa TPaHCOKaLUA C
y4yacTuem c-myc reteporeHHa. lNpum asHgemmyeckon
nmmpome bepkntta B TpaHCcnokaumm, Kak npasu-
no, yyacteyeT JH-ob6nactb reHa IgH (xpomocoma
14) wnn ndpepka obnacte VH. lMNMpu cnopagnyec-
Ko numdpome bepkntTa TOUKa pa3pbiBa B reHe IgH
pacnonaraetca B obnactu S (switch region), ne-
xawen pagom ¢ C-yyacTkoM. Pa3pbiBbl HA XPOMO-
comMe 8 MOryT NponcxoamTb NPU 3TOM Kak Ha 3Ha-
YUTENIbBHOM PACCTOSIHUM OT C-MYC B 5'-(NaHKmpy-
loLe obnactu reHa (Npv SHAEMUYECKOM BapUaH-
Te), Tak U1 B caMOM reHe (B NepBOM 3K30HE WK
NePBOM MHTPOHE) Uan B 5'-dnaHKMpyoLeM yvac-
TKe, HenocpencTBEHHO COCEACTBYIOLLEM C FEHOM
npu cnopagamyeckomMm BapuaHTe.

Touykm pas3pbiBa B TrEeHe C-myc npu
1(8;14)(g24;932) n 6onee penkux t(8;22)(q34;q11)
n1(2;8)(p11;924) otnnuatotca. MNpu t(2;8)(p11;924)
paspbiBbl MPOUCXOOAT B KiacTtepe, NoyyYnBLIEM
Ha3BaHue pvt-1. ITOT KnacTep pacnonoxeH Ha pac-
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CTOSAHUK He MeHee 45 k6 oT 3'-KOHLUA reHa c-myc,
a npu 1(8;22)(q34;q11) paspbiBbl OCYLLECTBASIOT-
cs elle ganblle, 3a obnacteto pvt-1 [3].

Knunuka

lpu aHaemu4yeckom BapuaHTe Hanbornee ya-
CTO OMyXOJIblO MOPAXalTCA KOCTU NINLLEBOrO CKe-
JleTa — BEPXHSAS U HUXKHSAS YentocTn, opbuTa, a Tak-
Xe Markme TkaHu nuua (puc.194). Y 6onblurHcTBa
O0JIbHBIX C NMOpaXeHWeM YeNCTen onyxonb pas-
BMBaeTCcs B 0051aCTU anbBEOJIIPHONO OTPOCTKA
BEPXHEN Y4eNoCTU, MPUBOASA MOCTENEHHO K pacLumn-
peHMIo anbBeosbl U NoTepe 3y00B, BHaYane Mossp-
HbIX 1 NPEMONSPHBIX, @ 3aTeM 1 Apyrux. Yauie no-
paxaeTcs BEpPXHas YeniocTb. [pu nopaxeHun ye-
NOCTEN Cpeay PaHHUX PEHTIEHONOMMYECKMX HAXO-
[OK OTMeyYaloT KOCTHble 06pa3oBaHMs NOXHO pas-
BUBawoLLMXca 3y6oB. B panbHenwem, npu peHTre-
Horpadun BbISBASIOTCSA CMeLLEeHMs 3y6OB U MHO-
XECTBEHHbIE yHaCcTKM pa3pexeHus B aTol obnac-
TV, MPY 3TOM UCMOMb3YETCA TEPMUH «aHAPXMS 3Yy-
60B». TUNUYHLIMU PEHTIEHONOMMYECKMMUN MPOSIB-
JIEHVSIMM ABNSIOTCSA HAPYLLEHWS KOCTHOM Tpabeky-
NSPHON CTPYKTYPbI, MOSIBIEHME O4aroB OCTEONUTU-
4EeCKOW AEeCTPYKUUN, MHOXECTBEHHbIE OedEKTbI
HaZKOCTHUUbI [4].

Opyrumn 4acTo BOBNEKaeMbIMU OpraHamMu §B-
NAI0TCA AUYHUKN, GUYKK, LLMTOBUAOHASA Xenesa,
C/IIOHHBIE Xenes3bl, MOYKMU, MOJIOYHbIE XEeNe3bl 1
ueHTpanbHaa HepBHaa cuctema (LHC). Y peten
nopaxeHe NMLEeBOro ckeneta Habnopaetcs B 65—
80% cny4yaeB (B OCHOBHOM npencTaBiieHHOe ony-
XONSIMU YENKOCTEN, PEXE POTO- U HOCOMOTKU, NPU-
[AaTOYHbIX Na3yx Hoca), opraHoB OPIOLLHOM Nonoc-
™ - B 40-55%, coyeTaHHOe BOBNEYEHME — B
13,8%.

