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Xponuueckuit tumpoineiikos (XJIJI) — Haubo-
Jiee yacras hopma JieHko30B (24%), BCTpeyaloLIuXcs
B crpadHax EBponsl m CeBepHoit AMepuku. Ha momo
XJIT mpuxonurcs 11% Bcex GopM OIyXoJieBhIX 3a6051e-
BaHMI1 KPOBETBOPHOM M JIMMPoumHoi TKaHu [1]. 3a60-
nepaemoctb XJLJI B CIIIA, no nanHeiM HaltdoHabHOro
MHCTHTYTa paKa, coctaBiseT 3,5 Ha 100 000 nacenenus
(5,0 — ymyxumH u 2,5 — y xeH1uH) [2]. XJLUI auaruo-
CTHUPYIOT IIPEMMYILECTBEHHO Y JIMII 3PEJIOr0O M IIOXKHUIO-
ro Bospacta. CpemHMi Bo3pacT My>XX9HH B MOMEHT BHI-
SIBJIeHUA 3a0oneBamsa — 70 JieT, XeHmMH — 74 rona.
XJLUT peako BRISIBISTIOT y JIMI Mutamine 50 JieT U Impak-
THYECKH HE IHAarHOCTHPYIOT B IOHOIIECKOM M IETCKOM
BO3pacTe. YCTaHOBIIEHA ceMeliHasl MpeapacIIoNoXeH-
HOCTH K pa3BuTHIO 3ab01eBaHusa. Yacrora XJUJI u apy-
THX OIyXoJel TMMPOUIHON TKAHU Y OMIDKAWIIIMX POJI-
CTBEHHUKOB OOJIBHBIX B 3 pa3a BHIIIIE, YeM Y HaCeIeHUS
B 1enoM [3]. He cymecTByeT MpsIMBEIX T0Ka3aTeNhCTB
cBs13u XJIJI ¢ melicTBHeM Heb6MaronmpUAITHRIX GaKTOpOB
oKpyXamoIeil cpenbl (3a HCKIIOUCHHEM TTPHMEHSIO-
IITUXCSL B CETLCKOM XO3STIICTBE IECTHIHIOB ¥ TepOHTIH -
I0B). B HeMHOrMX ITyOIMKALIMAX YKA3BIBAIOT HA MOBBI-
IeHHBIN puckK pa3BuThs XJUI y paboTatomux ¢ opraHu-
YeCKUMHU PACTBOPHUTEISIMHU, Y 3aHSITHIX B IPOU3BOJCTBE
He(hTEIIPOAYKTOB U pe3UHOBBIX u3nenuii [4]. Panee or-
PMLIAJIACH POJTE HOHM3UPYIOIEH PaiHAIldH B BOZHHK-
HoBenuu XJIJI, Ho mocie apapuu Ha YepHOOBUIBCKOM
ATOMHOM 3JIEKTPOCTAHLUHH (OCOGEHHO B MOCIICIHHE
rofisl) M3y4EHHIO 3TOIO BOIIPOCA YACSISACTCS ITOBHIITICH-
Hoe BHUMaHue [4—6]. Hesib3st cauTaTh yoe AUTETLHBIMK
PE3YJIBTaThl MCCJICIOBAHUM, AaBTOPBI KOTOPBIX ITEITAIMCH
YCTaHOBHTB CBSI3b MEXITY ayTOMMMYHHBIMH IIpoliecca-
MM, TIIEPEHECEHHBIMM MH(PEKIIMOHHRKIMH 3a00JIeBaHU -
savu 1 XJUT [3].

B mocnennux xnaccupukamuax BO3 (2001, 2008)
OITyXOJIEM KPOBETBOPHOM M TuMbouaHoi Tkanu XJIJI
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JACHHHIX UMMYHOUUMOXUMUYECKUX MAPKEPOB U ceHeMUHeCKux a6eppauuﬁ unpo-
2HO030M 3a601e6aHUA.

Ha OCHOBE HICHTUMHOCTH LIUTOMOPMOIOIHUESCKUX ITPH-
3HAKOB, JAHHEIX TMCTOJIOTHYECKOrO U3YdEHHS OHOITTa-
TOB, HMMYHO(DEHOTHIIA H PE3yJIFTATOB MOJICKYJISID-
HO-TCHETHMYCCKOIO aHA/IM3a 00BSIMHEH ¢ TMMPoMoii
M3 MAJIBIX TMMGOIIMTOB M PaCCMaTPHBACTCS KaK OIHA
Ho3osiornyeckas Gopma.

Huarnocrmaeckue kpurepuu XJLJI Bxmodalor MH-
dmipTpanuio KkoctHoro Mosra (KM) nmomymsiueit CD5-
TIOJIOXUTEIPHEIX B-11MGOLKMTOB M HAIMIKME B IIEpH-
depuueckoii kposu (I1K) numdonmrosa (He MeHee
5+ 10°/1 MOHOKIOHATBHEIX B-KJI€TOK) HA IIPOTSCKE HIH
2> 3mec [7, 8]. JuarHo3 MM GbOMBI 3 MAJIBIX THMOOIIH-
TOB YCTAHABIIMBAIOT ITPH OTCYCTBHH CyOCTpaTHBIX (JIeH-
KEMHYECKHX) IMMGOUTHBIX KJIeToK B ITK mmpy Hammawm
xapakTtepHBIX 1151 XJLJI rucToMOpGOIOTHIeCKHX H M-
MyHOGhEHOTHITHIECKHX ITpHU3HAKOB [8]. Kak moka3biBa-
€T Halll OITHIT, Y TAKUX OOJIBHBIX ITPH ITATOJIOTHIECKOM
HCCJICIOBAaHUH CTEPHAJIBHOTO IMYHKTATa B Ma3kax KM
HE BEISIBJISTIOT 0YarOBEIC HJTH 09aroBo-AudGy3HbIC HH-
GuAbTPaTH U3 TMMQPOUAHBIX KIETOK.

