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Xponnveckuit tumdorneiikos (XJIJI) — Haubo-
Jee yactas opma Jieiiko30B (24%), BCTpedyaroLIuXCst
B ctpaHax EBponbl u CeBepHoii AMepuku. Ha monto
XJUJT npuxomutest 11% Beex hopM OImyxoJieBbIX 32060716~
BaHUU KpoBeTBOPHOI U iuMdounHoi Tkanu [ 1]. 3a6o-
nesaemocth XJIJI B CIIIA, no nanubiM HalimonanbHoro
MHCTUTYTa paka, coctapisieT 3,5 Ha 100 000 HaceseHust
(5,0 —yMyxxuuH 1 2,5 — y keHuuH) [2]. XJIJI iuarHo-
CTUPYIOT MPEUMYILIECTBEHHO Y JIULL 3PEJIOT0 1 MOXUJIO-
ro Bo3pacta. CpeqHuit BO3pacT My>KUMH B MOMEHT Bbl-
siBJeHUs1 3aboneBaHust — 70 jeT, XKeHIIUMH — 74 roaa.
XJUJI penko BbISIBISIOT y vl Maaame 50 et u mpak-
TUYECKU HE TMATHOCTUPYIOT B IOHOIIIECKOM U IETCKOM
BO3pacTe. YCTaHOBJIeHa CeMeiiHasl TpenpacioioXKeH-
HOCTb K pa3BuTuio 3abonesanus. Yacrora XJIJI u npy-
THX OTTYXOJIei TMMMONTHOM TKaHU y OJIKANIIINX PO~
CTBEHHMKOB OOJIbHBIX B 3 pa3a BBIIIIE, YeM Y HaCEeJICHUS
B uesioM [3]. He cymiecTByeT NMpsIMBbIX 1OKa3aTeIbCTB
cBs13u XJ1JI ¢ meiicTBueM HeOJIaronpusTHBIX (PaKTOPOB
OKpyXatoleit cpensl (3a MCKITIOUEHUEM TTPUMEHSIO-
IINXCS B CEITLCKOM XO3SIMCTBE TIECTULIUAOB U TepOUII-
10B). B HeMHOTMX TTyOIMKAIIUSIX YKA3bIBAIOT HA TIOBBI-
1LIeHHbIN puck pa3Butus XJIJI y padoTaroiiux c opraHu-
YeCKUMU PACTBOPUTEISIMU, Y 3aHSTHIX B IPOU3BOACTBE
HedTenpoayKTOB U PE3UHOBBIX U3aeuii [4]. Panee ot1-
pulIagach pojb MOHU3UPYIOIIEH paaualiii B BO3HUK-
HoBeHuu XJIJI, Ho mocie aBapun Ha YepHOOBLILCKOI
ATOMHOM 3J€KTpOCTaHIIMU (OCOOCHHO B TIOCJIEIHUE
TOJIbI) U3YYEHUIO ITOTO BOITPOCA YIAEISIETCS ITOBBIIIECH -
Hoe BHUMaHue [4—6]. Hesb3s cunTath yoenuTe TIbHBIMU
pe3yJIbTaThl UCCIETOBAHUI, aBTOPBI KOTOPBIX ITBITATNCH
YCTaHOBUTb CBSI3b MEXIY ayTOMMMYHHBIMM TTpOLiecca-
MM, TIEPEHECEHHBIMU WH(MEKIIMOHHBIMU 3200JIEBaHU -
amu 1 XJUT [3].

B nocnennux knaccudukanusax BO3 (2001, 2008)
OIyXxoJieii KpoBeTBOpHOI U tuMpounaHoit Tkanu XJIJ1
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JNNE€HHbIX UMMYHOUUMOXUMUHUECKUX MAPKEPO6 U ceHenu4eCKux a5eppauuﬁ unpo-
2HO30M 3a001e6aHUS.

Ha OCHOBE UJIEHTUYHOCTH LIMTOMOP(OJIOTUIECKUX ITPH -
3HAKOB, TAHHBIX THCTOJIOTMYECKOTO U3YUeHMsI OMOTITa-
TOB, UMMYHO(MEHOTHUIIA U PE3yJbTaTOB MOJICKYJISIP-
HO-T€HETUYECKOIo aHaanu3a o0beAUHEH C JUMGbOMOit
U3 MaJIBIX JTUMDOILIUTOB U paccMaTpuBaeTcsl Kak olHa
Ho3oJiornyeckas (popma.

HAuarnoctuyeckue kpurepuu XJIJI BKiIovaloT UH-
¢unbrpaumio KoctHoro mosra (KM) nonynsuueit CD5-
MOJIOXKUTENbHBIX B-TMdo1uToB n Haau4yme B mepu-
depuueckoit kposu (ITK) numdponurosa (He MeHee
5+10°/71 MOHOKJIOHAJTBHBIX B-KJIETOK) Ha MPOTSKEHUU
> 3mec |7, 8]. AnarHo3 a1uM@OMBbI U3 MaJIbIX TUMQOLIM -
TOB yCTaHABJIMBAIOT IPY OTCYCTBUU CYOCTPATHBIX (J1eHi-
KeMU4eCcKuX) TuM@ounaHbIxX KieTok B [TK mpu Hannuumn
xapakTepHbIX 111 XJIJI rucTtoMopdhonornyecKux u uM-
MYHO(EHOTUITMYECKUX MTpr3HaKoB [8]. Kak moka3biBa-
€T Halll OTIBIT, ¥ TAKUX OOJIbHBIX MPU LIUTOJOTUIECKOM
MCCIIeIOBAaHUU CTepHAJIbHOTO MyHKTaTa B Ma3kax KM
He BBISIBJISIOT O4aroBble MM 09aroBo-a1nddy3HbIe NH-
GuIbTpaThl U3 TUMQPOUIHBIX KJIETOK.

