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Beeodenue. OcnosHoimu kKpumepusmu nocmanosxu ouaerosa «aumpoma bepxumma» (JIB) seasiomes onpedenenue 3penoeo UMmyHopeHo-
muna 6aacmHbIX KAemok ¢ dKcnpeccueil nogepxnocmuoeo IgM, evisienenue L3 mopgonoeuneckoeo eapuanma u Hatuuue XapaKmepHoix
nepecmpoek eexa c-myc.

Lleav uccaedosarnus — onucanue 8apuanmos pacxoxncoerus 1a60pamopHyIX NPU3HaKos npu ouaznocmuxe JIb.

Mamepuaast u memoodwst. B nacmosiujee uccaedosanue 6vi10 xniovero 10 nayuenmog (8 manrvuuxos u 2 desouxu) @ gospacme om 1 do
18 nem. OcHoeubiM Kpumepuem 6KAIOYEHUS NOCAYICUNO BblAGACHUE NPOMUBOPeUULl Medcdy OaHHbIMU UMMYHOGenomunuposarus (UDT),
MOPPON02UHECK020 U YUMOLEHEMUYECK020 AHAAU308.

Pesyasmamot. Hamu onucanol 2 cayuas c omcymemeuem nepecmpoek eerna c-myc. Y 2 nauuenmog onpedensincs L2 eapuanm mopgonoeuu,
KOMOpblil npOMueopeuus Haruuuro munuutvix 045 JIb nepecmpoex eena c-myc. B 1 cayuae 6viau onucanvt nedugpghepenyupyemoie baacmoi
npu Haauuuy nogepxrocmuoeo IgM u omcymemeuu nepecmpoex eena c-myc. Y 8 nayuenmos omcymcmeosana Kcnpeccus NOGepXHOCHHO-
20 IgM. U3 nuxy 2 nayuenmoe npomugopeuusvimu Oviau oarHble 00Hoepemerno UDT u mopgoaoeuu, u 0cHo80il 0451 NOCMAHOBKU OUACHO-
3a cmano obrapyscerue munuyrol mpancioxauuu 1(8;14)(q24,q32).

Saxarouenue. Cayuau, npedcmaeieHHole 8 HACMOAWell cmamye, U cAy4au, ONUCAHHbLE 8 Aumepamype, OeMOHCHMPUPYIOM 8ANCHOCYb 6HU-
MAmenbHo20 U KOMNAEKCHO20 N00X00a NpU OUeHKe pe3yabmamos 1a00pamopHuix uccaedosanuil 6 ouaznocmuxe JIb.

Karoueguvie caosa: ﬂuquOMa Eeplcumma, baacmHble KAemKU 6 KOCMHOM Mo3ee, ﬂa6opamopnaﬂ duaenocmuka
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Introduction. The main features of bone marrow blasts cells in Burkitt lymphoma/leukemia (BL) are L3 morphology, mature immunophe-
notype of blasts with surface IgM expression, and presence of typical MYC gene rearrangements.

The aim of the study was to show discrepancy examples in laboratory signs of BL.

Patients and methods. 10 patients (8 boys and 2 girls) aged 1 to 18 years were included in the present study. The inclusion criterion was
the identification of discrepancies between flow cytometric, morphological and cytogenetic data.

Results. In 2 cases there were no rearrangements of the MYC gene. In 2 patients, the L2 morphological variant went against the presence
of typical MYC gene rearrangements. In one case, undifferentiated blasts cells were described by morphology together with presence of sur-
face IgM, and atypical genetics. In § patients, there was no expression of surface IgM. Of these, patients with absence of cytomorphological
data cytometric and genetic data were controversial.

Conclusion. The cases presented in this study and the cases described in the literature demonstrate the importance of an attentive and com-

prehensive approach in evaluating the results of laboratory tests in the diagnosis of BL.
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JInmpoma bepkurra (JIB) — BeicoKoarpeccuBHast
B-xnerounass numdoma, cocTaBisIOmas IPUMEPHO
2,5 % Bcex HeXOIXKMUHCKUX auMmdom. BrepBbie Kak
CaMOCTOSTeNbHOE 3a001€BaHE OHA Obla B MPOIIJIOM
Beke onucaHa JI. bepkurrom y adppukaHCcKuUX AeTeit
[1]. Bce xnuHuueckue rpynnsl JIb nMmeioT cxogHbie
deHoTHIT ¥ TPODUIb SKCIIPECCUM TEHOB, YTO OTJIMYA-
eT €€ OT IPYIUX arpecCUBHBIX B-KIEeTOUYHBIX TUMGbOM
[2, 3].