MonokIoRaANbHELI B-KaeTounklli JuMbpoOonHTO3
(MBJI). B nocnenHee BpeMs IOBHIIICHHOS BHUMa-
HHe HccaegoBaTeneit cocpegorodeHo Ha MBJI — co-
CTOSTHWH, KOTOPOE MOXET MPEMIECTBOBATh PA3BHTHIO
XJIJT [9, 10]. MBJI Bo3HuKaeT y 5% 300pOBBIX JIMII B
Bo3pacTe cTapiiie 50 1eT Mpy OTCYTCTBHH THIICPILUIA3UH
muMpaTrdeckux y3iuoB (JIV) u cruteHoMeramu U xa-
pakTepu3yercs 00Jiee HU3KMM YPOBHEM KIOHAJIBHBIX
B-mmdoruros (<5 - 10°/1). MBJI, 1ipy KOTOpPOM KJIeT-
Ku mMetoT cXoaHbIi ¢ XJIJT mMMYyHOGEHOTHIT H XpOMO-
COMHbBIC aHOMAJIMH, HA IIPOTSKEHUM MHOTHX JIET MOXET
CYLLECTBOBATH CAMOCTOSATEIFHO HJTH IIPOrPECCHPOBATh
B XJUUI wim npyrue B-xierognsie mmMdonpomidepa-
THBHEBIC 3a0o0neBanms. CylliecTBYET TeCHAsA KOppes-
s Mexmy BospactoM, MBJI u crapeHMeM MMMYH-
HOI CHCTEMBI, KOTOPOE MOXET OBITh CBSI3aHO C PSAOM
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TMIEPCUCTUPYIOIIMX MHOeEKIMIt (Takux KakK renatuT C)
WJIH C TIOBBILICHHOM peaKiMei HA AyTOAHTHICHHI.

IMaTodu3nonorayeckne Mexanu3mMbl passaTasa XJLT
OCTAlOTCS OKOHYATEIbHO HEBBIACHEHHHIMHU. 1o cHuX
op He CO3NlaHa 3KcIepUMeHTanbHast Moneas XJLJI.
Kuerounsie 1MHHYM, MOJYIEHHBIE IIPU IOMBITKAX
KyJIBTHUBHPOBAHHMSA in vitro KineTokK 601abpHbIX B-XJII,
B OOJNBITWHCTBE CIyYaeB 0KA3ATUCH KIIETOUYHRIMU J1e-
MEHTAMHU JTUMOOMBI U3 KJIIETOK MAHTUHHOW 30HBI
wi B-muM¢o01acTOMIHEIMH TMHUSIMM, 00pa30BaB-
IIMMUCS M3 CONEPXKABLIMXCSA B BUAE IIPUMECEH HOp-
MalbHBIX JuMdoiToB [11]. BosHukaiumii y TpaHc-
reHHBIX Mbaneit CDS-nonoxurenbHbii B-Ki1eToqHbIH
muMdonipodepaTUBHEIA TPOIECC MOXET paccMa-
TPUBATHCSI B Ka4eCTBE Moaenmu arpeccuBHoro XJLI,
a He HauboJIee YaCThIX BUIO IIPOTEKAIOIIMX GopM 3a-
6oneBanms [12].

B Hacrosiiuee BpeMsi usydeHue naroreHesa XJIJI
COCPENOTOYCHO HAa UCCIICIOBAHNY BHYTPUKIETOYHOTO
CHHTE3a KOMIIOHEHTOB B-Kki1eToaHOTO penenTopa, 6a-
JIAaHCA MeXTy IpoauGepaTHBHONA aKTHBHOCTBIO JIMM-
(hOMIHBIX KJIETOK U aIOITO30M, aHOMAaJIHAMH, BbI-
SIBJICHHBIMH ITPH LIMTOTEHETHYECKMX MCCISHOBAHMIX
WHTepGha3HBIX SOEP, POTU CTUMYIUPYIOITUX U POCTO-
BBIX CUTHAJIOB, CBSI3AHHKIX C MUKPOOKPYXEHHMEM KIIe-
oK XJLII [1].

Ceroans B CBfI3M ¢ IIPMMEHEHHUEM HOBEIX HOCTa-
TOYHO 3¢ HEeKTHBHBIX TepallEBTHIECKHX CPEACTB BaXK-
HOE 3HaueHUE MpuobpeTaeT nuddepeHIMATEHAS TH-
arHocthka XJUI u psana apyrux ¢opM XpOHUYECKMX
JuMbonponndepaTUBHLIX 3a00J1eBaHMIl (TaAKMX KaK
B-mponuMponrTapHeIif 1efK03, BOJIOCATOKICTOTHRIH
JieiKo3), TuMpoM B (pase nerikemusarimu (QOLTMKYIISIp-
Hast tmMdoma, TuMpoMa U3 KIIETOK MAHTUHHOM 30HHI,
JM(poMa MApTHHAJIBHO 30HHI CeJIe3¢HKH U T.1.). [To-
JOOHAsA TUATHOCTHMKA OCHOBRIBAETCS Ha MCIIOIb30Ba-
HUM TUTOMOP(OJOTHIECKHX M IIUTOXUMHUIECKHX Me-
TOOB ¥ MMMYHO(EHOTUITHPOBaHUs. B psige ciydaen
C 3TOH LIETBIO MOTYT OBITH JOTIOTHUTENBHO TIPUMEHE-
HBI METOIBI KAPHOTHITMPOBAHHS 1 MOJICKYJISIDHO-TEHE-
tHdeckoro anam3a (FISH, CGA u np.).