MonokaoHnaabHblii B-kaerounblii aumdonntos
(MBJI). B nociennee BpeMst MOBBIIIEHHOE BHUMAa-
HUe uccuenosateieil cocpenoroyeHo Ha MBJI — co-
CTOSTHAM, KOTOPOE MOXKET IIPEAIICCTBOBATh Pa3BUTHIO
XJIT [9, 10]. MBJI Bo3HuKaeT y 5% 300pOBBIX JIULL B
Bo3pacTe cTapiire 50 JIeT py OTCYTCTBUU TUTICPIUIA3HH
muMdaTtrnyeckux y3nos (JIY) u cruieHoMeranuu u xa-
pakTepu3syeTcsl 6ojiee HU3KUM YPOBHEM KJIOHATBHBIX
B-nmumdorutos (<5 - 10°/1). MBJI, ipu KOTOpOM KiTeT-
KU UMeIoT cXoHbIH ¢ XJIJI uMMYHOGhEHOTUIT U XpOMO-
COMHBIE aHOMaJINM, Ha IPOTSDKEHUM MHOTHX JIET MOXET
CYIIIECTBOBATh CAMOCTOSITEILHO WJIM TIPOTPECCUPOBAThH
B XJIJI unu apyrue B-kiierouHblie aumdornpoaudepa-
TUBHBIE 3a00jeBaHusI. CyIeCTBYeT TeCHasi KOppeJsi-
ust Mexay Bodpactom, MBJI u ctapeHMEM UMMYH-
HOM CHCTEMBI, KOTOPOE MOXET ObITh CBSI3AHO C PSIIOM

171



nepcUucTUpyrommnx nHekuuii (takux kaxk renatut C)
WJIY C TTOBBIIIEHHOM peakiiueil Ha ayTOaHTUTEHbI.

ITaTodusunonornyeckue Mexanuambl passutus XJLJI
OCTaIOTCSl OKOHYATEJIbHO HEBBISICHEHHBIMU. [0 cux
Iop He co3maHa 3KCIIepUMeHTaIbHas Monenb XJIJI.
KiieTouHble TUHUM, TTOJTYYEHHBIE TIPU MOIMBITKAX
KyJbTUBUPOBAHUS in vitro KieTok 6onbHbIX B-XJLJI,
B OOJIBILIMHCTBE CIy4YaeB 0Ka3aJIuCh KJIETOYHBIMU dJie-
MEHTaMU JTUM@OMBI U3 KJIeTOK MaHTHUIHON 30HBI
unu B-muMdobiaacTouaHbIMU TUHUSIMHU, 00pa30BaB-
IIMMUCST U3 COJEPKABIIMXCSI B BUJE TIpUMeceid HOp-
MasibHBIX TUMdouuToB [11]. Bo3Hukaromuii y TpaHce-
reHHBIX MblIeit CDS5-11o10XuTenbHbIN B-K1eTouHbII
JuMbonponndepaTUBHBINA IIPOIIECC MOXET paccMa-
TpUBaThCS B KayecTBe Momaenau arpeccuBHoro XJIJI,
a He HanboJiee YacThIX BSJIO MpoTeKawiux ¢hbopM 3a-
0osneBaHus [12].

B Hacrosiiee Bpems uzydeHue naroreHesa XJIJI
COCPEeIOTOYCHO Ha NCCIIeI0BAHNN BHYTPUKIICTOUHOTO
CHHTe3a KOMIIOHEHTOB B-KjieTouHOTO perienTopa, 6a-
JIaHCca MeXJ1y MposincepaTMBHONW aKTMBHOCTBIO JINM-
GOUIHBIX KJIETOK M alloNTO30M, aHOMAaJIUSIMMU, BbI-
SIBICHHBIMU TIPU IIUTOT€HETUUYECKUX MCCIEeI0BaHUSIX
nHTepdA3HBIX SIeP, POIU CTUMYIUPYIOIINX U POCTO-
BBIX CUTHAJIOB, CBSI3aHHBIX C MUKPOOKPYKEHIEM KJTe-
Tok XJIJI [1].

CerofiHsl B CBSI3U C MPUMEHEHUEM HOBBIX IOCTa-
TOYHO 3((PEKTUBHBIX TEPANIEBTUYECKNX CPEACTB BaK-
HOe 3HaueHHe IpuobperaeT nuddepeHIINAIbHAS I~
arHocTtuka XJIJI u psaa npyrux ¢hbopM XpOHUYECKUX
numMmdonpoardepaTUBHbIX 3a00JeBaHUll (TaKMX KakK
B-nponuMdoiyTapHbIii Ieiiko3, BOJIOCATOKJIETOUHBIH
Jeitko3), nuMdoM B (pase geiikeMmn3anuu ((poJTIKYJISp-
Hast TuMdboMma, TuMdoMa 13 KIIETOK MAHTUITHOM 30HBI,
JuM@oMa MapruHaJIbHOM 30HBI CeJIe3eHKU U T.11.). [1o-
JNOoOHAasi TMarHOCTMKAa OCHOBBIBAETCSI HA MCITOJIb30Ba-
HUU TUTOMOPGOJIOTUIECKUX U ITUTOXUMUIECKUX Me-
TOJOB 1 UMMYHO(EHOTUIIMPOBaHUsI. B psae cinyyaeB
C 3TOM LETBI0 MOTYT OBITh TOIIOJTHUTEIBHO TIPUMEHEe-
HBI METOIBI KAPUOTUTIMPOBAHUST Y MOJIEKYJISIPHO-TEHE -
tuyeckoro aHanu3za (FISH, CGA u np.).