BoeneyeHne KOCTHOro Mosra y geteit Habnto-
naetcsa peako, y 8—10 % 6onbHbIX [5,16], y B3pocC-
NbIX — 3HAYUTENBLHO Yalle, B 25% cnyyaes [1]. No-
paxeHne LIHC B nebiote 3aboneBaHns BbISBNSET-
cay 30-34% peten [2]. B 6onblUMHCTBE Cry4aeB
BOBJIEYEHNE MO3roBbIX 060/104eK 1 YepenHO-MO3-
roBbIX HEPBOB onpeaenseTcs y 00sbHbIX C nopa-
XeHuem nuueBoro ckeneta. [Ana aJ1b xapakTtepHo
4aCTOE NOPaxXeHne CMMHHOINO MO3ra, BbISBASIOLLE-
ecay 15% neten.

Ana cnopagunyeckoro BapuaHta num@omsi
BepkurTta xapakTepHO NnopaxeHue: TOHKOM (Yalue
ee TEPMUHANBbHOrO OTAEeNa) U TONCTOM KULWLKK, Bpbl-
XEWNKN, Xenyaka, OptoLmHbl U 3a6POLLIMHHOIO NPOo-
CTPaHCTBA, NeYEeHN, NOYEK, Hann4re cneundunydec-
Koro acumta, nneespurta (puc. 195, 196). TunmnyHo
BOBJIEYEHNE LLeHTPaJIbHOM HEPBHOW CUCTEMBI, MY~
HUKOB, anyek, NMMdOoy3noB (abaoMUHANbHbLIX U
3ab6pIOLLNHHBIX), ropa3no pexe nepudepmnyeckmx

Puc. 194. SHpemunyeckuii BapuaHT nMMpOoMbl
BepkutTa (CHMMOK B3aT 13 BO3-knaccudukaumn).

[5]. Cneunduryeckoe nopaxeHne KOCTHOrO0 Mo3ra
anarHocTupyetca y 20-30% 60nbHbIX, HENPONEN-
kemus — B 20-25% cnyvaes [5].

Hepenko 3aboneBaHne 0CNOXHAETCSH pa3BUTU-
€M KMLLIEYHOMN HENPOXOAMMOCTHU, KaK 3a CYeT ony-
XOJIEBOr0 MOPaXKeHMs KMLIKKW, Tak 1 3a CHET cAaB-
JIEHNSI U3BHE, XesNyO04HO-KMLLIEYHOr0 KpoBOoTeYe-
HUS Ha dOoHe cneumdnyeckon MHOUNLTPALUKN Xe-
nyaka u/uam KnuwevHuka, nepdopaumen KUWKn ¢
pasBUTUEM NEPUTOHUTA, MEXAHUYECKOM XEenTyxo
BCNEACTBME KOMMNPECCUM OMYXOJSIEBLIM KOHIIOME-
paToM Xen4yeBbIBOAALLMX NyTel. B peakux cnyya-
X MOXET BbISIBNIATLCSA NOpPaXeHne NMLEBOro cke-
neta (puc. 197).

Ansa BapumaHTa, accouMnpoBaHHOIO C UM-
myHogepuynTom, Kak npn BUNY-nHdekumn, tak
1 nocne TpaHCrniaHTaumm OpraHoB XxapakTepHbl re-
Hepanm3oBaHHaa numdageHonaTtma (puc. 198),
crnjieHomMeranus, 4yacToe nopaxeHue KOCTHOro
mo3sra (30-38%), Hannume B-cumntomos [5]. Heli-
poneikemus gmarHoctmpyetcs y 13-17% 6onb-
HbiX [5]. Ha MomeHT BbigBneHus numdombl bep-
KntTa acumntomatuyeckas BUY-mHpekuua (6es
cHmxeHns konndyectea CD4-no3nTmBHbLIX NMMDO-
umMTOB) Habnopgaetca Oonee 4YemM Yy MOJIOBUHBI
60J1bHbIX (Y 52%), CHUXEHHbIA ypoBeHb CD4-num-
doumntoB — y 26% nNauymMeHToB U MaHU@ECTHbIN
CUHOPOM NPUOBPETEHHOr0 MMMyHoOedUuMTa B
22% cny4yaeB [5].
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Puc. 195. BHewHuin Bua 605bHOIO
cnopaamyeckmm BapruaHToM TMMPOMbI
BepkutTa — yBennyeHue XmpoTta 3a
CYET MACCUBHOW OMyxoan OpIOLLHOMN
nosiocTun