Kmnnko-remaronormaeckue npasHagn XJLI. XTI
MMEET KpaifHe BapuabeabHble KIMHUIECKUE MPU3Ha-
Kd, oOyciiopineHHbIe HHOMWIbTparmein KM u apyrux
OpPraHOB JIEHKEMUICCKUMH KJIETKAMM,, HATMYMEM JIMM-
daneHONMATH, CIUIEHOMETAIUH, rernatoMeraiui. He-
peiKo y OOJIBHEIX OTMEUAIOT MOPAXEHHS KOXH, Opra-
HOB XEJTYTOYHO-KUINIETHOIO TPaKTa, JIETKNX, MOYECK,
IICHTpaJILHOM HepBHOM cucTeMnl [13, 14]. Uuorma qu-
arxo3 XJLJI ycTaHaBJIMBAIOT Y JIMLI, HE ITPEIbSBISIOLLIMX
KaKMX-JIU60 Xa100, ITpH BRITIOJHEHUH OOIIET0 aHAIH -
33 KPOBH B XOjI¢ IUIAHOBOTO 06GCIeI0OBAHHUS 110 TIOBOAY
IpYTHX 3a60/IcBaHMI I BO BpeMSI IMUCIIAHCCPH3AIHH,

AGcomoTHOE KOJTHIeCTBO JIEHKOIUMTOB B ITK 6011b-
HeIx XJIJI konebaercss B NIMPOKMX INpeaesax, MHOTAa
nmocturast 150—400 - 10°/n1. B mocnenHee BpeMsI B HALTY
nabopartopuio 6onbpHEIe U3 KueBa 1 obmacTeit Ykpau-
HBI IIOCTYIAIOT JOCTATOYHO PAHO — IPH KOJHYECTBE
neiixouutos B I1K 12—16-10°/1 1 OTHOCHTEIBLHOM
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comepxaHuy JTUM@OLIMTOB B Jielkorpamme 55—65%.
ITpu 5TOM KOJTMIECTBO 3pUTPOLIUTOB, TPOMOOITUTOB H
YPOBEHb TeMOTJIOOMHA MOTYT OCTAaBaThCS B TIpeaesiax
HOPMBI IUTH OBITh MEHBIIC. B MOMEHT YCTaHOBJICHUS
IMarHO3a IIPHU3HAKH AHEMHH H TPOMOOLIMTOTIEHHH OT-
MeuaioT y 30% malMeHTOB.

B maskax IN1K 6ompHEX XJLUI mpH MUKpOCKOIMUYe-
CKOM MCCJIEIOBAHHH OINPEAeIISTIOT MOHOMOPGHYIO IO~
IYJISIIHIO KJIETOK C BBICOKMM SII¢PHO-LIMTOILIa3MAaTH-
YECKHUM COOTHOIICHHEM M IIUTOMOPDOIOTHIECKUMH
NpH3HAKAMH MaIbIX JuMdouuroB. Hapsany ¢ npeob-
JTATAIoKM OOJIBIIMHCTBOM KJIETOK THIA MaJIbIX JIMM-
¢OLIMTOB B JICIIKOTpaMME MOTYT BRISIBJIATH IPOIAMPO-
IIMTHI, COAEPKaHNE KOTOPhRIX ITpH KiaccuueckoM XJLJT
He nipeBbimaeT 10%. Hepemnko B Ma3Kax KpOBH GOJIEHEIX
XJLI perUCTpHUpPYIOT TaK Ha3bIBaEMBIE KIIETKH JICHKOIH -
3a (teHu borkuHa — I'ymmpexra). VIx nosisieHue o0y-
CJIOBJIEHO XPYITKOCTRIO MEMOpaH JieHKeMHIEeCKIX KJIe-
TOK, CBSI3AHHOM ¢ 0COGEHHOCTSIMM CTPYKTYPHI OTHOTO
M3 OCJIKOB LIMTOCKEIeTa (BUMEHTHHA), YTO IIPUBOIUT
K Pa3pyILICHHUIO KJISTOK IIPH MPUTOTOBICHHUM Ma3KOB.

KM npu XJIJI, 1o gaHHBIM HUTOJIOTMYECKOTO MC-
CJICIOBAHMS, OOBMHO I'MIICPKIICTOYHEIN. JaKIOYSHNE
0 XapaKTepe MaTOJIOTMYECKOro MpoLecca MPH U3yde-
HUM Ma3KkoB u3 myHktatoB KM ciaemyer gaBath ¢ u3-
BECTHOM J10J1€i1 OCTOPOXHOCTH, TaK KaK ITIPH 3TOM MO-
TYT OBITH BBISIBIEHBI KJIIETKH M3 O4arOBBIX JIMM(POMIHEIX
MHQHUILTPATOB, OTMEYEHHBIX B HOPME H IIPH psifie 3a-
00JIeBaHHIT, KOTOPHIE 110 LIMTOMOP(OJIOrM4eCKHM MPH-
3HaKaM He oTmd4aiorces oT KieToK mpu XJLJI. B cBsizu
C 3THM HApAOy ¢ HUCCIeJOBAaHMEM ITYHKTATOB Y GOJIb-
HEIX XJIJI peKoMeHIyeTCsl IIPOBOAMTEL THCTOJIOTHYE-
cKoe u3yyeHue TpenaHoduonraroB KM. Ilo pesynab-
TaTaM H3YYEHMS] THCTOJIOTHYECKUX CPE30B BBLICIISIOT
caeayolme THIb HHOWIbTpauud KM nmmdonnHbI-
mu xietkamu 1ipu XJLT: Hogy isspHEBI (OYATrOBBIif), HH-
TEPCTULHAILHRIN, CMEIIAHHBIA (HOMYJISIPHBIH K HHTEP-
CTULIMANIbHBIN) ¥ AUDOY3HBINA. XapaKTep OpaKEHUS
KM koppenupyer ¢ KIIMHUYECKON cTaauei 3abomeBa-
HHSI U BBDXUBAEMOCTHIO OOJTBHEIX,