Kmmnnko-remaronorunyeckue npusHaku XJIJI. XJLJT
MMeeT KpaifHe BaprabeIbHbIe KIMHUYEeCKUE MTPU3Ha-
KU, o0ycnoBiaeHHble uHbWIbTpauueidi KM u npyrux
OpraHoB JIENKEMUIECKUMU KJIETKAMU, HATMYUEM JTUM-
dangeHomnaTuu, CrijieHoMerajauu, rematomeraaiuu. He-
penKo y OOJBbHBIX OTMEUAIOT MTOPaXKeHUsI KOXU, opra-
HOB XeJIyTOYHO-KHUIIIEYHOTO TPaKTa, JIETKUX, IOYeK,
LIEHTpaJIbHOI HepBHOU cucteMsl [13, 14]. MHorna nu-
arHo3 XJIJI ycTaHaBAMBAIOT Y JIUII, HE TPEIbSIBISIIOIINX
KaKuX-J1100 3Kajo0, Mpy BLITTOJHEHUU O0OI1IET0 aHAI -
3a KPOBU B XO[I¢ TIJITAHOBOTO 00CJIeIOBaHMUS 110 TTIOBOIY
IPYTHX 3a00JIEBaHUI YJIM BO BpeMsI IVCIIaHCEePU3aLINN.

ADCOJTIOTHOE KOJIMYECTBO JiekouuToB B [TK 60J1b-
Hbix XJIJI konebyercsl B IIMPOKUX Tpeaesiax, MHOTIa
npocruras 150—400 - 10°/1. B nocinenHee BpeMsi B HallLy
naboparopuio 6oabHbIe 13 KuieBa 1 obnacrteit Ykpan-
HBI TIOCTYTAIOT JOCTaTOYHO PaHO — TPU KOJUYECTBE
nevikouutoB B 1K 12—16-10°/1 1 OTHOCUTEIBHOM
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coliepXaHUM JTUMOOILIMTOB B JielikorpamMme 55—65%.
[Tpu 3TOM KOIMYECTBO 3PUTPOIIUTOB, TPOMOOIIUTOB U
YPOBEHb TeMOTIJIO0MHA MOTYT OCTaBaThCs B IIpeAeiax
HOPMBI WX OBITh MEHBIIIE. B MOMEHT ycTaHOBIICHUS
MMarHO3a MPU3HAKA aHEMUU U TPOMOOIIUTOIIEHUH OT-
MevatT y 30% maiueHToB.

B maskax 1K 6onbHbIX XJIJI pu MUKpOCKOTINYE-
CKOM HCC/IeAOBAaHUU OMPEaesIOT MOHOMOPGhHYIO I0-
IYJIALMIO KJIETOK C BBICOKMM SAEPHO-LIUTOIIa3MaTH -
YECKUM COOTHOIIEHHEM M IIUTOMOP(MOIOTUIECKUMU
npu3HakaMu Maibix JuMmdounToB. Hapsay ¢ npeoo-
JIAJAIOIIUM OOJIBIIMHCTBOM KJICTOK THUTIA MAJIBIX JIMM-
(OIINTOB B JIeTKOTpaMMe MOTYT BBISBJISITD IIPOIUMGO-
LIUTHI, CONEPKaHNE KOTOPHIX ITpH Kitaccmaeckom XJIJI
He npesbimacT 10%. Hepenko B Ma3kax KpOBU OOIbHBIX
XJIJI perucTpupyioT Tak Ha3bIBaeMBble KJICTKH JICHKOIH -
3a (Tenn borkuna — I'ymnpexta). Mx nosiineHue ooy-
CJIOBJICHO XPYITKOCTbIO MEMOpaH JIMKeMUYECKUX KJTe-
TOK, CBSI3aHHOH C 0COOEHHOCTSIMU CTPYKTYPhI OTHOTO
13 OEIKOB LIUTOCKeseTa (BUMEHTHUHA), YTO TIPUBOAUT
K pa3pylLIEHUIO KJIETOK MPU MPUTOTOBJIEHUN Ma3KOB.

KM npu XJIJI, o AaHHBIM LIUTOJOTMYECKOTO HC-
cenoBaHMsl, OOBIYHO TUTIEPKIIETOUHBIN. 3aK/IIOUueHNe
0 XapakTepe MaToJOrMYeckoro mpoiecca rmpu u3yye-
HUU Ma3KoB 13 IyHKTaToB KM ciemyer maBaTh ¢ U3-
BECTHOI T0JIeit OCTOPOKHOCTH, TaK KaK IIPU 3TOM MO-
T'YT OBITH BBISIBJICHBI KJIECTKH 13 OYarOBBIX TMM(POMITHBIX
WHQUIBTPATOB, OTMEYCHHBIX B HOPME U IIPH PSIfIe 3a-
0oJieBaHMIA, KOTOPBIE IO IMTOMOP(OIOTUUECKUM TTPU-
3HaKaM He OTJnJaroTcs oT kiaeTok rnpu XJIJI. B cBs3u
C 3TUM HapsIIy C UCCJIeNOBaHUEM ITYHKTAaTOB Y 0OJIb-
Heix XJIJI pekomeHayeTcsl MPOBOAUTH TMCTOJOIMYE-
ckoe uzyyeHue TpernaHoouontaroB KM. ITo pe3yinb-
TaTaM M3y4eHMs] THUCTOJIOTMYECKUX CPE30B BBIACIISIOT
caenytomye TUuIbl HGWIbTpauuu KM numMdounaHbI-
MU Kitetkamu npu XJIJI: HogynsipHblid (04aroBbIit), MH-
TEPCTULIMATBHBIN, CMEIIAHHbBIN (HOLYJIIPHBIA U UHTEP-
CTULIMAJIbHBIN) 1 nud@y3HbIiA. XapakTep MOpakeHus
KM xoppenupyer ¢ KIMHUYECKOI cTaguei 3aboieBa-
HUS ¥ BBLKUBAEMOCTBIO OOJIBHBIX.