Jduarnoctuka JIb ocHoBBIBaeTCs Ha KOMOMHAaLUU
JTaHHBIX MOP(MOJIOTHYECKOTO, IIUTOTeHETHYESCKOTO
1 UMMYHO(eHOTUITMYeCcKoro aHanu3a [4]. B 0onbImH-
CTBE ClIy4aeB KapTuHa KocTHOTO Mo3ra (KM) mpu nu-
TOMOP(OIOTUIECKOM HUCCICTIOBAHUN XapaKTePU3yeTCs
nponudepalyeil oryxoJeBbIX KJIETOK Mopdoaoruye-
ckoro BapuaHTa L3 mo FAB-knaccudukanuu [5]. Um-
MYHO(MEHOTUI TakKXke J0CTaTouyHO MmocTosgHeH (BIV
BapHaHT ocTporo JauMmdobaacTHoro neiiko3a (OJIJ)
no knaccupuxkanuu EGIL [6]) 1 BKIO4aeT 3KCIpec-
CcH10 moBepXHOocTHOro IgM, nmaH-B-K1eTOYHBIX aHTUTEe-
HoB, BCL6, a Takxke orcyrcrBue 6enka BCL2. Boiee
90 % cnyuaeB JIb MMeIOT MepecTPOMKU B T€HE c-myc.
Yamre Bcero BcTpeuaercs t(8;14)(q24; q32). IlepecTtpoii-
km t(2;8)(pl2; q24) u t(8;22)(q24; qll) BeIIBISIOTCS
3HauyuTeNbHO pexe [7]. OmHako maxe oOHapyXeHUe
KJIACCUYECKOU TEPECTPOMKU T€HA C-myc HE SIBISETCS
a0CcoMIOTHBIM yKa3zaHueM Ha Hajauuue JIb. bouio ycra-
HOBJIEHO, YTO TOJBKO B 61 % ciyyaeB HaJIMYUST ITUX
MepecTpoeK KIETKU umenu Mmopdosoruio L3, B 77 % —
BIV-ummyHobeHOTUII, a B 85 % BBISIBIASUIUCH AOIOJ-
HUTEJIbHbIE XpOMOCOMHEBIE aHOMaIuu [7]. Panee Hamu
OBLJIO MOKa3aHO, 4TO Mopdonorndyeckuii Bapuant L3
y JeTeil BcTpeuyaeTcs Jullb y 75 % nauueHToB ¢ BIV-
OJIJI. B ocTanbHBIX clIy4dasix 01acThl UMeIOT MOp(POI0-
rudeckuit BapuanT L1, L2 uim npucyTCcTBYIOT KIETKH,
KOTOPBIE MOKHO OTHECTH K 2 MOP(HOJIOTUYECKUM Bapu-
aHtam [8].

Ilean padoTbl — OIMMcaHNE BAPUAHTOB PACXOXICHUS
JIabOpaTOPHBIX ITPU3HAKOB IIPH JUATHOCTUKE JTUMMOMBI
bepkurra.

Mamepuanbl u Memopbl

Hamu ObLIM peTpOCHEKTUBHO IpOaHaIU3UpPOBaHBI
JMaHHBIC MMMYHO(MEHOTUITNYECKNX, MOPGOIOTHUISCKUX
U IIUTOTCHETUYECKUX MCCIeAOBAaHMI KOCTHOrO Mo3ra 10
MMAIleHTOB ¢ BepU(UIIMPOBAHHBIM ITaTOMOpPdOIornae-
ckuM guarHo3om JIb (8 MaabunMKoB 1 2 1€BOYKM) B BO3-
pacre ot 1 1o 18 neT. Bece mamyeHTH ObUTH 00CIEIOBAHBI
B riepuoz ¢ 2010 mo 2016 . OCHOBHBIM KpUTEPHEM OTOOpA
ITOCITY>KIJIO BBISIBJIEHHE TIPOTUBOPEUNIT MEXKIY TaHHBIMHU
DT, Mopdonorum u LUUTOreHETUYECKOrOo aHaiIu3a
MPY HAJIMYMU naToMopdoaornyeckoro auarosa JIb.