Kinanaeckue cramuu 3adonesanns. Haubonee mm-
poOKoe IpMMeHEeHHEe MpH OMNpeacIeHHH KIMHHYIEe-
ckoif ctamuu XJIJI mmpuoOpenu CHCTEMBI CTaIMpOBa-
Hus, npepnoxeHaele K.R. Rai u coaBropamu [15]
u J.L. Binet u coaBropamu [16]. IlepBas McioIb3yeTCs
npeumMyiecTBeHHO B CIIIA, BTOpas Ioryyiwia pacIpo-
crpaHeHue B EBporie. B ocHOBE 06€MX CHCTEM JICKHT
€IMHALA IIPUHIIKII — YMET MACCHI OITyXOJIM (KOJIMMECTBO
JIMMGOLIMTOB, cTeneHb yBemmueHus JIY, cesie3eHKH, Tie-
9eHM, BBIPAKEHHOCTDb YTHETCHHSI pa3IMIHBIX POCTKOB
TeMoI0333). BoinmesisieMble B COOTBETCTBUHM C MPEJIO-
XeHHBIMHA KpuTepusamMu ctamuu XJLJT uMeror mporHo-
CTHYECKOe 3HAdeHUE, KOPPETHPYIOT CO CpeaHel mpo-
OJIXUTENBHOCTBIO XH3HN GOJIHBIX Y MCIOJIB3YIOTCS
TIPH OLIEHKE Pe3YJIbTATOB JiedeHus (Taour. 1, 2).
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Tabnuua 1
Cucrema cragupoeanun XJ11 no Rai [15]

Menunana

BbDKMBa-

eMOCTH,
Mec

Crapgus
3abone-
BaHus

Knunuxo-naGoparopHbie

Mporxoa
NpU3HaKK

bnaronpu-

= > 150
ATHBIA

0 Tonbko numdountos B MK u KM

MpomMexy-

# 101
TOYHIA

| Jiumdoumtos u numdbageHonatus

JlumMdpouuTO3 U renatoMeranus,
CMNEHOMEraua WK HaMYKe renaro- | [pomexy-
1 CINEHOMETa/IMM OQHOBPEMEHHO; TOYHbIA

+/- nuMdageHonatms

>7

Jiumdouutos 1 aHeMus (reMornoGuH
] < 110 r/n); +/- numcdaaeHonarms;
CMNEHOMErasins, renatoMeranus

Mnoxoit 19

Jinmeounto3s n TpOMEOLMTONEHUS
{(TpomboumTtos < 100 - 10%n); +/—
aHemms (remorno6un < 110 r/n);
OprasoMmeranms

Tnoxoi 19

Ta6nuua 2
Cucrema craguposanus XJ11 no Binet [16]

MenunaHa
BbIXHBae-
MOCTH, MEC

Crapgus
3abone-
BaHUA

Knuhuxo-nabopaTopHbie
NpU3HaKu

Jinmgouutoa B MK u KM; MeHee 3 30H ¢ kimn-
HHYECKUMM NPU3HAKAMK NOPAXEHUS (0AHO-

1 ABYXCTOPOHHEE YBENHYEHHE WEeHHBIX, N0A-
A MBILIEYHBIX, NaxoBbiX JIY, ceneseHku, ne-
YEHH); OTCYTCTBME AHEMMK (reMorno6GuH

2 110 r/n) v TpomGouuTONEHUH (TPOMOOLUTOB
> 100-10%n)

>120

JNumdouutos B MK u KM; BoBneyeHne

B npouecc 3 u Gonee 30H (o6nactei); oTcyT-
cTBHe aHeMuu (remornobud 2 110 r/n) u TpoM-
Goumronexuu (TpomGouuTos > 100 - 10%/n)

61

Conepxanue remornobuna < 110 r/ny Myx-
4nH U < 100 r/n y XeHLUMH; COAepXaHUE TPOM-
GoumtoB < 100+ 10%/n unu HaMYMe aHEMUM

M TPOMGOLMTONEHNUM OHOBPEMEHHO (HE3a-
BMCMMO OT KOJIM4ECTBA 30H C NPH3HAKAMM NO-

32

paxeHus)

NmmyrodenoTHn nelikeMAdecKHX KieTok. Ha no-
BEpXHOCTHBIX MeMbpaHax kjaetok IIK u KM
npu XJIJI oTMeyaloT 3KCIpeCcCHI0 aCCOIIMHUPOBAH-
HBIX ¢ B-muMdoimuramu anturenos CD19, CD20,
CD79a [17]. Dxcnpeccus CD20 BeIpakeHa ciabee 110
CpaBHEHUIO C TAKOBOW Ha HOpMaJlbHBIX B-KieTkax.
Ha nosepxHOCTHRIX MeMOpaHax JICHKEMUYECKIX KIIC-
TOK, KaK IpaBWIO, BRIB/LIOT IgM, pexe — IgM u IgD,
HCKIIIOYUTETBbHO penko — IgD. Peakitmu mpy BEISIBIIE-
HHH MOBEPXHOCTHRIX IMMYHOTIIOOYIMHOB mpu XJLJI BEI-
paXeHHl ciabee, Y4eM Ha HOpMaJbHBIX B-muMbormrax
kpoBH. Ha MeMOpaHax KJICTOK IIMPKY/IMPYIOIIEH B KPO-
BM MOHOKJIOHAJIBHOM NOMYJIAIMHU OTIPEAENSAeTCS TONb-
KO OJTMH THII JIETKUX LieTlell MMMYHOITTOOYJTUHOB — X
wiu A. B gactu cirygaes XJIJI Tsokelrble M JierKue Uenu
HMMYHOIJIOOYIHMHOB TOTO X€ Kiacca (IIOITHIA) MOTYT
BBISIBISITBCS M B ITUTOILIA3ME KJIETOK.

