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Beedenue. Ilpu ummyroperomunuposanuu npusHaKom Hauboaee 3penoii popmol B-auneiinoeo ocmpoeo aumghobaracmroeo aeiikosza (BIV-OJL)
A6A56MCS NOBEPXHOCMHAS IKCNPECCUsi MOAEKYAbl UMMYH02100yauna. OHa oOHapydicusaemcs npeumyuecmaenHo npu aumgome bepxumma
(J/IB), u épauu 6 3mom cayuae 00bIYHO HAUUHAIOM JAeHeHUe N0 NPOMOKOAAM, PA3PAOOMAHHbIM 045 Mepanuu 3peioKAemMOUHbIX AUMPOM.
Oonako pe3yabmamsl MHO2OMUCACHHBIX KAUHUYECKUX HAONH00eHULl NOKA3bIBAIOM, MO 8 PEOKUX CAYYAAX NOBEPXHOCMHAS IKCAPECCUsl AeeKUX
yeneil UMMYHO2A00YAUHO8 UNU UMMYHOA00YAUHa M 8bisaeasiemcs HA KAemKax, He umMeruux 00NOAHUMEAbHbIX NPUSHAK 08 3DeA0ll AUMPOMbL.
Ileab uccaedosanus — oueHums eemepoeeHHOCMb 0OCMPbIX AUuMpodracmHbix aeiiko306 (OJIJ]) ¢ nosepxrHocmHoll sKchpeccueli ieeKux u ms-
JHcenvlx yeneli UMMYH02100yAUH08 U cmenets accoyuauuu BIV-ummynopenomuna baacmubix kaemox ¢ JIb u opyeumu aumghomamu y demeii.
Mamepuaavt u memoodst. [Ipoananu3uposanvi pe3yrbmamol UMMYHOGEHOMUNUPOBAHUS, YUMOLEHeMUHECK020 U MOPPON02UHeCK020 aHa-
AU3a Kaemok 54 nayuenmos, y Komopbix 0bvia 8viséneH 3penviii B-kaemounviit ummynogpernomun.

Pesyavmamoi. Kaunuko-mopghonoeuueciuii ouaenos JIb 611 nocmaenen 39 uz 54 nayuenmos, 6 mo epems kak ocmansHole 15 nayuenmog
10 COB0KYNHOCMU NPU3HAK08 Obiau omHeceHsl K epynne ¢ OJ1JI uz B-auneiinvix npeduecmeennurog (BII-OJ1JI). Bce nayuenmeot, y Komopuix
oObi1a duaenocmuposarna JIB, umeau 1 u3 eapuanmos nepecmpoiiku eena C-MYC: t(8;14)(q24;q32), 1(8;22)(q24,q11) uau t(2;8)(p22;q23).
B epynne BIT-OJLJI smu nepecmpoiiku He @bisiéneHsl, 00HaKo y 8§ nayuenmos umenucs nepecmpoiixu eena KMT2A, komopuie, 6 c60to ouepeos,
He onpedenervl HU 8 00HOM cayuae npu JIb. Y ocmanvrvix nauuenmos epynnvt BIT-OJIJI cheyuguueckue nepecmpoiiku He 00HAPYICEHbL.
Tayuenmot ¢ BIT-OJIJT e umenau L3-mopgonocuu bnacmos, xapaxmeproti das JIB. Mopghoaoeus L 1/L2 maxace demexmuposanacs y 2 na-
yuenmos c ouaerosom JIb.

3axkarouenue. Ipynna nayuenmos ¢ OemeKmupoganHvim nosepxHocmuoim IgM na 6aacmueix kKaemrxax 00cmamo4Ho 2emepoeeHHa U K10~
yaem He moavko JIb, Ho u pedkue caynau BIT-OJIJI, 6 mom uucae ¢ nepecmpoiikamu ¢ KMT2A. Ilpu nposedenuu ougpgepenyuanrvhoii
OJuazHOCMUKU MOAbKO cOHemanue Yumomoppoaocuteckux, UMMyHODEeHOMUNU1ecKux U MoAeKYAAPHO-2eHeMUYECKUX NPUSHAK08 MOJicCem
damb 603MONCHOCHb MOUHO dugghepenyuposamsv JIb om BIT-OJIJI u ébibpams npaguavhyo maKkmuky 6e0eHuUs nayueHma.
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Introduction. Surface immunoglobulin expression is a main immunophenotypic criteria of mature subtype of B-lineage acute lymphoblastic
leukemia. Although the majority of such cases represents Burkitt leukemia/lymphoma, it was shown for several times that membrane IgM
could be detected in the absence of other mature lymphomas signs.

The aim of the study was to evaluate heterogeneity of childhood acute lymphoblastic leukemia (ALL) with surface IgM expression and to as-
sess correspondence of BIV EGIL ALL subtype with Burkitt ymphoma (BL) bone marrow dissemination.

Materials and methods. Immunophenotypic, cytomorfologic and genetic data of 54 BIV-ALL cases were analyzed.