Pnc. 196. KomnbloTepHas Tomorpam-
Ma OpIoLLIHOM NONOCTM 60IBHOO NMMQO-
Mol BepkuTTa: «CUMMATOM KPYrioro Xum-
BOTa» — MAaCCMBHasa OMNyX0Jb KULLIEYHNKA
nedopmMmpyeT OpIOLLHYIO NONIOCTb.

Puc. 197. BHewHuin Bua, 601bHOrO CO Cropaanyeckum Bapu-
aHTOM NMMPOMbI BepkuTTa ¢ NOPaKEHNEM HUXKHEN YEeNCTU.
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AnarHoctuka. Mopdonorusa

Mopdonornyeckn BblLENdOT ABa BapuaHTa
nmmeombl BepkuTtTa: KnacCcuyeckuii n atUnmuYHbIn
nnn BepkutTonogobHas numdboma [5].

[Mpu KnaccryeckoM BapuaHTe B rMCTOIOrMYyec-
KOM npenapare BbiaBASeTcs AN @PY3HbI POCT MO-
HOMOP®HbIX MEJIKMX KJIETOK OAVMHAKOBOIro pasme-
pa 1 GOpMbI, C KPYrbiM UAN OBAJIbHBIM 94PO0M, MO
pa3smMepy NpesBbILAoLMM 94400 Manoro aMmMaooLm-
Ta. B aope MHOXeCcTBeHHble 6a30(pUJIbHbIE HyK/e-
onbl (2-5) (punc. 199-201). XapakTepHbl MHOrQ4YMC-
JIEHHbIE MUTO3bI.

KapTnHa «3Be3gHoro Heba» (starry sky), obyc-
JIOBJIEHHAs! NPUCYTCTBMEM OONbLUOro YyMcna Mak-
podaros, TUNn4Ha ong numepomsl bepkntra, HO He
NaTorHOMOHMYHA U MOXET HabngaTbes Npu apy-
rnx numoomax (puc. 202-205).

B umtonorunyeckom npenapare BbIABASETCH MO-
HOMOP®HbIV KNIETOYHbIA COCTaB: KJIETKU MEJIKue,
no pasmepy COnocTaBuUMbl C TUMOPOLINTOM, C He-
XHOW CTPYKTYpOI xpomaTuHa (6nactHoi). Lluto-
nnasma yskasi, UHTEHCUMBHO 0a3odusbHas ¢ pas-
JINYHBIM KONIMYECTBOM BakyoJiein, pacnonaratoLmx-
Csl, Kak NpaBwuio, B 0gHON 06nacTn umuTonnasmol
(puc. 206). XapakTepHo NpucyTcTBmne BO0JbLLIOIo KO-
nnyecTtBa Makpodaros C NMMKHOTUYECKUMU KIeTKa-
MU BHYTpU. MHOXeCTBO MUTO30B (04MH 1 Bonee B
KaXX40M noJsie 3peHuns).

AHaNorn4yHble KNEeTkM MOryT BbISBASTLCA B ac-
LMTUYECKON. NNeBpasibHOM XUOKOCTAX, KOCTHOM
Mo3re, nepudepunyeckorn kposu (puc. 207-209).

OpHako xapaktepHas ang numdombel bepkutta
LMTONOrnyeckass KapTmHa MOXeT UMETb MeCTo U
npu apyrmux numeomax (puc. 210-212)