ITauueHThl ObUIM 0OCEemOBaHBI B J1a0OPATOPUSIX
DI'BY «HannoHanbHBIA MEIULIMHCKAI MCCIIEN0BATEb-
CKWI LIEHTP AETCKOM reMaToJOTUK, OHKOJOTUNA Y UMMY-
HoJioruv uMeHu Jmutpus PoraueBa» Mun3npasa Poccun
(Mocksa), LleHTpa HeTCKOM OHKOJOTUHM W TeMaTOJIOTUN
I'BY3 CsepmoBckoii obactu «O6macTHasI neTcKast Kiim-
Hudeckass 6oiapHmMia No 1» (Exarepunoypr) u ®I'bOY
BO «Ilepsoiit CankT-IleTepOyprckuii rocygapcTBeHHBIN
MEOUIMHCKUI YHUBEPCUTET MMEHU aKaJaeMuKa
N.I1. ITaBnoBa» Mun3zapasa Poccum (Cankr-ITeTepOypr).

AHamu3 mMmyHodeHoTuia Kietok KM npoBogunu
c ucnoiab3oBaHueM 4—S8-1BeTHOU naHeau. Mcroibp3oBa-
JMCch MOHOKJIOHanbHBIe aHTUTena (MKAT), medeHHBIE
dyopecuennnzotnonuanarom (FITC), R-dukospurpu-
HoM (PE), nmepummamaxiopodmi-mporenHoM (PerCP),
amopukonannHoM (APC), TaHIeMHBIMU KOHBIOTaTaMU:
PE ¢ muanmnoM 7 (Cy7), PerCP ¢ mmanuaoMm 5.5 (Cy5.5)
u APC ¢ CyHbc/7, a Takke ¢ kpacurtemssmu BV421 1 BV510.
B ananuze npumensiiiu MKAT K ciieayroliuM aHTUTEHaM:
CD45, CD19, CD3, CD10,CD34, CD13, CD33, CD117,
CD15, CD58, CD38, CD20, CD22, CD79a, CD7, CD5,
NG2, IgM, k, 1, TdT, MPO. OxpammBaHue o0Opa3lioB
MKAT BBITTOJTHSUIM COTIACHO MHCTPYKIMU (PUPMBI-TTPO-
u3BoauTesss. Pe3ynbratel aHAIW3UPOBAIM C ITOMOIIBIO
nporpammHoro odecriedeHnst FACS Diva 6.1 (BD) u Kaluza
1.5a (Beckman Coulter, CIIIA). AHaIu3upoBaI HE MEHee
10 TBIC. sTOpOocomepXammx KiIeToK. OIyXoJIeBble KIIETKU
BBIIEISIIIA Ha TOYEYHBIX Tpadukax no akcnpeccun CD45,
3HAYCHUSAM I1apamMeTrpa OOKOBOTO CBETOpPACCESHUS

OHKOFEMATONOIUA 3°2018 rtom13



TpyaHbii AnarHos

OHROFEMATONOIUA 3°2018 tom13

U DKCIPECCUM JMHEWHO-aCCOIIMMPOBAHHOIO MapKepa
CD19. Ionynsims KJIETOK CYUTaNaCh MO3UTUBHOM, €CITN
6osee 20 % KJ1eTOK 3KCIPECCUPOBAIM UCCIIEAyeMbIii aHTH -
reH Ha MemOpaHe wiu 6ojiee 10 % BHYTPUKIETOUHO [6].
B xauecTBe HeraTUBHOTO KOHTPOJISI KICIIOJIB30BAJIA COXPa-
HUBIIHECS B 00pa3iie HOPMaJIbHBIE KIICTKH.