Y 6onpumHcTBa 60MBHBIX XJ1JT OnpenensieTcss Map-
Kep aKTUBUpPOBaHHEIX B-xietox — aHTHren CD23.
BaxHBIM MMMYHO(PEHOTUIIMUECKUM IIPU3IHAKOM
B-xnerok mpu XJLII sBisieTcs sKcpeccus Ha IIOBEpX-
HOCTHHIX MeMOpaHax aHTtureHa CDS, 06BYHO 3KC-
npeccupyrolerocs Ha T-KJIeTKax ¥ CIMTAIOIIETroCs UX
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criermrIecKuM Mapke poM. OIHAKO YCTAHOBJIEHO, 9TO
U B HOpMe HeOOoNbINast 9acTh [IMPKYTUPYIONTHX B KPO-
BU B-mmMdonToB 3KcIpeccupyeT 3TOT aHTUreH [8].
HopManbueaiii aHaior CDS-11oM0XHTeTbHRIX THMGO-
LIMTOB, BBIABIEHHBIX Npu XJUJI, oTMeueH B MaHTHIi-
Hol 30He JIV, B cenesenke uJIY 20-HemenbHOro Iioaa
genoBeka. Ilpenmonarawot, ato CDS-NomoXuTeTbHEIS
B-xieTkH, KOJIMYECTBO KOTOPHIX B KPOBH YBETMUMBA-
€TCS TAKXKE ITPH TaKKX 3a00JIeBaHMIX, KAK CHCTEMHAs
KpacHasi BOJTYaHKA M PEBMAaTOMTHELA apTPHT, SBIISTIOTCS
UCTOYHUKOM BBIPAOOTKH ayTOAHTUTE MPHU OCITIOXHSIO-
mux reaenue XJUI ayronMMyHHOM aHeMUH U TpOMOO-
uuroneHuH [18]. ¥ 7—20% 6onpHex XJIJT Ha moBepx-
HOCTHBIX MEMOpaHaX KJIETOK He BBIABIIAIOT SKCIIPEC-
curo anTureHa CDS. YV maHHO# KaTeropuu NaiyeHTOB
qainie OTMEYaloT 00Jiee BRIPAKCHHYIO SKCIIPECCHIO TSI~
XKEJIBIX M JIETKUX Lieneil HMMYHOITIOOYJIMHOB Ha I10-
BEPXHOCTHBIX MEMOpaHax KJIETOK M TUarHOCTHPYIOT
H30JUPOBAHHYIO CIUIeHoMeramuio. KiimHuaeckoe Te-
JeHMe M METNAaHa BEDKHBAEMOCTH OOIBHBIX C JAHHBIM
TIOATUTIOM 3200JIEBaHUSI ITPAKTUIECKH HE OTIIMYAIOTCS
OT TAKOBHBIX Y OORYHEIX HAOIOMAEMBIX.

Ha noBepxHOCTHBIX MeMOpaHax kieTok nmpu XJLIT
oIpenesaIoT SKcpeccuio antureHa CD43 u y Heko-
TOPBIX OOJBHBIX G0JIee BHICOKYIO, YeM B HOpPME, DKC-
npeccuio O6enka bel-2 [19]. TTonoXUTETbHYIO peaKIIiio
MPpY UMMYHOIIUTOXMMHUYECKOM BBISIBICHUM AHTUIC-
Ha CD38 y 60mpHbxX XJLJI 0TMEYAIOT IIPH OTCYTCTBHM
MYTALIii FreHOB BApHAGEIFHBIX YIACTKOB TSDKEJIBIX 11e-
et umMyHornooyauHoB (IgHV) [20]. OmHoBpeMeHHOe
olpeneeHue sKcrpeccu antureHa CD23 M IMKHA
D1 ucnons3yior B muddepeHINaIbHONR IUATHOCTHKE
XL u muM$pOMBI M3 KJIETOK MAHTHITHOHM 30HEH B (paze
netixeMuzanu [8]. Omuaxo xinetku mpu XJUJI B HeKo-
TOPRIX cIydastx MOTyT ObiTh CD23-0TpHIlaTeTEHBIMH,
a nnpu MM oMax U3 KJIETOK MAaHTUHHOM 30HBI MOXET
nposBaaTbesd skcnpeccuss CD23. Y 6ompabx XJL co-
OTBEeTCTBEHHO B 26,7 M 20% ciydaeB OTMeYAloT 5KC-
MpeccUio MUEJIOMOHOLMTApHEX aHTUTeHOB CD1lc
u CD11b [18]. CD11c-noa0XuUTeNbHEIE KIETKH Jallie
BBIABILTIOT Y 00BbHEIX XJLT ¢ KOPOTKMM BpEMEHEM VI~
BOeHHUA KoaudecTBa JuMdoruros B ITK (< 12 mec),
a CDI11b-nonoxureabHbe TUMGOLMTH Yallle per-
CTPUPYIOT Yy OOBHBIX C OOJTBITUM KOJTMIECTBOM BOBIIE-
YeHHBIX B MATONOTHYECKU ITpoltecc opraHoB. He uc-
KJIIOUCHO, UTO 60JIee arpecCUBHOC TedeHME 3aboie-
BaHUA IIPH HAIMYMH HA IIOBEPXHOCTHHIX MeMOpaHax
xieTok CD11b o6ycioBieHo ero GyHKIMAMU MoJIe-
KYJIBl aATe3MM, YIACTBYIOIMEH B PEIMPKYIIAIINH JTAM-
dorros. Iloutn y 50% Gonbabx XJII Ha muMdou-
HBIX KJIETKAX OTMEYAIOT SKCIIPECCHIO AKTUBALIUOHHO-
ro antureHa CD25, curTalomerocss MapkKepoM KICTOK
TP BOJOCATOKIETOIHOM Jeiikose [18]. Hamuaue
CD25-110IOXUTETBHBIX KJIETOK aCCOIMUPYETCS C He-
6JIarOTIPUSITHHIM TIPOTHO30M 3a00JICBaHMSI.