Kimnnyeckue craauu 3a0osesannda. Hanbosee -
poKoOe MpUMEHEeHUEe MPU OMNpencJeHUN KINHUYE-
ckoit cragun XJIJI mpuoGpenn cUCTeMbl CTaaupoOBa-
Hus, npeanoxeHHboie K.R. Rai u coaBropamu [15]
n J.L. Binet u coaBropamu [16]. ITepBas ncroyb3yercs
npeumMyinectBeHHO B CIIIA, BTopasi roJjiyuusia pacinpo-
ctpaHeHue B EBponie. B ocHOBe 00erX CUCTEM JIEXKUT
€IMHbBIN MPUHIIUIT — YYET MacChl OITyXOJIU (KOJTMYECTBO
JIUM@OLIUTOB, cTereHb yBeauueHus JIY, ceneseHku, ne-
YeHH, BBIPAKCHHOCTDb YTHETCHUS Pa3IMUHBIX POCTKOB
reMoI1033a). BeimensieMble B COOTBETCTBUU C TIPEIJIO-
KEHHBIMHU KpuTepusiMu ctanuu XJIJI nMeroT mporso-
CTUYECKOE 3HAYCHME, KOPPEJIUPYIOT CO CPEemHel Mmpo-
JIOJKUTEJIbHOCTBIO XKU3HU OOJBHBIX U MCIIOJIB3YIOTCS
MPU OLIEHKE pe3yIbTaToOB JeueHus (Tad. 1, 2).
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Ta6nuua 1
Cuctema cragupoanus XJUJ1 no Rai [15]
Mepaunana
Crapus
3a6one- KnuHuko-nabopatopHbie Mportoa BbIKMBa-
BaHNs NPU3HaKn eMOoCTH,
Mec
0  |Tonbko numdouutos 8 MK u KM braronpu-| -, 54
SATHBIN
Mpomexy-
| Jlumdpountos n numdageHonatus TO4HbA 101
Jlumdounto3 n renatomeranus,
I CNAEHOMEranu1s Unn Hanuyme renaro- ﬂpomevxy- > 71
11 CMIEHOMErannn 0AHOBPEMEHHO; TOYHbIi
+/— numdageHonartus
Jiumdpountos n aHemns (remornobuH
] <110 r/n); +/- numdapeHonatns; Mnoxoii 19
CnjeHOMeraus, renatomeranus
JIumdountos u TpomOoLMTONEHUS
(TpombouumToB < 100+ 10%/n); +/- .
v aHemus (remorno6un < 110 r/n); flnoxoit 19
opraHomeranus
Ta6Gnuua 2
Cuctema ctagupoBanus XJU1 no Binet [16]
AL Knuuuko-nabopatopHbie L CLUETE]
3abone- BbIXMBae-
NPU3HaKn
BaHus MOCTH, MeC
Jiumdouutos B MK n KM; meHee 3 30H ¢ knu-
HUYECKMMM NPU3HAKaMU NOPAXeHUs (0HO-
1 ABYXCTOPOHHEE YBENNYEHMNE WEHbIX, N0 -
A MBILLIEYHBIX, NaxoBbix J1Y, ceneseHku, ne- >120
YeHu); OTCYTCTBUE aHEMUM (reMOrnobuH
> 110 r/n) n TpombouuTOoneHnu (Tpom6OLUTOB
>100-10%n)
JiumdouuTos B MK n KM; Bosneyexne
B B npouecc 3 u 6onee 30H (obnacreit); oTcyT- 61
cTBUe aHemum (remornobut > 110 r/n) u Tpom-
GouuTonesun (tpombouumTos > 100 - 10°/n)
Copnepxanue remornobuna < 110 r/n y myx-
4uH 1 < 100 r/n y XEHLWMH; COfepXaHue TpoM-
c Gouutos < 100 - 10°/n unn Hanuume aHemMum 39
1 TPOMOOLMTONEHUM OJHOBPEMEHHO (He3a-
BUCUMO OT KONMYECTBA 30H C NPU3HAKaMM no-
paxeHus)

NmmyHnodenoTun JeiikeMuyeckux kjaeTok. Ha mo-
BEPXHOCTHBIX MeMOpaHax kiueTok I[IK m KM
npu XJIJI oTMeuaroT 3KCIpeccuio acCoOUMUPOBaAH-
HbIX ¢ B-nmumdonuramu anturenos CD19, CD20,
CD79a [17]. Dkcnipeccust CD20 BbIpaxeHa ciadee o
CPaBHEHMIO C TAKOBOII Ha HOPMaJIbHBIX B-KieTkax.
Ha moBepXHOCTHBIX MeMOpaHax JICMKeMIIECKUX KJIe-
TOK, KaK ITpaBWJIO, BhISBIAIOT IgM, pexxe — IgM u IgD,
HUCKITIOUNTENbHO peako — IgD. Peakuuu ripu BuisiBie-
HUM ITOBEPXHOCTHBIX UMMYHOTIJIO0YIMHOB Ipy XJLJ1 BbI-
paxkeHBI cadee, YeM Ha HOpMaJIbHBIX B-mmMdbormrax
KpoBu. Ha MeMOpaHax KJIIETOK IUPKYJINPYIOIICH B KPO-
BU MOHOKJIOHAJIbHOM TTOIMYJISILIMU OTIPEACIISICTCS TOJb-
KO OIMH TUII JIETKUX LIeTeli ”MMYHOTJIOOYJIMHOB — %
wm A. B yactu cimygaeB XJ1JI Tsokembie U JIeTKIe TSI
MMMYHOTJIOOYJIMHOB TOTO 3Ke Kjacca (MOATUIIa) MOTYT
BBISIBJISITHCS M B LIUTOILJIa3Me KJIETOK.