CraHmapTHOE KapHOTUIIMPOBAHUE TIPOBOIUIN METO-
nom G-banding mocjie CyTOYHOTO KYJIBTUBUPOBAHUS
0e3 MUTOTeHHOI CTUMYJISILUY T10 paHee ONMCAaHHOU Me-
TomuKe [9], pe3yIbTaThl 3aIMCHIBAIM COTJIACHO MEXKITyHa-
pOIHOI LMTOreHeTM4yeckoii HoMmeHkiarype ICSN 2016
[10]. UccnepoBanue metonom FISH nmpoBomumm ¢ psagom
crieuUIeCKUX Mpoo COIIACHO MHCTPYKIIUM ITPOM3BOIM-
tenei. [lepecTpoiiku reHa c-myc onpeaesiiv ¢ MOMOILbIO
3oHma Vysis LSI C—MYC Breakapart (Abbott Molecular,
CIIIA) Ha pa3pbIB XpOMOCOMHOTO peTnoHa 8q24.

Pesynbmambi

OO611I1e 3aKOHOMEPHOCTY pacIpene/IeHUST HeTUITY -
HBIX PE3yJIBTAaTOB J1a0OPAaTOPHBIX MCCIICIOBAHUMA IIpem-
CTaBJIeHbI Ha puc. 1.

B mepBBIX 2 ciaydasix 1o pe3yssTaTaM IIPOBEICHHOTO
ucciaegoBanusi FISH xmaccuyeckue XpoMoOCOMHEIE
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Puc. 1. Haauuue (3enenviii yeem) uau omcymcemeue (Kpachbwlii yeem) 0aH-
HO020 nabopamopHoeo npusnaka aumpomsl bepxumma'y 10 uccaedosanuvix
nayuernmos. Cepbim Yyeemom 0603HaA4eHO OMCymcmeue OaHHbIX

Fig. 1. Presence (green color) or absence (red color) of this laboratory
Burkitt’s ymphoma sign in 10 studied patients