B oTnvyve OT knaccuyeckoro BapuaHTa nsis
6epkuTTOonoA0OHON NMMEMOMBbI XapakTepeH bosee
BbIPAXEHHbIA NOJANMOPOU3M — KINETKN CPEeOHEro
M KPYMHOro pasmepa, pasnuyarTcd rno ¢opme u
pasmMepam sapa. B oTaenbHbix ciyyasx ructosio-
rmyeckas kapTuHa OO0Jiblle HANOMUHAET KAPTUHY
npun andaoysHonm B-kpynHokNeTouYHoM nnmeocap-
kome, GeHOMEH «3Be3HOro HebGa» MOXET OTCyT-
ctBoBaThb (puc. 213). B uutonornyeckom npena-
paTte TUnnyYeH 6osee BbipaXeHHbI KIIeTOYHbIA No-
NMMOPOU3M (MPOMEXYTOYHbBIA Mexay NTMM@POMOn
BepkntTta 1 ondoysHon B-KpynHOKIETOYHON NUM-
GOMOI): KNeTKn cpefHero 1 KpPynHoro pasmepa,
pasHo ¢opMbl C BNaCTHOM CTPYKTYPOK Xpoma-
TWHA, VHTEHCUBHOW 6a30¢puUnbHON BaKyoIn3npo-
BaHHOWM umTonnasmon. MHoro Mmto3oB (puc. 214)
[5].

UmmMmyHOodeHOoTUN

Onyxonesble knetku SlgM+ askcnpeccupytoTt
B-kneTto4yHble aHTUrexHol (CD19, CD20, CD22,

CD79a), bcl-6+, CD10+, CD23-, CD5-, CD34-,
TdT-; dpakumna nponudepupyowmx knetok (Ki-
67) kpailiHe BbicOokas — npubnmxaetca k 100%
(puc. 215). Skcnpeccua CD10 n bcl-6 noaTBep-
XOAeT NPOUCXOXOEHUE KNeToK NMM@omMbl Bepkut-
Ta N3 repMuHanbHOro ueHtpa. Anga nnmoomsl
BepkntTa XxapakTepHbl BbICOKMNA YPOBEHb 3KCMpec-
cum p53 u HM3km bcl-2, oTcyTCcTBME MONEKyn
agresnn (CD54, CD58) wun xOyMUWHr-peuentopoB
(CD44), a Takke HU3KMA YPOBEHb LIUTOTOKCUYEC-
knx T-numpoumnToB[S].

LuToreHeTuka
[MaTOrHOMOHMYHBLIM NPU3HAKOM NMMPOoMbI bep-
KUTTa GBNFETCH Hanuyme TpaHCaoKauum

1(8;14)(q24;932) Wi ee  BapuWaHTOB:
1(2;8)(p12;924) vnm t(8;22)(g24;911) (puc. 216).
B cBs3M C 3TMM LUTOreHeTu4yeckoe uccnenosa-
HVUE FBNgFeTCH BenyliMM B AuarHocTuke numaopo-
Mbl BepkuTTa, T.K. TUNNYHAS KIMHUYecKad, rmcTo-
fiorvyeckas kKapTuHa «3Be3gHOro Heba», Hanuumne
B OTneyaTkax Oryxosin KNeTok ¢ 6,1acTHON CTpyK-
TYpPOW XpoMaTuHa, MHTEHCUBHO-0a30pUbLHON LM-
TOMaa3mMou C Bakyonusaumnen, Bbicokaga nponmoe-
paTvMBHAa aKTMBHOCTb, MOJIOXUTENbHbIE MapKepsbl
ueHtpa donnukyna — CD 10 u Bcl-6 He Bcerpa
CBUAOETENbCTBYIOT B NOAb3Y NUMpOoMbl BepkutTta.
CyLwiecTByeT rpynna, kak npaBuiio, aKcTpaHoaasb-
HbIX IMM@OM C BbICOKOW NponndepaTuBHON ak-
TUBHOCTbLIO, MPU KOTOPbIX 6€e3 uuToreHeTuyec-
KOro unccnegoBaHus  UCKIIKYEeHMe aAmarHosa
nmMmepomMbl BepkknTTa HEe NpeacTaBnsgeTcs BO3MOX-
HbIM.

JlutepaTypHble OaHHblE O BTOPUYHBIX XPOMO-
COMHbIX aHoOManusax npu numoome bepkntta go-
BOJIbHO orpaHu4yeHbl. bonee yem B 70% cnyyaes
nmMmdomMbl BepknTtTa HabMOaATCA AONONHUTEb-
Hbl€ XPOMOCOMHbIE NEPECTPONKN. B CTPYKTYpHbIE
NepecTporkKN Yalle OPYyrux BOBMEKalTCcs obnac-
™ 192, 1912-21, 6q11-14, 7q, 17p1 (puc. 217).
XpoOMOCOMHbLIE aHOManNuM ¢ ydactmem 6q, 7q, 13q
SABNFAIOTCSA MPOrHOCTMYECKU HeOBnaronpusaTHbIMU.
Cpenun KOnM4ecTBEHHbIX XPOMOCOMHbIX aHOMaNui
Hanbonee 4acTo onNpeaendalTca TpucoMun: +7, +8,
+12 , + 18 n moHocomuun: -8, -17, -22 [5].