Y 6onbimHeTBa 601bHBIX XJLJT onpenensiercst map-
Kep aKTUBHPOBAaHHBIX B-kieTok — anturen CD23.
BaxxHBIM UMMYHO(GEHOTUITNUYCCKUM MPU3HAKOM
B-knetok mpu XJIJI siBasieTcst aKcnpeccust Ha MOBEpX-
HOCTHBIX MeMOpaHax aHTureHa CD5, 00bIUHO 3KC-
TIpeccupyromerocst Ha T-KiIeTKaxX M CUUTAIOIIETOCS NX
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crienuduiyeckuM Mmapkepom. OJTHAKO YCTAHOBJIEHO, UYTO
¥ B HOpME HEOOJIBIIIasl 9aCTh HUPKYIUPYIOIMNX B KPO-
BU B-1uMmdounToB skcnpeccupyer 3TOT aHTUTeH [§].
HopwmanbHebiii aHamor CDS-1nonoXuTeabHbIX JUM@O-
LIUTOB, BbIABIeHHBIX npu XJIJI, oTMeueH B MaHTUIi-
Hoii 30He JIY, B ceneszenke u JIY 20-Heae1bHOTO 101
yenoBeka. [Ipenmnonaraior, uto CD5-TOIOXUTETbHBIE
B-x7eTku, KOJIM4ecTBO KOTOPBIX B KPOBU YBEIMUMBA-
€TCsI TAaKXKe TPY TaKUX 3a00JIeBaHMSX, KaK CUCTEMHAast
KpacHasl BOJTYaHKa U peBMaTOUIHBIN apTPUT, SIBISTIOTCS
MCTOYHUKOM BBIPAOOTKU ayTOAHTHUTEI IIPU OCIOKHSIIO-
mux redeHue XJIJI ayTouMMyHHOU aHEMUU U TPOMOO-
mutornieHnu [18]. ¥ 7—20% 6omabubIx XJ1JT Ha TTOBEpX-
HOCTHBIX MeMOpaHax KJIETOK He BBISIBJSIOT 9KCIIpec-
cuto antureHa CDS5. Y naHHoIT KaTeropuu nalueHTOB
YaIe 0TMEYaroT 00Jiee BEIPAXKEHHYIO SKCIIPECCHUIO TSI-
JKEJIBIX U JIETKUX IIeTelf MMMYHOTJIOOYJIMHOB Ha I10-
BEPXHOCTHBIX MEMOpaHaX KJIETOK W TUaTHOCTUPYIOT
M30JIMPOBAaHHYIO CIJieHoMeranuio. KinnmHuueckoe Te-
YeHME U MeIMaHa BbKUBAEMOCTH OOJIBHBIX C JAHHBIM
TTOATUIIOM 3a00JIeBaHUS ITPAKTUUECKN HE OTINYIAIOTCS
OT TAKOBBIX Y OOBITHEIX HAOIIOTaeMBIX.

Ha noepxHocTHBIX MeMOpaHax KjieTok npu XJIJI
onpenensitoT akcnpeccuto antureHa CD43 u y Heko-
TOPBIX OOJTBHBIX 0O0JIee BBICOKYIO, YeM B HOpME, DKC-
npeccuto 6enka bel-2 [19]. [TomoXuTeTbHYIO0 peaKIInio
P UMMYHOILMTOXUMHUYECKOM BBHISBJICHUM aHTUTE-
Ha CD38 y 6osbHbIX XJIJI 0TMeUatoT mpu OTCYTCTBUU
MyTalldii FeHOB BapuaOeIbHbBIX YUaCTKOB TSKEIbIX 11e-
neit ummyHornooymuHoB (IgHV) [20]. OnHoBpeMeHHOE
olpeaeneHue skcrpeccnu antureHa CD23 n mukimmHa
D1 ucnonp3ytor B nuddbepeHInaTbHON TUarHOCTUKE
XJUT v numdOMBI U3 KJIETOK MAaHTUIHOM 30HbI B (haze
neiikemuzanuu [8]. OxHaxo kaetku mpu XJIJI B HeKo-
TOPBIX caydassx MoryT 0bITh CD23-oTpuiiaTeIbHBIMU,
a mpu IMM@oMax U3 KIEeTOK MAaHTUIMHON 30HBI MOXKET
nposBsATbes Kkcrnpeccuss CD23. Y 6onbHbIX XJIJT co-
OTBETCTBEHHO B 26,7 1 20% ciy4yaeB OTMEYalOT JKC-
Mpeccuio MUEJTOMOHOIUTApHBIX aHTUTeHoB CD11c
n CDI11b [18]. CD11c-mosoxuTebHbIe KJIETKHU Yallle
BBISBISIOT y 601bHBIX XJIJI ¢ KOpOTKMM BpEMEHEM Y-
BoeHUs KoaudecTBa JumdonutoB B ITK (< 12 mec),
a CDI11b-moioxXuTeabHble TUM@POLIMTHI Yallle peru-
CTPUPYIOT y OOJIBHBIX C OOJIBIIIUM KOJTMIECTBOM BOBJIC-
YEeHHBIX B MATOJIOTMYECKUIA TIpoliecc opraHoB. He mc-
KJTI0YeHO, YTO OoJiee arpecCUBHOE TeueHue 3aboJe-
BaHUS MPHY HAJIMYMKU Ha TTOBEPXHOCTHBIX MeMOpaHax
kjetok CD11b o0ycnoBiaeHo ero (pyHKIUSIMUA MOJIe-
KyJIbl aAre3uu, yJYacTBYIOIICH B PELIMPKYJISIINU JTMM-
dorutos. IMoutu y 50% 6GonbHbix XJIJ1 HA mumdon-
HBIX KJIETKaX OTMEUaloT 3KCIIPECCUIO0 aKTUBAIIMOHHO-
ro antureHa CD25, cunTtalolierocsi Mapkepom KJIeTOK
Mpu BoJOcCaTOKIeTOUuHOM Jeliko3e [18]. Hanuuue
CD25-10JIOKUTENBHBIX KJIETOK aCCOLMUPYETCS C He-
0JIaTOTIPUSITHBIM IIPOTHO30M 3a00JICBaHUS.