Results. Among the studied patients 39 had BL, while others belonged to B-cell precursor ALL (BCP-ALL). All BL patients and none
of BCP-ALL patients carried C-MYC rearrangement while in BCP-ALL group in & cases and in any BL cases KM T2A rearrangements were
found. None of BCP-ALL children had L3 morphology according to FAB classification.

Conclusions. B-lineage ALL with surface IgM expression is rather heterogeneous group of cases including typical BL and rare cases of BCP-ALL
even with KMT2A-rearrangements. Combination of all available diagnostic technologies will allow precise split of these two different disease

and select the appropriate treatment scheme.

Key words: Burkitt lymphoma/leukemia, acute lymphoblastic leukemia, flow cytometry

Bsepexue

HNmmyHodeHoTunmmueckoe nuddepeHImpoBaHue OCT-
PBIX TUM(O0OIacTHRIX JIeiiko30B (OJIJI) ¢ moMoIbio mpo-
TOYHOM IIUTOMETPUH SIBJISIETCSI OMHUM M3 OCHOBHBIX METO-
JIOB UX AMArHOCTHUKU. TOYHOCTb U OBICTPOTA 3TOrO METOA
MO3BOJIIIOT B KpaT4yallline CPOKU YCTAHOBUTD JIMHEUHYIO
MIPUHAUICXKHOCTH OITyXOJIEBBIX KJIETOK M HAadyaTh CICIIH-
¢duueckoe edeHre. DTo 0COOEHHO aKTyaJlbHO B ClIydae
BBISIBJICHUST OITYXOJICBOM ITOITYJISIIIAY, HECYIIIEeil MapKephl
3peJbIX B-KIIeTOK, 4TO MOXET CBUIACTEIHCTBOBATh O Ha-
JIMYMM KaK OBICTPO Tponudepupylonieii, 4pe3BbluaiiHO
arpeccuBHo# TuMdomer bepkurra (JIB), Tak 1 psima apy-
rux tumdom unu OJIJI 3 B-nmuHelHbBIX npeniecTBeH-
HukoB (BIT-OJIJT). BaxHeHA M MyHKTOM TUaTHOCTUKH
B 3TOM cJlydae cTaHOBMTCS pasrpaHmdeHue JIb u OJIJI.
K Tomy ke B peaxux cirydasix JIb mopaxkaeTcst TOJIbKO KOCT-
HBII MO3T 0e3 TnMdoIpoardepani Uin Ipyrux 00beM-
HBIX 00pa30BaHUA, YTO SIBJISIETCS AOIOJIHUTEIbHOM TPy~
HocThlo 1151 nuddepernumponku BIT-OJIJT ot JIB.

B nacrosiee Bpemst ipu IMMYHO(MESHOTUITMPOBAaHUHT
OJIJI ucnonb3yloT Kputepuu Kiaccudukauuu Esporieii-
CKOM TPyIIIbl 10 UMMYHOJIOTUYECKOM XapaKTEPUCTUKE
neiiko30B (European Group for the Immunological cha-
racterization of Leukemias, EGIL) [1], cormacHo KOTOpbIM
Npu3HakaMu HauboJiee 3pesioil ¢opMmbl B-auHeitHoro
neiiko3a (BIV-BapuaHT) SBISIOTCS MOBEPXHOCTHAS DKC-
Impeccust U-LIeTd MOJIEKYJIBl MMMYHOIJIOOYJIMHA W/VUTH
SKCIIpeCcCUsl OJHOM M3 JIETKMX lIerneid. 3a4acTylo TaKoi
nMMyHodeHoTun accounupoBaH ¢ L3-mopdomorueit
omacTHbIX KiIeToK, 1o FAB (French-American-British)
Ki1accu(UKAIMU OCTPHIX JIeliko30B 2008 1., 1 mepecTpoii-
kamu B reHe C-MYC [2]. B GonblIMHCTBE Clay4yaeB 3Ta
Tpuajia IMpU3HaKoB BbisiBIIsieTcs: Ipu JIb, 1 00bIYHO moce
00HapyXeHUs IMPY UMMYHO(DEHOTUITMPOBAHUY BapraHTa
BIV Bpauu, kak npaBujio, HAUMHAIOT JeYeHUE I10 IIPOTO-
KoOJIaM, pa3paOOTaHHBIM IJISI TePaIuU 3PEIOKICTOTHBIX
JmMpom. OTHAKO pe3yIbTaThl MHOTOYMCICHHBIX KITMHM -
YeCKHX HAaOIIOICHUI ITOKA3BIBAIOT, YTO B PEAKMX CIYIasTX
SKCIPECCHS JIETKUX MeTieid UMMYHOTTIOOYIMHOB (TIOBEPX-
HOCTHAs WIN LIUTOIUIa3MaTruIecKast) win IgM BeISIBIISIETCS
Ha KJIETKaxX, He MMEIOIINX TOIMOJHUTEIBHBIX IIPU3HAKOB
3penoit tumdomsl (o FAB mopdomorus L3, TpaHcioka-