MEepeCTPOKM reHa c-myc He ObLT OOHAPYKEHbI IIPU HaJI -
YUM TTOBEPXHOCTHOIM aKcrpeccuu IgM. B 1 ciaydae L3-mop-
¢osrorust 6;1aCTOB 1 HAJTMYME SKCTPaMeIyJUIIPHOTO TTopa-
KEHMST IMYHUKOB TO3BOJIMIIA II0 COBOKYITHOCTH JAHHBIX
ycraHoBUTH quarHo3 JIb. Bo 2-M ciydae mopdomornyeckoe
OIcaHue 0JIACTHBIX KJIETOK HE TTO3BOJIMIIO YETKO KIIaCCH-
¢unmpoBarh nx no tumy. B 3-m ciydae L2-mopdonorus
HE COOTBETCTBOBAJIa OCHOBHOMY KIIMHUYECKOMY TUATHO3Y
JIb. Bce cnyyau ¢ 4-ro mo 10-if uMenn o0IIyIo 4epTy —
OTCYTCTBUE IMMOBEPXHOCTHOI aKcmpeccuu IgM. Cpenn Hux
y 1 maumnenTa (Ne 8) nuarnosy JIb He cooTBeTcTBOBaNa
Takke Mopdosorndeckas TPUHAMLIEKHOCTh OJIaCTHBIX
KJIETOK — OHM OBIJIM OTHECEHHI K BapuaHty L2. OgHako
B 6 u3 3TMX 7 ciay4yaeB Obla BBISIBJIEHA IEpECTpPOiiKa
t(8;14)(q24; q32), ay 1 maumenTa — t(8;22)(q24; q11). Tak-
ke y 1 manmeHTa ObUTH BEISIBJICHBI OTHOBPEMEHHO JIBE TIe-
pectporiku: t(8;14)(q24; q32) u t(14;18)(q32; q21). L2
MopdoI0oTHs OJJACTHBIX KJIETOK ObLTa OOHapy:keHa B 2
cIydasix U3 9, Ui KOTOPBIX 3Ta MHGbOpMAaIIysi ObUIa JOCTYII-
Ha. B 1 ciygae Mmopdoiorus L2 couetanach ¢ aTUITAYHBIM
MMMYHO(EHOTHUITOM C OTCYTCTBHEM ITOBEPXHOCTHOTO IgM.
B 1 ciygae Mmopdonornyeckast IpyUHAIIEKHOCTD OJTaCTHBIX
KJIeTOK K L2 mpoTuBOpednia pe3yasrataM 1 MUMMYHO(hEHO-
TUMAPOBAHUS, U LIMTOTEHETUYECKOro aHanu3a. ¥ 1 namu-
€HTa HeTUIMYHBIMU OKA3aJIMCh JAHHBIC OTHOBPEMEHHO
NDT n Mmopdonoruu, 1 OCHOBO# JIsl TOCTAHOBKHU THar-
HO3a CTaJIo 0OHAPYKCHUE TUITMYHON TPAHCIOKAIIUY C-MYC
t (8;14) (q24; q32). Y3 maueHTOB, 110 KOTOPBIM HE NUMe-
JIOCh TaHHBIX O HAJTMYUU WM OTCYTCTBUM SKCTpaMemyJI-
JISIPHBIX TTOpaXKeHMiA, B 1 CIydae OTCYTCTBOBAJI ITOBEPXHOCT-
Heii IgM 1ipu UMMYHO(DEHOTUITUPOBAHUM, HO JUArHO3
OBLT YCTAaHOBJICH HA OCHOBE IIMNTOTCHETUUYECKUX 1 MOP(dO-
JIOTUYECKUX JaHHBIX. Y APYroro JaHHBIC IIMTOTCHETHYE-
CKOTO aHa/IN3a IIPOTUBOPEYIIIM UMMYHO(MEHOTUITMPOBA-
Huio u Mopdoaorun. IlogpoOHO OCHOBHBIE JaHHBIE
UMMYHO(DEHOTUITUPOBAHUS, MOP(POIOTNIECKOTO U IIUTO-
TEHETUIECKOTO 00CIICIOBAHMS TAIIMEHTOB IIPEACTAaBICHBI
B TabMue. PaccMOTprUM HECKOJIBKO 0COOEHHO MHTEPECHBIX
C IMarHOCTUYECKOI TOUYKM 3pEeHUS CIydaeB. Y IalMeHTa
No 2 orcyrerBue nepectpoiiku t (8;14) (q24; q32) mpoTuBo-
peunno L3-mopdonoruu u 3peroMy MMMYHO(DEHOTHITY.
JIu1s1 yTouHeHUs AruarHo3a ObLIo IMPOBeIeHO UMMYHOIMCTO-
XUMHUYECKOE MCCIICAOBAaHNE MaTepraia SKCTpaMemyJLIsip-
Horo obpaszoBaHusi. bl 0OHapYyKeHbI KJIETKU OITyXOJIU
CpeIHEro U KpyImHOro pasMepa, ¢ HeOOJbLIMM 000IKOM
UTOIUIA3Mbl, KPYITHBIM KPYIJBIM SIIPOM C SIPHIIITKAMU
W OUCIIEPCHBIM XpoMaTMHOM. OHM 00jamaayd BBICOKOI
MHUTOTUYECKOM aKTUBHOCTHIO. OIpenessyioch HeOObIIIOe
KOJIMYECTBO MaKpodaros IIpy MajIOM YBETUICHUU MUKPO-
ckora, (OpMUPOBABIINX KapTUHY «3BE3MHOTO Heba».
Kietku nngunsrpara 6sun npeacrasieHsl CD20 mo3u-
TUBHBIMU B-muMmdountamu ¢ xoskcnpeccueir CDI10,
BCL6, CD38, HGAL, C—Myc (40 %). OtcyrcrBoBana
skcnpeccuss BCL2, MUMI1, TdT, CD3. ¥poBeHb 3KCIIpec-
cuu Ki-67 — 100 %. DTo 103BOIIIO YCTAHOBUTH OKOHYA-
TeJbHbIN quarHo3 JIb.
ITanmeHt Ne 4

nmei OIIPpEACICHHBIC
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Puc. 2. Ummynogpenomun 6aacmos nayuenma Ne 4. Kpachvim yeemom evidesenvt 0nyxonegvie Kaemxu, cunum — B-aumgpoyumot
Fig. 2. Blast cells immunophenotype in patient 4. Tumor cells are marked red, blue is B-lymphocytes

NUMMYHODEHOTUITMIECKIE OCOOCHHOCTH, CYIIECTBEHHO
3aTPYOHSIONIME TUAarHOCTUKY. B oTnnume ot Kiaccude-
ckoro uMmyHodeHoTumna ¢ skcrpeccueir IgM, CDI10,
CD19, CD20 1 oTcyTcTBHEM MapKepa paHHUX IIPEAIIecT-
BeHHUKOB CD34, y maHHOro malmeHTa OTCYTCTBOBAJIN
IgM u CD20, B To BpeMsI KaK B ILIMUTOIIa3Me 0JacTOB
ObLIa OOHApYXeHa A-11elTh Ig (puc. 2).