TeneTHueckne aHoMAMHH. [ €TCpPOreHHOCTD KJIMHM-
yeckux IposipiieHuit mpu XJUJI obycrnoBieHa pasinu-
YUSIMH B MYTAalTHOHHOM CTaTyce BaprabeIbHbBIX yJacT-
kxoB reHoB IgHV, onpenensieMoM Ha OCHOBE aHAU-
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33 MOJIMMEPA3HON 1enHOo# peakimu. CoMarudeckue
MyTauuu reHoB IgHV BLISBIAIOT B JIEHKEMUYECKUX
kietkax 50—60% 6GonbHEX XJLJI ¥ He 0OHapyXuBa-
10T y 40—50% manueHToB. B niepBoii TpyTine GoJbHEIX,
3a UCKJII0YEeHHEM HeOGOMbIION KOTOpTH IaIllUeHTOB
¢ MyTauusaMu B cermenTe VH3—21 reHoB IMMYHOIJIO-
OynIMHOB M mTUChyHKIMEH p53, IpOrHo3 3HAYMTEIb-
HO JIydIlie, 4yeM BO BTOpoif [21]. OTcyTcTBHE MyTalIMit
B reHax IgHV accomuupyercs ¢ 3KCIpeccHeil aHTH-
reHa CD38, oexka ZAP-70 ¥ TaknMu HeOMAarOIIPUSIT-
HBIMH B IIPOTHOCTHMECKOM IUIAHE aHOMAIMSAMM, KaK
del(17p) u del(11¢23) [22]. MequaHa BbLKMBAaEMOCTH
B 9TOI Ipy1ine 60JbHBIX COCTaBMIIA 5 JIET U 5 Mec, a na-
1MeHTsl ¢ MyTaisiMu IgHV u oTcyTcTBHEM 3KCTipec-
CHH Ha NOBEpXHOCTHBIX MeMOpaHax CD38 u ZAP-70
OBUIM XHMBBI IIPY HaOmoneHUuH B TeueHme 13 mer [22].
Ha ocHoBaHMY pe3ynbTaTOB JAHHOTO U ITOT0OHBIX HC-
cinenoBaHuit [23, 24] nMpemIoXeHO UCIIONb30BATE M-
MYHOITUTOXMMUYECKOE OlpenenacHue anTureHa CD38
¥ 6enka ZAP-70 B KauecTBe «CyppOTraTHBEIX» IIPOTHO-
CTUMECKHMX MapKEpPOB.

IIpu XJIJI, moMuMo YIIOMAHYTHIX MyTaLlWii BapH-
aGeJbHEIX Y9aCTKOB MMMYHOIJIOOYJIMHOB, BBISIBJISI-
10T TaKXe TAKUE TEHETMYECKUE AHOMAJINHU, KaK TpU-
comuro 12, menenmio 13q, 11q, 6q, Aeae1Mi0 KOPOTKO-
TO IUTeYa XpoMOocoMkl 17 [25, 26]. YacToTa BRIABICHUS
XpoMocOMHBIX abeppanuii mpu XJIJI B pa3HbIX uccie-
JIOBAaHISIX Pa3INYacTCs B 3HAYUTEILHOM CTEIICHH, UTO
OOYCIOBJIEHO KaK METOAMYECKUMHU OCODEHHOCTSIMU,
TaK ¥ TEM, UTO B psiie pabOT HE yYHTHIBAIN CTAIHIO 0O-
JIE3HU. 3aMETHM, YTO B HCKOTOPHIX PAaHHMX IIMTOTEHE-
THYECKUX MccaenoBanusax muarto3 XJ1LJI He 65611 Bepu-
¢buIMpoBaH B IOCTaTOYHOIM Mepe HAa OCHOBE MMMYHO-
¢eHOTUIINPOBaHMSI. Pe3ynbTraThl Haubonee KpyITHBIX
uccnenoBanmii XJ1JI, mpoBeaeHHBIX ¢ HCTIOB30BAaHHEM
KJIACCHYECKHUX IIUTOrCHETMYECKHX METOIOB, IIOKA3aJIH,
910 KIIOHAJILHEIE XPOMOCOMHEIE abeppaliiyl HMEIOTCS B
HammarM y 50% GOJIBHBIX HA pAHHUX CTAIHSX ITPOLIECCa
uy70% — na no3auux [26]. IIporuos y 6onpubix XJLT
C HOPMAJIFHBIM KAPMOTHUIIOM JIyYllle, YEM Y TIALIMEHTOB,
Y KOTOPBIX BHISIBJISTIOT T€ WJIM MHBIE LIMTOTCHETHICCKIE
aHoMayi. B TporHocTHyecKoM IUIaHe HATMI1e OTHOM
abeppauuu 0oJee OJarOMpHsITHO, 9eM KOMILIEKCca Ha-
PYLUCHUI KADWOTHUIIA.