st MYC u BeIcoKasi riposrdepaTBHASI aKTUBHOCTD [ 3—3]).
HekoTopsie ucciemoBaTeIbCKUE TPYIIIBI IIpearaioT
KJaccudumpoBarth Takue ciaydau kak BIT-OJIJI u, coot-
BETCTBEHHO, JieunTh Kak OJIJI, a ne xak JIb [6]. YacToTa
TaKUX HAXOJOK AOCTAaTOUYHO BeJIMKa, YTOObl OOpaTUThb
BHUMAaHUE HCCJeaoBaTesieil Ha OTCYTCTBUE aOCOIIOTHOMN
KOppeJISIuM 3peioro B-kimerouyHoro mMMmyHodeHOTHTIA
OITyXO0JIEBBIX KJIETOK B KOCTHOM MO3re U aAuarHosa JIb.
Iean uccaenoBanusa — olleHUTD reTeporeHHocTh OJIJT
C MMOBEPXHOCTHOM SKCIIPECCUEH JIETKMX U TSKEJIbIX LIeTIei
MMMYHOIJIOOYJIMHOB U cTeneHb accourauuu BIV-umMmmyHo-
(enorumna 6nactos ¢ JIB u npyrumu mumdomamu y IeTei.

Mamepuanbl u Memopbl

PerpocnieKTMBHO ipoaHaIM3MPOBAHbI JTAHHBIE IMMY-
HO(EHOTUTTMPOBAHMS, MOP(HOJIOTUUYECKOTO, [IMTOTCHETH -
YeCKOT'0 M MOJICKYJIIPHO-TEHETUYECKOTO MCCIeIOBaHUMI
54 naumeHToB (40 MabUMKOB U 14 neBOYEK) B BO3pacTe
oT 7 Mec 1o 18 neT (MenmaHa 8 JieT), Y KOTOPBIX METOIOM
MIPOTOYHOI IIUTOMETPUH BBISIBJIEHA IIOBEPXHOCTHAS KC-
npeccust IgM Ha KJleTKax OIyX0JIEBOTO KJIOHA B KOCTHOM
moasre. [TanmeHTH 00cneq0BaHbl B 1adopatopusx OI'BY
«HauuoHaibHbIA MEAULIMHCKUNA MCCIEI0BATEIbCKUI
LIEHTP JETCKOW I'eMaTOJIOTHH, OHKOJIOTUHA M UMMYHOJIO-
run uM. Jmutpus PoraueBa» Mun3npaBa Poccun (Mo-
ckBa), 'bY3 CaepmioBckoii oomactu «O06macTHasI IeTCKast
KiIrHIYecKas oompHMIa Ne 1» 1 ee LleHTpa meTcKoii oH-
kosioruu u remarojorum (Exarepunoypr), ®I'BY «Poc-
cuiickasl meTckasl KJIMHu4deckasl 0ojibHMIIa» MuH3apaBa
Poccuu (Mocksa) u ®I'BOY BO «Ilepsriit Cankr-Ile-
TepOYprcKMii rocyaapCTBEHHBIM MEAUMLIMHCKUI YHUBEP-
cuter uM. akan. W.I1. IlaBnoBa» MunzapaBa Poccum
(Cankr-IlerepOypr).

Ananu3 uMmyHodeHoTtuma kinetok KM mpoBogunu
C HCITOJIb30BaHUEM 6—8-LIBETHbIX KOMOMHALIMI MOHOKJIO-
HampHBIX aHTUTEN (MKAT) K clienyommM aHTUTeHAM:
CD45, CD19, CD3, CD10, CD34, CD13, CD33,CD117,
CD15, CD3s8, CD38, CD20, CD22, CD79a, CD7, CD5,
NG2, IgM, k- u A-ueneii, TdT, MPO. OkpamuBanue 06-
pa3uoB MKAT BBITIOJHSIIU COMIACHO UHCTPYKIMU (PUP-
MBI-TIPOM3BOAUTEIIS. Pe3ybraThl aHATU3UPOBAIN C T0-
MolliIbio rporpaMMHoro obecrevyenuss FACS Diva 6.1 (BD)
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u Kaluza 1.5a (Beckman Coulter, CIIIA). AHanm3upoBain
He MeHee 10 ThIC. gapocoaepxXaniyx Kietok. OmyxoieBbie
KJIETKH BBIICIISIIA HAa TOYSYHBIX rpaduKax IO 3KCIIpec-
cuu CD45, 3HayeHnsaM napaMmeTpa 00KOBOTO CBETOpac-
CesTHUSI U 9KCIIPECCHH JIMHEIHO-aCcCOIMMPOBAHHOTO Map-
kepa CD19. [Tomyasaimust KJIeTOK CUNTaIach TO3UTUBHOIM,
ecim 6ostee 20 % Ki1eTOK 9KCIIPECCUPOBAIM UCCIIEAYEMbIii
aHTUTeH Ha MeMOpaHe uiau 6ojiee 10 % BHYTPUKIIETOYHO
[1]. B xauecTBe BHYTPEHHETO KOHTPOJISI MCIIOJIb30BaIU
COXpaHUBIIMECS B 00pa3Lie HOPMAJIBHBIEC KIETKU.