IIpn MPT-uccinenoBanuu ObLIO OOHAPYKEHO AU(-
(dy3HOe TTopaxkeHne KocTeli yeperna. Jlo mosydeHust qaH-
HBIX IIUTOTEHETUYECKOTO aHalM3a MallMeHT JIeUMJICs
1o rmporokory ALL—MB-2008 mist rpynibl IpoMeXyTou-
HOTO pHCKa ¢ paHmoMmu3anueit Ha BetBb PEG- [11]. Ox-
Hako obHapyxeHmue t(8;14)(q24; q32) Bkyme ¢ L3-mopdo-
Jlorueit 0JacCTOB 3aCTaBMJIO IIEPECMOTPETh ITUATHO3
U IIepeBeCTU MallMeHTa Ha JieueHue 110 rpoTtokony B-NHL
[12]. B Hacrogiee BpeMs MalMEHT HAXOAUTCS B ITOJTHO
TIIPOIOJIKAIOIIECHACS PEMUCCHMU.

HeobOxoagumo OTMETUTb, YTO 3a4acTylO0 CJIOXXKHOCTHU
B muddepeHmanbHoi nuardHoctrke JIb 1 ocrporo B-mim-
(obmacTHOrO JIeliKo3a BO3MOXKHO IIPEOIOJIETh C IIOMOIIBIO
KOMITICKCHOTO OOCJeIOBaHMS M aHalIW3a MaHHBIX, TaK
Kak JaXke HaJIMIMe TUIIMYHBIX TPAHCIOKALIMIL He SIBJISIeTCS
PeIaloIMM TIPY ITOCTAaHOBKE TMAarHO3a U BEIOOPE TaKTUKHU
JegeHust. OTIeIbHO IPUBEAEM TIPHUMED TTOTOOHOTO CITyJast.
V¥ manmeHTa (meBoyka, 2 roma) Oblia BBISIBJICHA TPAHCIOKa-
st t (8;14) (q24; q32), omHaKo Mpy UMMYHOMDEHOTUITPO-
BaHun KM nmMmmyHodeHOTHIT 6/1aCTOB COOTBETCTBOBAJI Ba-

puanty BII-OJIJI. breina BeisBIeHa skcrpeccuss CD34,
CD10, CD19 npu orcyrctBum CD20, a Takke IOBEPXHOCT-
HOM WM BHYTPHUKIETOUHOI 3Kcmpeccuu IgM (puc. 3).
B criHHOMO3roBo# KMAKOCTU TakKe ObLTA OOHApYKEeHbI
6nactel ¢ peHoruniom CD10*CD19*CD45%™, B Lieiom um-
MYHO(DEHOTHII OITYXOJIEBBIX KIIETOK COOTBETCTBOBAJI CKOpEe
BIT-OJIJ1, nexxemm JIB [13]. Mopdonorinyecku 61acTbl ObUTH
oTHeceHbI K L2-BapmnaHTy. B KimmHM4Yeckoil KapTHe TIpeo-
Oaganu c1abocTh, OJIEAHOCTh KOXKHBIX IIOKPOBOB, TeMOppa-
TMYECKas ChITTb, TMXopanka. B obiem aHammse KpoBu Ha (o-
He [IyOOKOi1 aHEMUH, TPOMOOLIMTOTIEHUH OTMEYAIOCH 92 %
JymMdponnTtoB. CoCcTosTHYE MTPOTPECCUBHO YXYIIIAIOCh, TIOSI-
BWJIMCH 00JIM B KOHEYHOCTSIX, PBOTA. BbLI ycTaHOBIIEH Auar-
Ho3 BIT-OJIJI 1 neyenue mpoBoamiioch 1o rmporokomy ALL—
MB-2008. Bersieienue t(8;14)(q24; q32) He IpUBeEIO K CMEHE
tepanuu. Ha 15-i neHb Tepanuu 8 KM mMeTonoM poTouHoi
LIATOMETPUH ObLTO onpeeieHo 1,24 % ormyxoseBbIX KJIETOK.
INauueHT ObLT YCHEIIHO BbIBEIeH B PEMUCCUIO K OKOHYAHUIO
VHIYKIIMOHHOM Teparuu (36-i JeHb), IPY 3TOM MUHUMATb-
Hasi octatoyHast 6oj1e3Hb (MOB) B 3T0i TOUKe HAOMIOIEHIST
He BbIBIsIack. IlamumeHnt coxpanun MOB-HeratuBHYIO
TTOJTHYIO KJTMHUKO-TEMATOJIOTUIECKYIO PEMIUCCHIO.