Buenpenue HOBOro Merona (hIyopeclEHTHOM I'H-
opunusaiuu in situ (fluorescence in situ hybridization —
FISH), no3BoJsiomero ucciaenoBarh HHTEpGa3HbIe
siipa, JaJ0 BO3MOXHOCTb YTOYHHUTh YacTOTY Haubo-
Jiee pacIpOCTPAaHEHHBIX XPOMOCOMHBIX aHOMAIWA
npu XJUJI [25]. HauGonee 4acTo BHIABISUIA ACJICIIHIO
UIMHHOTO IUIeYa XpoMocoMkl 13 (55%), oxBaTeIBaio-
mryto peruoHsl 13q12 u 13g4. B peruone 13q14.3 pacno-
JlaraeTcsl TYMOP-CYTIPECCOPHBIM TeH PETHHOOIaCTOMBI
(Rb-1), komupyronuit saepHHIil pochonpoTerH, yda-
CTBYIOIIMI B PETyJISILIMM KJIIETOYHOro IMKia. Cremyio-
IITAMH 110 YaCTOTe ABNIAIOTCA TpucoMus 12 (18%) u me-
neuus 11 (16%). Pexe oissasiim 621 (9%) u 17pl3
(7%). Tpucomust 12 KoppenupyeT ¢ aTUITHIECKUMH
mopdoaornyeckuMm BapuanTamMu XJLUJI ¢ moBBIICH-
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HBIM COZIepKaHUEM MTPOTUMOOITUTOB 1 abeppPaHTHBIM
uMMyHodenoTurioM. Jlenenuio 11q, Kak IpaBwiIo, OT-
MedaloT y 60JIBHBIX B 60J16¢ MOIOIOM BO3pacTe, OHA ac-
COLIMUPYETCS ¢ OBICTPBIM IIPOTPECCHPOBAHMEM 3a00-
JIEBAHUA U IUTOXUM NpOorHO30M. C HeGIaronpusSTHEIM
TIPOTHO30M accolMupyetcs generus 17p13. B pernone
17p13.1 pacionaraeTcsi TYMOP-CYIIPECCOPHEIN I'eH p 53,
HEIOCPEACTBEHHO YYACTBYIOLIMIA B MHIYKIIMH aIlOITO3a
IpY TIOBPEXACHIH reHoMa KJieToK. B Tabi1. 3 u 4 nipen-
CTaBJICHHI JAHHBIE 0 YACTOTE T€HETHYECKUX AHOMAJIHIA
y 60apHBIX XJLJI mpy HATMYKUM M OTCYTCTBHIM MYTAaLIFHA
re”oB IgHV [27], BhIsIBIsIEMBIX Ha Pa3HBIX CTAAMSIX 33~

6oneBanHus [25].
Ta6nuua 3
leHeTHueckue abeppaumu y 60nbHbix XJUT npu HaNnH4MK
M OTCYTCTBMM MyTaumii resos IgHV [27]

MyTauum rexos | MyTauwii reHos
AGeppauuu IgHV ecre, % | IGHV er, %

Knoxanssnie abeppaupun 80 84
[fleneuns 13q 65 48
Wsonuposanuan aeneuns 13g 50 26
Tpucomns 12 15 19
[eneuns 11q 4 27
Deneuus 17p 3 10
leneuns 17pun 11q 7 35

Tabnuua 4

leneTHueckue abGeppaumu, BoiSBISeMbie HA Pa3HbIX CTaUAX
pazeurus XJU1 [25]

3 ¥ =
3| E= 32| 32| 8=
Tpynnui obcnepoBanibix| s 5 | 25 | 85| 25| 24
B3| Q" | 2" | &~ | &~
28 =
Bce GonsHwe X/ 18 55 18 16 7
Craguu Goneann
no Binet:
A 53 72 51 25 23
B 30 20 34 50 4
C 17 8 15 25 38
MeanaHa BLXMBAEMO-
CTH, MEC 120 132 120 84 30

Kpnareprn nporao3a. Kinnaudeckoe teueHue XJUI,
KAK YKa3aHo BhIIIIe, KpaiiHe BapuabeabHO. Y O0IBITH-
cTBa OOJIBHBIX OTMEYEHO [UTUTEILHOE TCYCHHUE, IIPH KO-
TOPOM IPOMCXOIUT IIOCTEIICHHOE HAKOIUICHHUE MACChI
HeoIUTacTHIeCKUX TUMbpoNIHEIX KieToK. OcrnoxHe-
HMST BO3HHMKAIOT B pe3YJIbTAaTe pa3BUBAIOIICHCSI HMMY-
HOCYTIPeCCHUHM WM LIMTOINICHUH. Y HEKOTOPBIX XKe Ialr-
€HTOB NPOUCXOIUT OBICTPOE MPOTPECCUPOBAHKE TTIPO-
1ecca [13, 14].

OmHEM 13 BaxXHEHIIMX (aKTOPOB IIPOrHo3a y 60I1b-
HBIX CYMUTAIACH CTanus 3a00JIEBaHUSA, OIpENcisieMast
no cucteme Rai (0—IV) wiu Binet (A—C). OxHaxo no-
cleaHue uccaenoBaHus [28] oka3aiu, YTO IPU 3TOM
BO BpeMs1 YCTAHOBJICHUS AMarHO3a, OCOOCHHO Ha paH-
HHX CTAIMSIX, HE YIAETCS TOYHO TIPOrHO3MPOBATH KIIH-
HUYECKOE TeYCHHE 3a001eBaHUA Y OTHEIbHEIX Iallv-
enToB ¢ XJLJL. 1o cux nmop o0CyXIaeTcsi BOIIPOC O BO3-
MOXHOCTH MCIIOJIb30BaHUS B KAYeCTBE PeajIbHOro
IIPOTHOCTHHYECKOTO (paxTopa aGCOMOTHOTO KOIMIECTRA
JMMGOIIMTOB U BpeMEHHU YIBOSHUA MaCCHI IMM(OLIH-
ToB. PaHee ycTtaHoBieHO, uTo y 60ombHEIX XJLJI ¢ comep-
XaHueM JuMboLuToB B KpoBH < 20 - 10°/n MenuaHa BbI-

OHKOJIOTUA e T. 16 # N2 3« 2014



XXHWBAEMOCTH cocTaBiisieT 8,6 roaa, a mpy abCOIOTHOM
KomuuecTBe auMdolitoB > 40+ 10°/m — 3,7 roma [29].
Bonee 61aronpUsITHRINA IMPOTHO3 OTMEYAIOT Y MALlMCH -
TOB, Y KOTOPBIX [IEpHOM YIBOSHHUSI KOJTHYeCTBa JTUMo-
IMTOB MpeBbINIaeT 12 Mec. ArpecCHBHOE TeYeHHeE Ipo-
11ecca pEruCTPUPYIOT Y OOJIBHEIX, Y KOTOPBIX 3TOT ITe-
puox cocrasisieT MeHee 12 mec [30].