CraHgapTHOE KapHOTUIIMPOBAHUE IIPOBOIMIA METO-
noMm G-banding mocjie CyTouHOro KyJETUBMpPOBaHUS 0e3
MUTOT€HHOM CTUMYJISILIMU [0 paHee ONMCAHHOMA METOIUKE
[7], pe3yabraThl 3aMMChIBAIM COIACHO MEXIYHAPOTHOMN
LIUTOTEHETUIECKOM HOMEHKIIATYPE XPOMOCOM YeIoBeKa
ISCN (An International System for human Citogenetic
Nomenclature) 2016 r. [8]. ITpu ucciaenoBaHUM METOAOM
dyopecieHTHOM rubpunu3aiui in situ (fluorescent in situ
hybridisation, FISH) ncroias3oBanu psa crieliuuuecKux
npo0 corylacHO MHCTPYKUUU npousBoauTeneit. Ilepe-
ctpoiiku reHa C-MYC omnpenensyiv ¢ TOMOIIbIO 30Haa
Vysis LSI C-MYC Breakapart (Abbott Molecular, CIITIA)
Ha pa3pbIiB XpOMOCOMHOTO perroHa 8q24. IlepecTpoiiku
reHa KMT2A onpenensiay ¢ moMoIlbio 3oHaa Vysis LSI
KMT2A Breakapart (Abbott Molecular, CIIIA) Ha pa3pbiB
XpomocoMHoro pernoHa 11g23. Hanmnuue nepecTpoiiku
t(9;11)(9p21.3;q923)/KMT2A4- M LLT3 noaTBepxaaim ¢ mo-
MOIIIBIO TPaHCIOKAaMOHHOTOo 30Haa Kreatech ON KMT2/
MLLT3 t(9;11) Fusion (Leica Biosystems, ®PI'). Hanuuue
nepectpoiiku t(1;19)(q23;p13)/TCF3-PBX1 onpenensum
C TIOMOIIIBIO TpaHCcaoKamoHHoro 30H1a Vysis LSI TCF3/
PBX1 Dual Color, Dual Fusion (Abbott Molecular, CIIIA).

Jg cratuctudeckoir oOpabOTKU pPe3ynbraToB HC-
nop3oBaiau mporpammy XLSTAT-2016. Ipyrnbl manyeH-
TOB CPaBHUBAJIU 10 KOJIMYECTBY CIyIaeB, MO3UTUBHBIX 10
BBIOpAHHBIM MapKepaM, UCTIONIb3YsI KPUTEPUIA Y-KBaIpar.
s cpaBHEHMST KOJTMYECTBEHHBIX ITOKa3aTeseit B 2 rpyI-
nax npuMeHsIcs Kputepuii MaHHa— YUTHU.

Pe3ynbmambi

Hamu mpoaHanu3upoBaHbl pe3yabTaThl MMMYHODE-
HOTUITUPOBAHUS, IUTOTEHETUIECKOTO M Mopdoiornae-
CKOT'0 HCCIIeA0BAaHUI KJIETOK KOCTHOTO Mo3ra 54 maiu-
€HTOB, Y KOTOPBIX Ha OJJACTHBIX KJIETKaX ObUI BBISIBICH
BIV-ummyHodenoTum. M3 Hux 39 mammeHTaM OBLI I1O-
CTaBJIeH KJIMHUKO-Mopdororndeckuii auartos JIb (me-
nyraHa Bo3pacTa 11 j1eT), B To BpeMs KaK ocTajibHbIe 15 ma-
LIMEHTOB IT0 COBOKYITHOCTH IPU3HAKOB OBUIM OTHECEHBI
K rpyme 6onpHBIX BIT-OJIJI (MeauaHa Bo3pacTa 3 roga).

Bce manueHThl, y KOTOpPBIX OblLIa I1MarHOCTUPOBaHa
JIb, numenu 1 u3 BapuaHTOB TiepecTpoiiku reHa C-MYC:
t(8;14)(q24;q32), t(8;22)(q24;ql11) mwm t(2;8)(p22;923).
ITepecrpoiika t(8;14)(q24;q32) 6buU1a onpeaeieHa y 28 ma-
LIMEHTOB, t(8;22)(q24;q11) —y 2, t(2;8)(p22;q23) — vy 1 ma-
mueHTta (puc. 1). B rpynme 6onsHbix BIT-OJIJI 311! 116~
PECTpPOMKN HE BBISIBJICHBI, OJHAKO y 8§ ITallMEHTOB
MPUCYTCTBOBANIM IepecTpoiiku reHa KMT2A: t(11;19)

(q23;p13) —y 1 6onbHoOTO, t(9;11)(p22;923) — vy 3, t(10;11)
(p12;q23) —y 1 (cMm. puc. 1). Y 3 malyeHTOB ¢ ITepecTpOKoi
KMT2A reH-niapTHEp ONpeNeIUTh He YIaaoCh. Y OCTallb-
HBIX NAIIMEHTOB 3TOM TPYMIIHI CIICHU(pUICCKUE TIepe-
CTpOIKM BhISIBJIeHBI He ObLIH. [TepecTpoiiku rena KMT2A
He OTMEYEHBI HU B OgHOM ciiydae 1ipu JIb.