KomMmnnekcHble XpOMOCOMHbIe abeppaunn (>3)
B OebloTe 3aboneBaHMs BCTpedvalTcs penko, B
OONbLUNHCTBE C/ly4yaeB OHW HaAbMOATCA B NpPoO-
rpeccun 3abonesaHusa (puc. 218).

XapaktepHble ang numdombl BepkutTta TpaHc-
nokaumsa t(8;14)(g24;932) n BapmaHTHblE nepe-
CTPOVKN reHa Cc-myc BbIABNSOTCS Metoaom FISH
Ha CyCMNeH3MKn ONyxoNieBbiX KNeToK (puc. 219) u Ha
FMCTONIOMMYECKUX cpe3ax napadurHoBbIX OOKOB
(puc. 220).
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Puc. 198. BHewHuin Bug, 6onbHoro ¢ BUY-ac-
coummpoBaHHon numdomon bepkntra: BoigBAseT-
cs MaccmBHag nepudepunydeckas numddageHonaTus.

JleueHune
[MporpammMuyto Tepanuio nnmdomsl bepkntTa

MOXHO pa3fennTb Ha 5 nocnepoBaTenbHbIX 3Ta-

nos:

+  MOHOTepanusl LMkKNodpochaHom,

+ JNle4yeHue no cxemam ocTporo NMMmMdobnacTHOro
nemnkosa (OJ1),

+ Tepanusl N0 «CapkOMHbIM nporpammam», CHOP
n CHOP-nogoGHbIMM Kypcamu,

« 5-7-mecauyHble 6nokoBble cxeMbl (NHL-BFM,
Hyper-CVAD),

*  KOpPOTKME (3-MecsuHble) BbICOKOMHTEHCUBHLIE
pexunmbl (CODOX-M/IVAC, LMB).

Puc. 199. Jlumdpoma Bepkutta. Briontar ony-
XONN TONCTOM KULLKK (Man. yB.).
KapTuHa «3Be3gHoro He6a», 00yCcnoBneHHas NpPUCyTCTBU-
eM 60MbLIOro KonmyecTsa Makpodaros.

MepBble NONbITKM nevyeHnsa numeomsl bepkutra
OblM NPeanpuHSATbl B KOHLE 60-X rogoB NpoLUio-
ro seka xoHom 3urnepom. Mcnonb3ys MoOHOTE-
panuio umknododaHom B Ao3e 40 Mr/kr ¢ UHTep-
BAJIOM BBEAEHUS 2 Hedenu, yaanocb OOCTUTHYTb
pemuccumn y 100% 6onbHbIX ¢ |-l cTagusamm aHpe-
Mu4HOM numdomel bepkntTa, y 74% naumeHToB C
vy 28% c IV ctagnamu. ObLias BbIXXMBAEMOCTb
npu |-l ctaguax He npesbiwana 45%, Bce 60sb-
Hble ¢ IV cTaguein nornbnu.

JleyeHue no npoTokonam ocTporo numdoobnacT-
HOro neriko3a oka3anoCb ManoddPdEKTUBHbLIM,
KPaTKOBPEMEHHbLIE PEMUCCUM ObIIN AOCTUTHYTHI Y

Puc. 200. Jinmpoma BepkutTa.
ToT e npenapart (6. yB.).
Ha ¢doHe conuaHoro pocta onyxoneBbixX
KNIETOK BUOHbI MHOFOYMCIEHHbIE MAKpPO-
darn — kapTuHa «3Be3Horo Heba».
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Puc. 201. Jlnumdoma bBepkut-
Ta. ToT e npenapar (6. yB.).
CTpeﬂKaMl/I OTMe4Y€eHbl MUTO3bI.

Puc. 202. N'mctonornyecknii npenapat
abpoMuHanbHoro numdoysna 605bLHOro ¢
AnddysHom B-kpynHokneTouHon numdocap-
KoMOM (6. yB.) — KapTMHa «3BE3AHOI0 HEOa».