MenuaHa BEDKHBA€MOCTH ITALIHEHTOB, Y KOTOPHIX
BEISIBJIEHBI T€ WJIA MHEIE TeHETHIECKHE AaHOMAJTUH , HIDKE
MPOAOJTKUTEITHHOCTH JKU3HM JIHLL, Y KOTOPHIX ITOA0OHEIE
HAPYIICHMsI He OTMEYEHRI. [Ipono/mKMTeIbHOCT KU3HH
6ompHEXx XTI ¢ nenmenmeii 11q u aeneumeid 17p MeHble,
9eM TpH HATHIWHK Aejelun 13q u tpucomun 12 [24].

K umciny BaXHBIX IIPOTHOCTHIECKUX KPUTEPHUEB,
KaK yX& OTMEYaa0Ch, OTHOCATCS COMAaTHYECKUE TU-
IEpMYTAllMK B IOBEPTLIMUXCS PEapaHXHUPOBKE BapH-
abenpHBIX perioHax reHoB IgHYV. Boree arpeccuBHOe
TedeHMe 3a001eBaHNsT GUKCHPYIOT y 60IBHBIX, B KJIET-
KaX KOTOPHIX He BBISIBJISTIOT [IPU3HAKOB MYTAIlMH FTCHOB
IgHV [28]. OnHako npH BREISIBICHHH ITOAOOHBIX MyTa-
M HeobxomuMo cekBeHupoBaHue JHK. Dror He-
MPOCTOM, TPCOYIOILMIA ITUTENLHOTO BpEMECHH /1S BRI~
IOJIHEHHA M JOPOTOCTOSIIMIA METOH ITOKA He HaIres
MMTUPOKOTO TPUMEeHeHUs1. B 3Tol CBA3M, KaK yXe YIo-
MHHAJI0Ch, TIPESATIPHHATEL ITOIBITKA HCIOJIB30BaHHUS
C IIPOTHOCTHYECKOM LENBbI0 «CYyppPOraTHBIX» MapKe-
poB — anTurena CD38 u 6enxa ZAP-70.

ITone3HbIM B IUIaHE YTOYHEHHMA TAATHO3A SIBIISIET-
csl OTIpelie/icHUE B CRIBOpOTKEe KpoBM 60MbHEIX XJIJT
B,-mMuxpornobyruHa (B,M). IIoBbIlIEHHEA YPOBEHD
B,M oTMeday y manueHToB ¢ 60Jb1I0# Maccoi Heo-
IUIACTHYECKMX KJIETOK M BHIPAXEHHON MH(IIBTPALHU-
eif tumbonuraMmu KM [24]. I1oBHIIIICHHBIN YPOBEHD
CHIBOPOTOYHOM THMHIIUIKMHA3EI, OIpeNeIAeMbIil pa-
JMOJIOTHIECKUAM METO/IOM, ¥ pACTBOPUMOTO aHTHUTEHa
CD23, sugBnsieMble Ha paHHe# craguu XJIJI, ykasbl-
BalOT HA BO3MOXHOCTh OBICTPOTO ITPOrpPeCCHPOBAHMS
3aboneBanus [24].

VY HeboubInoil yacTy mauueHToB 3Bommonus XJLT
COIPOBOXIAaeTCA MOP(OIOTHYECKOMH TpaHChOpMAaIH-
€if ¥ NosiBJIcHHUEM DO0JIBIIOTO KommuecTBa KieTok (10—
55%) ¢ npu3HakaMu poauM¢ouuToB. [1pu 5ToM cMe-
IMAHHO-KJIETOYHOM BapHaHTe 3a00JIeBaHHs HMMYHO-
teHOTHITHYECKHE TIPU3HAKH JIEMKeMHIECKHUX KIETOK
TaKue Xe, KaK mpu KiaccuieckoM XJLJI, Ho TTporHo3
6oJee HeOIATOIIPUSATHEBINA.

¥ 2—8% naumenros ¢ XJLI B pe3ynbTare TpaHcgop-
Malyu pa3puBaeTcsa 1udpdy3Has B-KpymHokieTogHas
JmmM@poMa (cuaapoM Puxtepa) [8]. MonexynsipHO-re-
HETHYECKUEe HapyIIeHUsI, TIPUBOAATIIHE K pPa3BUTHUIO
cunapoma Puxrepa, HemocTaTrouHO u3yyeHnl. B 50%
CIIy4aeB B TpaHC(OPMHPOBAHHBIX TUM(POMIHBIX KJICT-
KaX IIpH CHHApoMe PuxTepa BEISBIIAIOT MyTALlHH I'eHa
p53[31]. ¥V maumenros ¢ XJLJI mocne Teparmu dhmyna-
pabuHOM MOTYT BO3HMKHYTE aCCOITMMPOBAaHHEIE C BU-
pycom BmureitHa — bapp amMmdbornpoimdpepaTiBHEIC
3aboieBaHMs, BKIOYasa JuMboMy XomxkuHa [32].
Y 1-2% 6onpHbix XJ1J1, HaxomsIuxcs oA HabIo-
JeHUeM boJtee 6 JIeT, MOTYT TUArHOCTUPOBATh OCTPHIN
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JumMobnacTHrI neiiko3 (yawe L2 Tima). B pesynsra-
TE SBOTIOLIMH [TATOJIOTHYECKOTO KJIOHA KJIETOK BO3MOX-
Ha Takke TpaHc¢opMallis B IUIa3MOKJICTOUHbINA JIek -
KO3 M MHOXECTBEHHYIO MUEJIOMY.
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CHRONIC LYMPHOCYTIC LEUKEMIA:
LABORATORY DIAGNOSIS
AND PROGNOSTIC CRITERIONS

D.F. Gluzman, L.M. Sklyarenko, 1.S. Ivanyvskaya,
S.V. Koval, N.K. Rodionova, N.I. Ukrainskaya,
L.Y. Poludnenko, A. Jalilov

Summary. Gross data are presented about the pathoge-
netic mechanisms of development and principles of mo-
dern laboratory diagnostics of chronic lymphocytic leu-
kemia. Correlations are analyzed between the presence
of certain immunocytochemical markers and genetic
aberrations and prognosis of disease.
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