VY 1 manueHTa 1 roma Xu3Hu ¢ nepectpoiikoi t(9;11)
OBbUIM OJHOBPEMEHHO UAEHTU(UIIMPOBAHbI 3 CYOITOITyJIs -
uuu JuMdooiacToB: 22,0 % G1acTHBIX KIETOK COOTBET-
ctBoBanu BI-Bapuanty OJL1, 55,0 % — BII, 23,0 % — BIV.

Ipu anam3ze mopdosoruu 6aacTHbIX KieToK y 4 (10 %)
u3 39 manmeHToB ¢ nuarHo3oM JIb ObuIM 0OHapyXKEeHBI
kinetkn L1/L2 mo xmaccudukanmum FAB. YV 0onpHBIX
BIT-OJLJI Takoit Mop¢oaorn4ecKuii BApUaHT BBISBIISIIICS
y 10 (67 %) u3 15 manuentroB. Mopdosorus L3 Gbuia
onpeneieHa B 27 (51 %) cayvasx npu JIb u B 2 (13 %)
npu BIT-OJIJI (puc. 2).

PesymbraTer ncciemoBaHus ”MMMYHOGEHOTUITMIESCKUX
ocobeHHocTel kKiaeTok KM rnokazanu, 4To JaHHbIe 3Ha4n-
MO pa3InJarTcs B rpymiax mamueHToB ¢ JIb u BIT-OJIJI.
Tak, Obly1a BBIIBJIEHA pa3Hast aKcIpeccust MapkepoB CD20,
CD34, CD45, CD133, IgM, ilgM, NG2 (cM. Tabuiy).
V naumenros ¢ BIT-OJIJI B 25 % 00pas1ioB Obl1 onpeaeeH
NG2 (3kcnpeccupyeTcs Ha IIIMaIbHBIX KJIIeTKaX 1 0j1acTax
rpu OJ1 ¢ epectporikamu rena KMT24), 8 30 % — CD133
(3KcmpeccupyeTcsl Ha paHHUX TeMOITO3THICCKIX TIPE/IIIe-
CTBEHHMKaX), B TO BpeMs Kak B ciydae JIb atu mapkepsl
HE OIpene/sUINCh. 3aMeTHasI pa3HUIIa B KOJMYECTBE T10-
3UTUBHBIX 00PA31LI0B HAOII0MAIACh TAKXKE TI0 AKCIIPECCUH
CD20 u CD34. bonee «3penbiit» Mapkep CD20 npenmy-
1LIECTBEHHO OIpeAe/IsICs Ha KileTKax nauueHToB ¢ JIb, B To

Het nepectpoek B renax C-MYC n KMT2A /
Without C-MYC and KMT2A genes rearrangements
17 %

t(1;19)(923;p13)*
2%
t(10;11)(p12;923)
2%
MNepecTporika
KMT2A c Heuns-
BECTHbIM reHOM-
napTHepom /
KMT2A genes
rearrangements with
unknown partner
6 %
t(9;11)(p22;923)
8%
1(2;8)(p12;921)
2%

(8;22)(q24:911) t(8;14)(q24,932)
4% 59%

Puc. 1. llepecmpoiiku eenoe C-MYC (kpachuiii yeem) u KMT2A (3enenviii
yeem) y nayuenmog co 3peaoi popmoi B-auneiinoeo ocmpoeo aumgpobaacm-
HO020 neliko3a

*OmaoenvHas nepecmpoliKa, He 6X005udst HU 8 00HY U3 NpeoCmasieHHbIX epynn.
Fig. 1. C-MYC (red) and KMT2A (green) genes rearrangements in patients
with mature subtype of B-lineage acute lymphoblastic leukemia

*A rearrangement of genes, not included in any of the represented groups.
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BpeMSI KaK aHTUTeH PaHHUX FeMOIIO3TUYECKUX IIPEIIIIeCT-
BeHHUKOB (CD34) vame gerekrupoaiics npu BIT-OJIJI.