Puc. 203. KapTuHa «3Be3gHoro Heba»
npw capkoMHo TpaHchopMaLmm XPOHN-
yeckoro fmmdoneinkosa, rmcTosiornyec-
K1 cpes3 numdoysna (man. yB.).
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Puc. 204. KapTuHa «3Be34HOrO0
Heba» Npu capkOMHOI TpaHchopMaumm
GONNUKYNAPHON NUMPOMBI, TUCTOS0-
rmyeckuin cpes numaoysna (man. yB.).

Puc. 205. KapTtuHa «3B8e3gHoro Heba»
npu aHannasuvposaHHon CD 30+, ALK+
nnmdome, rmcToNorMYeckuin cpes nnum-

doyana (6. yB.).

Puc. 206. OtneyaTtkn nmmado-
y3na 6onbHoro numdomon bep-
KUTTa — BnacTHas CTpPyKTypa Xpo-
MaTuHa, UHTEHCMBHO 0a3oduib-
Has BaKyosJM3MpOBaHHas LMTOM-
nasma (UMmm.).
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Puc. 207. Jinmdoma bepkutta. Ony-
XONIEBbIE KIETKN B aCLUTUYECKOWN XN4-
KOCTU (UMM.).

Puc. 208. Jlumpoma Bepkutta. Onyxone-
Bbl€ KJIETKU B MJIEBPASIbHON XUAKOCTU (MMM.).

-

Puc. 209. Jlumdoma bepkutta. Ony-
XONeBble KNEeTKM B KOCTHOM MO3re
(MmMm.).




162 ATtnac. Onyxonu numeaTn4eckori CucTeMb!

Puc. 210. OtneyaTtky onyxonu 6ptoLL-
HOW nonocTn 60nbHOro ¢ anddy3Hoi B-
KPYMNHOKNETOUYHOUW Nnnumdocapkomon
(mMm.).

Puc. 211. OTtneyaTtkmn numdoysna
©6onbHOI ¢ aHannasnpoBaHHoi CD 30+,
ALK+ T-kneto4yHoln numdpome (6. yB.).

Puc. 212. Otnevatkn numdoysna
©0NbHOM C CapkOMHOW TpaHchopMaum-
el donnnkynspHoii numgomsl (6. yB.).
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Puc. 213. lumdpoma bepkutTa. N'mcrto-
nornyeckuin cpes buonTtaTta 3abpoLLMHHOMN
onyxonu (6. yB.).

BonbLloe KONM4eCTBO Pe3KOo aHarnia3npoBaH-
HbIX KNEeTOoK, HanoMuHalLwmnx <<6y}1bl)KHyIO MOC-
TOBYIO».

Puc. 214. OtneyaTkm onyxonm Toro e 60”b-
HOrO: BbISIBASETCS TUNMYHaa onsg numgomsl bep-
KMUTTa UMTONOrMyeckasl KapTuHa — YMEPEHHO Bbl-
PaXXeHHbI KNeTo4YHbI nonnMmopdunam, bnactHas
CTPYKTYypa XpOMaTuHA, MHTEHCMBHO 6a30puiib-
Has BaKyonmampoBaHHas uutonnasma (6. yB.).

Puc. 215. buonTtaTt onyxonu KuUWKK, okpacka Ha Ki-67
(man. yB.).
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Puc. 216. Kapuotun : 46,XY,t(8;14)(q24;932)
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Puc. 217. KapnoTtun 605bHOM ¢ nuMdo-

moii BepkuTTa ¢ 1(8;14)(q24;932) v fonon- 3‘\ lg .gl ’8 !‘ :: 35
HUTENbHBIMU abeppaumsiMi C yyactuem — = A ; = = =
xpomocom 1, 7 n 20.

Kapvotun: -
48 XX +der(1)del(1)(P21) 8 14)cR4:c32nMAp13c21), B ”[ aa 3 8 B8
der(20)t(7;20)(q11;p13) & - — - L A
s £ s aA
18 el 21 22 Y
‘?‘ %i }a gﬁ ?i Puc. 218. KapuoTun 60nbHoro ¢ numdomon bepkutra B
g.c 5 3 . — nporpeccun 3abosieBaHUS — KOMMIEKCHbIE XPOMOCOMHbIE
@ wwK ¥ 3 # a6eppau,vw|.
) Ll £9e &g 3t ER 3¢ o Kapuotun: 51,XY,der(6)del(6)(q23),+der(6)der(6)(q23),+7
S (8;14)9924;032),+der(12)del(12)(q13)
X ¥ +der(12)del(12)(q13)+der(14)t(8;14)(q24;932)
LI 4 88 g8 add(16)(p13),add(20)(13)
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Puc. 220. dnoopecueHTHasa rubpuamnsanms in
situ B cycneH3unm OnyxoNeBbIX KNETOoK
1(8;14)(g24;932), (6. yB.).