IeHeTnueckne anomajuu. ['eTepOreHHOCTh KJIMHM-
yeckux nposipaeHuit npu XJIJI obycnoBieHa pasnu-
YUSIMU B MYTalIMOHHOM CTaTyce BapruaOeIbHbIX yUacT-
KkoB reHoB IgHV, onpenensieMmoM Ha OCHOBE aHaU-
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3a TIOJIMMepa3Hoi mermHol peakunu. CoMaTUIeCKUe
myTanuu reHoB IgHV BBISBASIOT B JIeliKeMUYECKUX
kiaeTkax 50—60% GoabhHbix XJIJI 1 He oOHapyKuBa-
10T y 40—50% naieHToB. B niepBoii rpymie 60JbHbIX,
3a UCKIIIOYEHUEM HEOOJIbIIO KOTOPTH MAIlMeHTOB
¢ MytauusiMu B cermeHTe VH3—21 reHOB UMMYHOTJ10-
OyJIMHOB U HUCHYHKIMENH pS3, MPOrHO3 3HAYUTEb-
HO Jy4lie, yeM Bo BTopoii [21]. OTcyTcTBUe MyTauuit
B reHax IgHV accouuupyercs ¢ akcrnpeccueil aHTU-
rena CD38, 6enka ZAP-70 1 TaknuM# HeOJIaronpusIT-
HBIMU B IIPOTHOCTMYECKOM TUTaHE aHOMAJIUSIMHU, KaK
del(17p) u del(11g23) [22]. MenuaHa BbIKMBaeMOCTU
B OTOI TpyT1iIie O0JbHBIX COCTaBUJIA 5 JIeT U 5 Mec, a Ia-
uueHThl ¢ myTauusmu IgHV u orcyrerBHeM aKcrpec-
CUU Ha TTOBEPXHOCTHBIX MeMbOpanax CD38 u ZAP-70
ObLIY XXUBBI TpU HaOMIOAeHUM B TeueHue 13 jet [22].
Ha ocHoBaHUY pe3yabTaTOB JAHHOI'O U MOJOOHBIX MC-
crnenoBaHuii [23, 24] npemsioKeHO UCIMOJIb30BaTh UM-
MYHOILIUTOXMMUYECKOE oIpeneieHne antureHa CD38
u 6enka ZAP-70 B KauecTBe «CyppOraTHbIX» MPOTHO-
CTUYECKHMX MapKepOB.

ITpu XJIJI, moMUMO YMOMSIHYTBIX MyTallMii Bapu-
a0eJIbHBIX YYaCTKOB MMMYHOTJIOOYJIMHOB, BBISBIIS-
0T TaKKe TaKWe TeHeTUYeCKHMe aHOMAJIUM, KaK TpH-
commio 12, nemenmto 13q, 11q, 6q, nerenno KOPOTKO-
ro 1ie4ya XxpoMocoMsbl 17 [25, 26]. YacToTa BbIsSIBIEHUS
XpOMOCOMHBIX abeppaumii mpu XJIJI B pa3HbIX Uccie-
JMOBAaHUSIX pa3InJaeTCs] B 3HAYUTEJBHOMN CTETICHH, YTO
00YCIIOBIIEHO KaK METOIUYECKUMH OCOOCHHOCTSIMU,
TaK ¥ TeM, UTO B psilie padOT He YIUTHIBAIIN CTaIUIO0 00-
JIe3HU. 3aMEeTHM, YTO B HEKOTOPBIX pAHHUX IIMTOTeHE-
TUYECKUX uccaeaoBaHusx auarHo3 XJIJI He Obu1 Bepu-
¢uUIMpoBaH B JOCTATOYHOI Mepe Ha OCHOBE MMMYHO-
deHOoTHTIMPOBaHUS. Pe3ynpratel Hamboiee KPYITHBIX
uccaenoBanuii XJIJI, mpoBeneHHBIX C NCMOJIb30BAaHUEM
KJIACCHMYECKMX [IUTOTCeHETUYECKUX METOIOB, TTOKAa3aJlu,
YTO KJIOHAJIbHbBIE XPOMOCOMHBIE a0eppallii UMEIOTCS B
Hannyuu y 50% GOJIbHBIX HAa pAHHUX CTaAUsIX IIpoliecca
ny 70% — Ha no3aHux [26]. [Iporuo3 y 6onbHbix XJ1J1
C HOpMaJTEHBIM KapUOTUTIOM JIyUIIIe, YeM Y TTAIlUCHTOB,
Y KOTOPBIX BBISIBJISIIOT T€ WJIM MHbIE IIUTOI€HETUYECKIE
aHoMaJIuM. B mporHocTuyeckoM IjiaHe HaJTudre OMHOM
abeppalu 6osiee 6JIarornpusiTHO, YeM KOMILJIeKca Ha-
PYIIEHUI KapUOTHIIA.