Ha onyxoneBnix KieTkax 1 n3 nauueHToB ¢ JIb BbISIB-
sned CD117. Y 6onbubix BIT-OJIJI axcnipeccnn Myuenon/-

OnwucaTtenbHas myenorpamma /
Descriptive myelogram
1%

L2/13
2%

L1/L2
9%

L3
60 %

Puc. 2. Pacnpedenenue yumomopghoroeuteckux 6apuanmos 61acmubix Kie-
mok no kaaccugpukauuu FABy nayuenmog co 3peaoii gpopmoii B-auneiinoeo
0CMpo2o AUMPodAACMHO20 NeliKo3a

Fig. 2. Cytomorphological variants of blast cells according to FAB classifica-
tion in patients with mature subtype of B-lineage acute lymphoblastic
leukemia

HBIX MAapKepoB He oTMeueHO. HecMOTpst Ha TO 4TO 3KC-
npeccus IgM onpenensiaachk Bo BCeX caydasix 1 SIBJIsIIach
OIHMM M3 OCHOBHBIX KPUTEPUEB 0TOOPA MALEHTOB B UC-
cjleqoBaHUe, B CPEIHEM COAEpKAaHKME KJIETOK C IOBEpX-
HocTHBIM IgM Gbut0 BhImIe Tipu JIB 1 cocrasuio 88,7 %
npotuB 55,2 % npu BII-OJIJI. Ilpumepnl pasid4yHbIX
cinyyaeB BIV-OJIJI pencraBneHsl Ha puc. 3—5.

06cy:xneHue

TToBepxHOCTHBINM IgM, BHISIBIISIEMBIiA TIPOTOYHOM 11~
TOGIYOPUMETPUE W SBISIOIINICS ITHUATHOCTUYECKUM
npu3HaKoM 11 onpeneneHus BIV («3penoro») mmMmMyHo-
¢eHOTHUIIA OITyXOJIEBBIX KJIETOK, HauboJiee XapaKTepeH
1151 JIB [6]. BeisBiaeHue Takoro nuMMyHOGEHOTHIIA TPeOy-
€T OT Bpaya 0COOCHHO TIIATEILHOIO PaCIIpeaeIeHUS 1a-
muenToB 1o rpyrmaM OJIJI u JIb ¢ obg3aTeTbHBIM y4eTOM
KJIMHUYECKOI KapTUHBI U PE3YIETaTOB MOP(HOIOTNIEeCKO-
T0 W IIUTOTCHETUIECCKOTO HMCCACHOBaHMI. DTO CBSI3aHO
TIPEXIIe BCEro C MPUHININAILHBIMY Pa3INIUsSIMU B CTpa-
TeruH JICUCHUsI OTUX 3a00JICBaHUIA.

B muteparype onmy6imKoBaHBI HECKOJIBKO KIMHUYE-
ckux ciaydaeB OJIJI ¢ MpoTUBOPEYMBLIMU TaHHBIMU OC-
HOBHBIX MCCJICIOBAHUI 1 OIMMCAHBI BAPUAHTHI TMarHOCTH -
YeCKOIo ITOMCKa 1 MCX0moB JedyeHusd [4, 5,9, 10] u cpequ
HUX HEOOJIBIIOE YMCIIO MTAIMeHTOB, UMCIOIIUX B OITyXO-
JIEBOM KJIOHE TiepecTpoiiku reHoB KMT2A, ocobeHHO
t(9;11)(p22;q23) [11, 12]. Emue B 1986 1. J. Van Eys u coaBT.
ormcamm 4 kimmandeckux caydast BIV-OJIJT ¢ mopgonorueit

DKcnpeccusi aHMU2EH08 ONYX0Ae8bIMU KAeMKAMU npu AuMm@podaacmuom aeliko3e u3 B-auneiinvix npedwecmeennuxos (BIT-OJ11) u aumgpome bepkumma (J1B)
Antigens expression by tumor cells in B-cell precursor acute lymphoblastic leukemia (BCP-ALL) and Burkitt lymphoma (BL)

BIT-OJIJI JIb
ANTHTeHb! YHC10 O3UTHBHBIX ANMERTOB / 0flIee YHCI0 06CTIeI0BAHHBIX NAIHEHTOB P
adc % adc %
CD10 14/15 93 31/31 100 0,6950
CD19 15/15 100 39/39 100 0,1340
CD20 10/15 66,6 38/39 100 <0,0001
CD34 7/15 46,6 2/36 5 <0,0001
CD38 10/10 100 31/31 100 0,7570
CD45 10/15 66,6 39/39 100 0,0820
IeM 15/15 100 39/39 100 <0,0001
ilgM 10/11 91 25/28 89 0,0090
NG2 3/12 25 0/23 0 <0,0001
CD133 3/10 30 0/16 0 0,0260
Myelo* 0/15 0 1/34 3 <0,0001

*Muenouonwvie mapkepvt CD13/CD33/CD117/CD15.
*Myeloid markers CD13/CD33/CD117/CD15.

OHROTEMATONOIUA 4’2017 tom12
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Puc. 3. Hccaedoganue kaemox Kocmuoeo mosea nayuenma co 3peaoi opmoil B-auneiinoeo ocmpoeo aumgpobracmuoeo aeiiko3a u mpanciokayuei
1(9;11)(p22;q23): a — ummyHogpenomunuposanue (KpacHoim ommeueHsl ONyXoaeevle KAEMKU, CUHUM — HOpManbHbie B-aumgpouumot); 6 — mopgonoeus
onacmog L1 no kraccugpuxayuu FAB; 6 — kapuomun (cmpeakamu ommeuenv nepecmpoenvie xpomocomvt du 11); e — nepecmpoiixa eena KMT2A no dan-
HbM uccaedosanus memodom gayopecuenmuoi euopuouzayuu in situ (FISH); 0 — omcymcemeue nepecmpoiixu eena C-MYC no dannvim FISH-uccaedosanus.