20-67% 00NbHbIX, 2-NeTHaa 6e3peunanBHas Bbl-
X1BaemMocTb He npesbiwana 30-33% [22, 23]. B
JanbHenwemM npeanpuHuManach NonbITKa UCNob-
30BaHug npu numdome bepkutta n B-OJUJT (L3-
BapuaHT) CHOP n CHOP-nogo6HbIx kypcos. C no-
MOLLLbIO AaHHbLIX MPOorpamMM yaaBanocb [oOUTbCA
nuwb kpaTkoBpemeHHon pemuccun y 40-50%
60onbHbIX [6].

B nanbHeriwem nevyeHne noLwwsio rno nyTv UHTEH-
cudukaumm XMMMoTEPanmm 1 COKpaLLeHns ee npo-
OOMKNTENBHOCTU, YTO KapAMHaNbHO U3MEHUIIO pe-
3yNbTaTbl IeYEHNS, NO3BONNB JOCTUTHYTb 85-90%
pemMuccuii n 5-neTHo o0LLYI0 BbiXXMBaeMOCTb 60—
85% B 3aBMCMMOCTM OT cTaamn 3abonesaHus [6].

BnepBble KOPOTKME MHTEHCUBHbIE NMPOrpamMmbl
NoNUXMMMUOTEPANUK, BKIOHaoLwme GppakumoHmMpo-
BaHHbIN uyknopocdaH, ndochammi, BUHKPUCTUH,
MeToTpeKkcaT, AOKCOpPYOULMH, uMTo3ap, a Takxe
afleKBaTHY0 NPodUNaKTUKy Helpoiekemmm, Obim
MCNONb30BaHbl B NeAMaTPUYEeCKOlr NpakTuKe, 4To

Puc. 219. dnioopecueHTHaa rmbpmnansa-
uMs in situ B CyCneH3nm ONyxosieBbIX KIETOK
1(8;14)(g24;932), (6. yB.).

NO3BOINIO AOCTUrHYTb pemuccuii y 88-92% pe-
Ten ny 50-87% nayneHToB NONYy4YnUTb OAUTENBHYIO
6e3peunamBHYIO BbIKMBAEMOCTb, B TOM YuUClE U
npwu -1V ctagmax 3aboneaHus. «bnokosas Tepa-
nusa» no nporpamme NHL-BFM-90 pana Bo3amox-
HOCTb OOCTUYb 6-neTHeil 6ecCOoObITUNHON BbIXN-
BaeMocTn y 78-100% nauneHToB B 3aBUCUMOCTU
oT cTagun 3abonesaHus. S. Murphy npepnoxuvna
Ons ucnonb3oBaHug y geten pexum Hyper-CVAD:
NOJSIHbIE PEMUCCUN YAANOCh AOCTUTHYTb Yy 93%
naumeHToB 1 4-neTHO 6e3peLmanBHYIO BblXMBa-
eMocTb Yy 79% nauueHToB ¢ |-IV ctagnamu 3ab6o-
nesaHua Ny 65% 6o0nbHbIX ¢ B-OJ1J1. CtaHoBUNOCH
OYEBUHBIM, 4YTO MHTEHCUUKALMS Tepanum 1 co-
KpaLleHne ee NpoaoMKNTENBHOCT MO3BONSIOT NO-
JY4UTb HauNyylme pesynbTaTbl, HE YBENNYMBAKOT
4YUCNO PeLMamnBOB, B TOM Yncse y 60JbHbIX C (ak-
TOopamMu MJ0XOro MPOrHo3a. JTO0 NoATBepXAanu
pe3ynbTaThbl JleyeHnsa geTten no nportokonam LMB
n CODOX-M/IVAC [6].
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Micnonb3oBaHne aHanorm4yHbIX NPOTOKOJIOB Y
B3POC/bIX MO3BOJINIO AOCTUTHYTb peEMUCCUM 'y 63—
79% nauMeHTOB N YBENNYUTL 3-N1eTHIO 6e3peuy-
OVBHYIO BbXMBAaeMoCTb 00 50-65% [6]. Takum
0o06pa3om, MosyyeHHble pes3ynbTaTbl ycTynanu Ta-
KOBbIM Yy AeTeli. [laHHyl0 cuTyaumio 00bACHAN
fosiee 4aCcTbiM MOpaxeHMeM KOCTHOro mMo3ara u
LIHC, 6onbLueli TOKCUYHOCTbIO MHTEHCUBHbBIX PEXM-
MOB XMmMuoTepanuu, Opyrum mMeTtadbosiM3MoOM Lu-
TOCTATUKOB Y B3POCAbIX. Pe3dynbraTbl nevyeHus
B3pOCSbIX 60MbHbLIX MO npoTtokosam NHL-BFM-90
n Hyper-CVAD B BeayLLMX KiMHMKax MocKBbl Gbinn
3HAUYUTENBHO XYXE: PEMUCCUM AOCTUTHYThI Y 61%
00JIbHbIX, 3-N1eTHAA 6e3peunanBHas BbKMBAEMOCTb
coctaBsuna 39%. Cpean nepBnYHO-pedpakTePHbIX
OonbHbIX Npeobnagany naumeHTobl ¢ IV ctagnen n
B-OJ1J1, yTo cBMAOETENLCTBOBAIO O HEOOXOAMMOC-
T MOUCKA HOBbLIX TepaneBTUYECKNX NOAXOA40B AN
nedeHust aTnux 60JbHbIX [6].