06cyxneHue

JInmboma bepkurra gBnsgercs arpeccuBHoil B-kie-
TOYHOI TMM@POMOIi ¢ XapaKTepHBIMHU MOP(POIOTUIECKI-
MH, UMMYHOMDEHOTUIIMYECKUMHU U MOJICKYISIPHBIMU
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Puc. 3. Ummynopenomun BII BII-OJIJI 6aacmuoix kaemok npu Haauvuu t(8;14)(q24,q32) u mopghonroeuu L2. Kpachbim ysemom gvidesenwvl OaacmHuie

KAemKu, CuHUM — B-aumpoyumaot

Fig. 3. BII BCP-ALL blasts cells immunophenotype in the presence of 1(8; 14) (q24; ¢32) and L2 morphology. Tumor cells are marked red, blue is B-lymphocytes

OCOOCHHOCTSIMM U JTOBOJBHO OIHOPOTHBIM ITpoduiiemM
aKcrpeccuu TeHoB [14, 15]. [Ipu rucToaornyeckom mc-
CJIeIOBaHUY OITYXOJIEBOI'O MaTepHasia BEISIBISIETCS KapTH-
Ha «3BE3IHOT0 Heba» IIPU MUKPOCKOITUY C MAJIbIM YBEJIH-
yenueM. Llutomopdosorndyeckn OJaCTHBIE KISTKHU
otHocaTca K L3-Bapmanty mo FAB-knaccudukaimm.
Ienetnyeckum mapkepoM JIb siBisieTcst Haauuue Iepe-
CTPOEK B TeHE c-myc 8-i1 XpOMOCOMBI, B OCHOBHOM C BO-
BiedyeHneM reHa IGH, nubo TeHOoB JIETKUX LieTieit UMMY-
HoryoOynuHoB. Takxe gng JIb  xapakrtepHa
MOBEPXHOCTHAsI AKcIpeccus IgM, Tak Kak OMOIOTUYECKU
JIb mpoucxoauT u3 KJIETOK TepMUHATUBHOTO LieHTpa [16].

Ory61MKOBaH psif, padoT, OIMUCHIBAIOIINX KIIMHUYECKIE
caydyau JIb n BIT-OJIJI Kak y nmeteil, Tak U y B3pOCIbIX,
C pa3IMYHBIMU a0ePPaHTHBIMU BapHaHTaMH NIMMYHO(EHO-
THUIIA, PaHee He BBISIBISIEMBIMU XPOMOCOMHBIMU TIEPECTPOI-
KaMH1 ¥ HECOOTBETCTBHUSIMM TAHHBIX JTA0OPATOPHBIX UCCIIE-
noBaHUI M ocHoBHoro muarHosa [17]. Tak, K. Kelemen
M COaBT. ObIJIM MOAPOOHO OMMCAHbI 4 cTyJast abeppaHTHOTO
nMMyHodeHoTura JIb 6e3 akcrpeccun MoBepXHOCTHOTO
IgM [18]. B Hamiem mcciaemoBaHuM y 1 mamueHTa Takske
HaOmoganoch orcyrcTBre skcnpeccun CD20, xoTopbiit
YaIre BCEro SKCIIPeCCUPYeTCs TP 3PEIOKIETOUHBIX B-mm-
HelHBIX TuMdoMax. B JaHHOM cirydae 3To ObLIO aCCOLIMM-
POBaHO C OTCYTCTBMEM IIOBEpXHOCTHOro IgM 1 Hanuuuem
nepectpoiiku t(8;14)(q24; q32). I1pu 3TOM CTOUT OTMETUTD,
YTO OJIACTHBIE KJIETKM OTHOCHJIMCH K MOP(OIOTTIECKOMY