Lambda u kappa — yenu ummynoznobysuna M

Fig. 3. Analysis of bone marrow cells in patients with mature subtype of B-lineage acute lymphoblastic leukemia and translocation t(9;11)(p22;q23): a — im-
munophenotyping (red marked tumor cells, blue — normal B lymphocytes); 6 — L1 morphology of blasts cells according to FAB classification; ¢ — karyotype
(the arrows indicate the rearranged chromosomes 9 and 11); e — KMT2A gene rearrangement according to fluorescence in situ hybridization (FISH) data;
d — absence of C-MYC gene rearrangement according to FISH data. Lambda and kappa — chains of immunoglobulin M

L1 u sxcnpeccueit moBepxHocTHoro IgM [13]. ITpu sToMm
skcnpeccust CD34 u TdT He onpenensiiach. OTH MmaeH-
THI ITOJTYJIaJTH JICYSHHE TT0 IIPOTOKOJY AJISI OCTPOTO JICHKO-
3a 1 MO TEYSHHIO 3a00JIeBaHMS HE OTIMYAIMCH OT Malll-
eHTOB ¢ He3peabiMu ¢dopmamu OJIJI, HO oTBeyanu
Ha TepaImio 3HaYUTEIbHO JIy4Ile, YeM MallMeHTHI C MOp-
domorueii L3. B 1988 . J.L. Finlay u W. Borcherding co-
OOIIIIIN O 2 aHAJIOTMYHBIX CIIyJasiX, IIPUIeM XapaKTepHO
11T HUX niepectpoiiku t(8;14)(q24;q32) oOHapyXKeHO He
6bu10 [14]. ITo3ke ObITM ONMMCaHBI e1lle HECKOIbKO CTyda-
eB BIT-OJIJI ¢ abeppaHTHOI1 3KCHIpeccueii MOBEPXHOCT-
Horo IgM, TdT-nonoxurenbHBIM heHOoTUIIOM B-KiteToK,
Ho 6e3 xapaktepHoii 1 JIb mopdonornu. INManumeHTH
nonydanu TunmmaHoe mist OJIJI neyeHue M JOCTUTIIN TTOJI-
Hou peMuccuu [15]. BeposiTHee Bcero Takue ciaydyad MOTYT
paccMmaTpuBathest Kak BIT-OJIJI ¢ abeppaHTHOI sKcmpec-
cueit moBepxHocTHOTo IgM, 1 naHHbIe 00JIbHbIE JOKHBI
noyyJaTh JiedeHue 1o rnportokoiam pias OJIJI. OpHako
onucaHbl U ciaydau JIb ¢ oTcyTcTBUEM 3KCIpPEeCcCUr MO-
BepxHOCTHOTrO Ig, mpryeM vaire Bcero MopgoIorus Kie-
TOK B 3THX CJTy4Jasix COOTBETCTBOBaja L3 1 mpucyTcTBOBA-
JIM XapaKTepHbIE XPOMOCOMHBIE TpaHCIoKauu [16].

OJIJI B xnaccudukanum FAB pasnenen Ha 3 Mopdo-
nmormaeckux moaruma (L1, L2 u L3) cormacHo pasMmepy
0JIaCTOB, COOTHOIIICHMIO Pa3MEPOB SIIpa 1 [IUTOILIA3MBI,
KOJIMYECTBY LIMTOIUIA3MBI M HAJIMIUIO SIAPHIIIEK B IIpera-
paTax KOCTHOTO MO3Ta, OKpallleHHBIX 110 PoMaHOBCKOMY—
Iimmze [17]. C BHeapeHNEM B IIPAKTUKY METOIOB MMMYHO-
(beHOTUTTMPOBAHUS C TIOMOIIIBIO IIPOTOYHON ITUTOMETPUH
OJIJI cranu pa3aensaTb Ha TUITHI, YCIIOBHO COOTBETCTBYIO-
IIME CTENEHU 3PEIOCTH HOPMAaJIbHBIX JUMMOLIUTOB [6].
OO6b14HO Ki1eTKH ¢ Mopdonorueii L1 n L2 nMeroT Ha cBoeii
TMOBEPXHOCTH MapKepbl 1uddepeHIIMPOBKIY 00Iee paHHUX
cTanuii, 4yeM KJIeTKU ¢ Mopdoorueii L3, Koropble OOBIYHO
knaccudunmpytores Kak JIb. Kpome Toro, nsa JIb xapak-
TepHBI niepecTpoliiku reHa C-MYC.