C ceHTa6psa 2003 roga B npaktuky ML, PAMH
BHELPEH HOBbIA BbICOKOMHTEHCUBHbI MPOTOKON
nevyeHnsa numoombl bepkutta — JIB-M-04 [7, 8],
OCHOBAHHbIN Ha UHTEHCUMKaLUM Tepannum mn co-
KpaLleHM ee NPOAOIKNTENbHOCTU: 3-N1eTHASA 6e3-
peuyanBHasa BbbknBaeMocTb coctaBuna 100%, 3-
NIeTHAS 00Las BbiX1BAemMocTb — 85%.

JNlumpoma Bbepkutta, HECMOTPS Ha arpeccus-
Hoe TeuyeHue, sBnseTcs Hambonee kypabenbHOM
numdomoin. BonblWMHCTBO peumanBoB Habnwoaa-
I0OTCS B TeYeHMe NnepBoro roga rnocsie OKOH4YaHus
Tepanuu. MNocne 2-neTHero 6e3peunamBHOrO ne-
proga MOXHO rOBOPUTb O MOJIHOM BbI3O0OPOBE-
Hun [5].

Mo HaWKVM JaHHbIM, MPK JIEYEHUN MO BbICOKOUH-
TeHcuBHOMY npoTokony J1Ib-M-04 Bce onucbiBae-
Mble HaKTOPbI NJI0XOro NPOrHo3a TepsAoT CBOKO NPO-
rHOCTUYECKYIO 3HA4YMMOCTb. EQVMHCTBEHHBIM HEOna-
ronpusTHbIM HGaKkTOPOM SABNSETCS NPEASIEHEHHOCTb.
BoBneuyeHne KOCTHOrO MO3ra, Bo3pacT cTtapLue 40
JIeT, HaNM4YMe B aHaMHe3e pacLUMpPEHHbIX XUPYPru-
YeCKMX BMeLIaTesibCTB, cneunpunieckoe nopaxeHme
rno4Yyek C OCTPOW NOYEYHOW HELOCTATOYHOCTbLIO HE
BAVGIOT HA XMMNOYYBCTBUTENIBHOCTb OMyX0Jn, HE
yXyOuwaoT OTBET Ha XuMuoTepanuio. Hannyve nat-
HbIX HaKTOPOB YBENYMBAET KOJINHYECTBO OCIIOXHE-
HWI B NpoLiecce fievyeHunsi, 0Co06eHHO B Havane Te-
panuu, Npy NpoBeAeHNN NepBoro Gnoka, 4Tto Tpe-
OyeT rpaMOTHOW OpraHM3auum CoONPOBOANTENBHOM
Tepanuu, BKJIOYaoLLEN Hanu4ne remoagmannsa,
NnoaroTOBIEHHOM peaHNMAaLOHHOW Cy>0bl, COBpe-
MEHHOWN aHTMBaKTepPnanbHOM U 3aMeCTUTENbHOM
reMOKOMMOHEHTHOM Tepanuu [8].