BHenpenue HoBoro Metona (hjyopecleHTHON TH-
opuauszanuu in situ (fluorescence in situ hybridization —
FISH), mo3Bonsoniero ucciaenoBaTb MHTepda3HbIC
sapa, Jajao BO3MOXHOCTh YTOUHUTH YacCTOTY HambO-
JIee pacIpOCTPaHEHHBIX XPOMOCOMHBIX aHOMAaIUi
npu XJIJI [25]. Haunbosee 4acTo BBISBISUIA AETCLUAIO
IUTMHHOTO Tiieya XpomMocombl 13 (55%), oxBaThiBaio-
myto perronbl 13q12 u 13g4. B pernone 13q14.3 pacno-
JIaraeTcst TYMOP-CYIIPECCOPHBIN TeH peTHHOOIaCTOMBI
(Rb-1), xopupyroluii ssnepHblii hochonpoTenH, yya-
CTBYIOIIMIA B PETYJISIIIUM KJIETOYHOTO IMKiIa. Ciemyro-
LIMMU 110 YacToTe sBJstioTcs Tpucomust 12 (18%) u ne-
neumst 11 (16%). Pexe BoisiBisuin 6q21 (9%) u 17p13
(7%). Tpucomust 12 KOppelupyeT ¢ aTUIIUYECKUMU
MopdosornueckumMu Bapuantamu XJIJI ¢ nmoBblileH-
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HBIM CoIepXKaHUeM IIPOINM@OIIUTOB U abepPaHTHBIM
nmMmyHodeHoTtumnowm. Jdemenuto 11q, kak mpaBuio, ot-
MEUaloT y 0OJIbHBIX B 60JI€€ MOJIOIOM BO3pacTe, OHa ac-
COLIMMPYETCsI C OBICTPHIM MPOTrpeccUpoBaHUEM 3a00-
JIeBaHUS U TIJIOXUM MporHo30oM. C HeOJIaronpusaTHbIM
MPOTHO30M accouupyetcs nenenust 17pl3. B pernone
17p13.1 pacmomaraeTcst TYMOP-CYIIPECCOPHBIN TeH p53,
HETIOCPEICTBEHHO YIACTBYIOIINI B MHAYKIIUHY aITOITO3a
MPU TOBPEXAEHUY TeHoMa KiieTok. B ta6i. 3 u 4 npen-
CTaBJIEHbI TaHHbIE O YACTOTE TeHETUYECKUX aHOMAaJIUA
y 60abHbIX XJIJI Mpu HATMYUK U OTCYTCTBUU MyTallMU
reHoB IgHV [27], BeIsIBiIsIEMbIX Ha pa3HbBIX CTAOUSX 3a-

boneBaHus [25].
Tabnuua 3
FeHeTuyeckne abeppauum y 6onbhbix XJUJ1 npu Hanuyum
W OTCYTCTBMM MyTauuii reHoB IgHV [27]

MyTauum reHoB | MyTaumii reHoB
Bl |;Lv ectb, % |y;|-|v Her, %

KnoHanbHble abeppauum 80 84
[Neneuus 13q 65 48
M3onmposaHHas aeneums 13q 50 26
Tpucomus 12 15 19
[Deneuns 11q 4 27
[Oeneuns 17p 3 10
Deneuns 17pu 11q 7 35

Ta6nuua 4

FeHeTuyeckue abeppauuu, BoiSBIIEMbIE HA Pa3HbIX CTaAUsX
passutus XJU1 [25]

,E 32.. = g = =
Fpynnbl 06cnepoBaHHbIX E E %BE‘ H BQ- %*_ %a::
2 g =
Bce 6onbHbie XJ11 18 55 18 16 7
Crapum 6onesvu
no Binet:
A 53 72 51 25 23
B 30 20 34 50 41
C 17 8 15 25 36
Meamana Bbix1BaemMo-
CTH, Mec 120 132 120 84 30

Kpurepuu npornosza. Kiimnuueckoe teuenue XJIJI,
KaK YKa3aHo Bblllle, KpaliHe BapuaOeabHO. Y OOJIbIINH-
cTBa OOJIBHBIX OTMEUEHO JUTUTEILHOE TeUeHNUE, IIPH KO-
TOPOM TIPOMCXOIUT MOCTEINEHHOE HAKOIIJIEHUE MaCChl
HEOIJIacTUYECKUX JUMGMOUTHBIX KJIeTOK. OCloXHe-
HUSI BOHUKAIOT B Pe3yJIbTaTe pa3BUBAIOLIEHCS NUMMY-
HOCYTIPECCUU WJIU LIUTOTIEHUU. Y HEKOTOPBIX XKe Mallu-
€HTOB MPOUCXOMIUT OBICTPOE MPOTPECCUPOBAHNE TIPO-
mecca [13, 14].

OnHUM U3 BasKHERILMX (paKTOPOB MPOTHO3a y 00JIb-
HBIX cUMTajach cTaaus 3abojeBaHuUsl, onpeneasemMas
no cucteMe Rai (0—IV) unu Binet (A—C). OgHako no-
clleqHue ucciaenoBaHus [28] mokasaau, 4To TIpU 3TOM
BO BpeMsI YCTaHOBJICHHUS AUarHo3a, 0COOEHHO Ha paH-
HUX CTaIUsIX, HE YIaeTCs TOYHO IMPOTrHO3UPOBATh KT -
HUYEeCKoe TeueHUue 3a00J1eBaHus Y OTACIbHBIX Mallu-
eHToB ¢ XJIJI. Jlo cux rmop ob¢cykaaeTcsi BOMpPOC O BO3-
MOXHOCTHU MCIIOJIb30BaHUSI B KaueCcTBE PeaibHOI'O
IMPOTHOCTUYECKOTO (haKTopa aOCOMIOTHOTO KOJIUIECTBA
JMM(OIIUTOB ¥ BPEMEHM YIBOCHUSI MACCHI TUMQOILIM -
TOB. PaHee ycTaHOBJIEHO, uTO y 60s1bHBIX XJUJI € comep-
skaHueM JTuMdonuToB B kKposu < 20 - 10°/1 MenraHa BbI-
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JKMBAEMOCTHU COCTaBJIsIeT 8,6 roja, a mpu abCOTIOTHOM
kosmuecTse auMbouutos > 40+ 10°/n — 3,7 roga [29].
bonee 6maronpusaTHBIN MPOrHO3 OTMEYAIOT Y MaLeH-
TOB, Y KOTOPBIX IIEPUOJ YABOSHUS KOJUYECTBa TUMDO-
LIUTOB IIpeBHIIIaeT 12 Mec. ArpecCUBHOE TeUeHHUE IPO-
mmecca perucTpUPYIOT Y OOIBHBIX, Y KOTOPBIX 3TOT ITe-
puon coctanisieTr MeHee 12 mec [30].