Hamu npoananus3upoBaHbl pe3yJibTaThl 00CIea0Ba-
HU#T 54 TTallMEeHTOB ¢ OOHAPYXEHHOM ITOBEPXHOCTHOI
akcnpeccueit IgM. M3 Hux 15 He UMenu KJIaCCUYeCKUX
nepecrpoek C-MYC n/wm L3-mopdonornu 61acToB,
xapakrepHbeix M1 JIB. Y Bcex manmeHTOB (Kpome 2)
6e3 nepectpoek C-MYC ¢ nuarnozom BIT-OJIJT onpene-
Jsutack Mmopdoorus L1/L2. Takke oHa TeTeKTUPOBaIach
y 2 mauueHToB ¢ nepectpoiikamu C-M YC n nuarHoszom JIb.
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Puc. 4. Hecenedosanue kaemok Kocmuozo mo3ea nayuenma ¢ ouaznosom aumgoms: bepxkumma u nepecmpoiixoii 1(8;14)(q24,932): a — ummynogpenomunu- =
posatue (KpacHvim ommeuersl Onyxonegwle KAemKu, CUHUM — HOpManbhble B-aumgpoyumet); 6 — mopghonoeunecku onpedensemes L3 ghpenomun no kaaccu- :
Qurayuu FAB; ¢ — nepecmpoiika eena C-MYC no dannvim uccaedosanus memooom gayopecuenmuoil eubpudusayuu in Situ; e — Kapuomun, cmpesxamu o
ommeuenvl nepecmpoetrHoie xpomocomwvl S u 14. Lambda u kappa — yenu ummynoenodyauna M =
Fig. 4. Analysis of bone marrow cells in patients with Burkitt [ymphoma and translocation 1(8;14)(q24,932): a — immunophenotyping (red marked tumor cells, g

blue — normal B lymphocytes); 6 — L3 morphology of blasts cells according to FAB classification; ¢ — C-MYC gene rearrangement according to fluorescence in situ
hybridization (FISH) data; e — karyotype (the arrows indicate the rearranged chromosomes 8 and 14). Lambda and kappa — chains of immunoglobulin M
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Puc. 5. Hccredosarnue kaemok kocmuoeo mosea nayuenma co 3peaoii popmoii B-aunetinoeo ocmpoeo aumgobaracmuoeo aeliko3a u omcymemeuem cneyugu-
YeCKUX XPOMOCOMHbIX abeppayuii: a — UMMYHODEeHOMUnupoganue (KpAacHbIM OMMeveHbl ONyXoaeeble KAeMmKU, CUHUM — HOpManbHvle B-aumgoyumer);
6 — mopghonoeuuecku onpedensemces L2 penomun no kaaccuguxayuu FAB; 6 — nopmanvhwiii kapuomun. Kappa — yens ummyrnoeaobyauna M

Fig. 5. Analysis of BM cells in patients with mature subtype of B-lineage acute lymphoblastic leukemia and absence of specific chromosomal aberrations:
a — immunophenotyping (red marked tumor cells, blue — normal B lymphocytes); 6 — L2 morphology of blasts cells according to FAB classification; ¢ — normal
karyotype. Kappa — chains of immunoglobulin M.
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Panee Hamu OBIJIO TTOKA3aHO, YTO UMMYHO(EHOTUIT
JIb 3HaunTeNnbHO oTaIMYaeTcs ot TakoBoro rpu BIT-OJIJI,
naxe 0e3 yueTa skcrpeccuu IgM, B 4acTHOCTH, MO 3KC-
npeccun MuelonaHblx MapkepoB CD20 u CD34 [18].
ITonyyeHHbIe B JaHHOI paboTe pe3yIbTaThl MTOATBEPAUIN
BBISIBJICHHBIC paHee TeHICHIINH.

3akniouenue

Takum obGpazom, rpyirma NauueHTOB C JIETeKTHUPO-
BaHHBIM IOBEpPXHOCTHBIM IgM Ha OJacTHBIX KJIeTKax
JIOCTaTOYHO reTeporeHHa M BKJIIOYaeT He TojibkKo JIb,

Ho u peakue ciaydan BIT-OJIJI, B ToM 4ucie c mepe-
crpoiitkamu B KMT2A. Tlpyn nMMyHO(DEHOTUITNYECKOMI
NIUArHOCTUKE HEOOXOAMMO YAEISITh 0cO00e BHUMAaHUE
He TOJIbKO Hajinyuio IgM, HO U Ipyrum Mpru3HaKam pas-
ymuust 6aactoB ripu tuMmdomax u OJIJI. Ilpu nposene-
Huu ntuddepeHInanbHON AMarTHOCTUKH TOJIBKO codeTa-
HUE TUTOMOPDOJTOTrNISCKIX, UMMYHO(DEHOTUITNYECKIX
1 MOJIEKYJISIPHO-T€HETUICCKUX IMPU3HAKOB MOXET AaTh
BO3MOXHOCTb HajexHo nuddepenuuponsats JIb ot
BIT-OJIJT 1 BBIOpaTh MPaBUJIBHYIO TAKTUKY JIEYCHUS
MmalreHTa.
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