MenuaHa BbDKMBA€MOCTH TALIMEHTOB, Y KOTOPBIX
BBISIBJICHBI T€ WJIY MHBIE TCHETUICCKIE aHOMAIINY, HIKE
TIPOIOJTKUATEIFHOCTY XKM3HU JINII, Y KOTOPBIX IIOTOOHEIE
HapyIIeHs He OTMeYeHBI. [1pomoKUTe TbHOCTD XKU3HI
6onbHbIX XJIJI ¢ nenenueii 11q u nenenueii 17p MeHblile,
yeM Mpu Hanuuuu aeneunu 13q u tpucomuu 12 [24].

K gyncny BaXXHBIX TIPOTHOCTUYECKUX KPUTEPUEB,
KaK yXe OTMeYaloCh, OTHOCATCS COMATHYECKUE TH-
TIepMyTallii B TIOABEPIIINXCS peapaH:KUPOBKE Bapy-
abenbHbIX pernoHax reHoB IgHV. bosee arpeccuBHoe
TeueHue 3a00JieBaHUs (GUKCUPYIOT Y OOJIbHBIX, B KJIET-
Kax KOTOPBIX HE BBIABJISIIOT IPU3HAKOB MyTalli TCHOB
IgHV [28]. OmHako mpu BEIIBICHUH ITOTOOHBIX MyTa-
uit Heodbxoaumo cekBeHupoBaHue JITHK. DToT He-
MPOCTOM, TPEOYIOLIUI ITUTEIbHOTO BPEMEHU JIJIST BbI-
TIOJIHEHUST M TOPOTOCTOSIIIIMI METO/, TI0Ka He Halles
IIMPOKOTO IIpUMeHeHUsI. B 310l cBsI3M, KaK yke YITo-
MUWHAJIOCh, TIPSATIPUHSITHI TTOIMBITKU MCIIOTb30BAHUS
C MPOTHOCTUYECKON LIEJbIO «CYyPPOTaTHBIX» MapKe-
poB — antureHa CD38 u 6enka ZAP-70.

[Tone3HsIM B IJIaHEe YTOUHEHMSI TMArHO3a SIBJISICT-
csl omnpeneseHrue B CbIBOPOTKE KPOBU O0bHBIX XJIJI
B,-MukpornodyiuHa (B,M). IToBbIIEHHBINH YPOBEHD
,M oTMeyanu y maumMeHTOB ¢ GOJIbIION MacCoii Heo-
TUTACTMYECKMX KJICTOK M BBIpAKCHHOM MHDMIBTpAIIN-
et mumdonutamu KM [24]. TToBblllIeHHBI YPOBEHb
CbIBOPOTOYHOM TUMUIAWJIKUHA3BI, OMPEACIISIEMbIA pa-
MHUOJIOTUYECKUM METOJIOM, M PACTBOPUMOIO aHTUTEeHA
CD23, BoisgBisiemble Ha panHel ctaguu XJIJI, ykasbi-
BaIOT Ha BO3MOXHOCTb OBICTPOTO IPOTPECCUPOBAHUS
3aboseBaHus [24].

Y HeOoblIoli YyacTh malueHToB 3Bojonus XJ1JI
COMPOBOXAAETCS MOpdoIoTnUecKOoi TpaHC(hopMaI-
el ¥ TTOSTBJICHUEM OOJIBIIIOTO KOJIMIeCcTBa KJIeToK (10—
55%) ¢ npusHakaMu npoaumdouuTos. ITpu aTom cMme-
[IAaHHO-KJIETOYHOM BapuaHTe 3a00JIeBaHUST UMMYHO-
(beHOTUNMYECKUE TTPU3HAKU JIEUKEMUYECKUX KIJIETOK
Takue Xe, Kak npu kiaaccuueckom XJIJI, Ho mporHo3s
Oosiee HEOIArOMPUSATHBIA.

V¥V 2—8% nanmenTos ¢ XJ1JI B pe3ynbrate TpaHcdop-
Mauuu pa3BuBaeTcs nuddysHas B-kpynmHokieTouHast
muMdoma (cuHapom Puxtepa) [8]. MonekynsipHo-Te-
HETUYECKNE HapYIICHUsS, IPUBOISIIINE K PAa3BUTUIO
cuHapoma Puxrepa, HemocTtaTouHO uU3ydyeHbl. B 50%
cJIyJaeB B TpaHCHOPMUPOBAHHBIX TUMGOUIHBIX KJIET-
Kax Mpu cuHIpoMe Puxrepa BBISIBISIOT MyTallMu TeHa
p53[31]. ¥ maumenrtos ¢ XJIJI mocne Tepanuu ¢iayma-
pabMHOM MOTYT BO3HUKHYTb aCCOLIMUPOBAHHBIE C BU-
pycoM DnmteitHa — bapp numdbonponudepaTuBHbIE
3aboJjieBaHUs, BKJIOYas auMbomy XomkkuHa [32].
V 1-2% 6onbHbix XJIJI, Haxomsimuxcs Mmoa HaOJIio-
JIeHueM GoJiee 6 JIeT, MOTYT IMarHOCTUPOBATh OCTPBIit
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JuMbo0OIacTHBIN Jieiikos (danie L2 tumna). B pe3ynbra-
T€ BOJIOLIMU [TATOJIOTMYECKOI0 KJIOHA KIIETOK BO3MOX-
Ha TakKe TpaHchOopMalus B INIA3MOKJICTOUHBIN JIeii-
KO3 ¥ MHOXECTBEHHYIO MUEJIOMY.
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CHRONIC LYMPHOCYTIC LEUKEMIA:
LABORATORY DIAGNOSIS
AND PROGNOSTIC CRITERIONS

D.F. Gluzman, L.M. Sklyarenko, T.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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