BapuaHTy L3. UMMyHOMeHOTHIT ObLT, TOXATYii, HandoJjee
BapHra0eIbHOM YacThbio MOPGOTHUIIA OJACTHBIX KJIETOK P
JIb. Cpeny onmchiBaeMbIx Hamu 10 cirydaeB TONBKO 3 MMe-
JIM IOBEpXHOCTHY!O0 3Kcnpeccuto IgM. B To e Bpems 3Kc-
MIPECCHUH ITOBEPXHOCTHOTO MMMYHOIJIOOYJIMHA HETOCTaTOU-
Ho, 4yT00bI nckimountsh BIT-OJLT [8].

OmnucaHbl pegKue ciaydyau O0OHapyKeHUs HexapaKTep-
HbIX 1 JIB MyTammii 1 IOIOTHUTEIbHBIX XPOMOCOMHBIX
anomanuii. Cpenu 3TUX CIydaeB eCTh HEOOJIBIIIOE YHUCIIO
MalMeHTOB, UMEIONINX nepecTpoiiku reHa KMT2A, oco-
oenno t(9;11)(p22; q23) [19, 20]. B omHoit pabote [21]
npenctasieH ciydait BIT-OJIJI u3 3pebix KJIeToK ¢ MOp-
¢omnorueii L3 1 paHee He BBISIBISIEMOI TTPU 3TOM ITaTOJIO-
ruu nepectpoiikoit t(11;15)(q23; q14). Onucan u Bapu-
aaT JIb y pebenka 10 mer ¢ L3, t(8;14) u yacTuuHOi
TeTpacomueit 1q [22]. B Hamem ucciaegoBaHuU ObUIH
BBISIBJICHBI 2 CJTy4ast ¢ OTCYTCTBHEM KJIACCUIECKUX IIepe-
cTpoek reHa c-myc. Kpome toro, y 1 mamuenTa ooHapy-
XKEeHBI OMHOBpPEeMeHHO 2 Tepectpoiik t(8;14)(q24; q32),
t(14;18)(q32; q21) rmpu OTCYTCTBUU SKCIIPECCUN ITOBEPX-
HocTHOro IgM.

B Hammx ciaygasix y 2 maiMeHTOB OIpeaesIsICsS Bapy-
aHT Mopdonornu L2, KoTopbIit TpOTUBOPEYMIT HATUIUIO
tunuuHbIX 1asg JIb nepectpoek reHa c-myc. B 1 ciayuae
ObLUIM omrcaHbl HeauddepeHIrpyeMble 0JIACTHbIE KIIETKHA
py HAIMYKUU U oBepxHOcTHOrO IgM, 1 nmepecTpoek reHa
c-myc, ¥ SKCTpaMeayJUISIPHBIX TTOPaXKCHUIA.



TpyaHbliA guarHo3

B ony6iukoBaHHOM B 2016 1. 0OHOBJIEHUM KJIACCU-
¢uxanum BceMupHOI opraHM3aiiuy 31paBOOXpaHECHUS
orMeueHo, yto s JIb He cyliecTByeT abCOJIIOTHOTO
IMArHOCTUYECKOro Kpurepus. Jlaxe mmepecTpoKu reHa
c-myc He SIBISIIOTCS a0COMIOTHO crienubruaHbIME 11 JIB.
X MOXHO OOHAPYXUTb U TIPU IPYTUX OHKOT€MaTOJIOTH -
yecKux 3a0o0sieBaHMsIX. TO K€ caMOe OTHOCUTCS K MOKa-
3aTelIsIM KaK MOpP(OIOTrMYecKMM, TaK U HMMYHO-
¢enotunuueckuMm [8]. TlpemyioxeHo MTOMOJHUTH
MMMYHO(PEHOTUNINYECKYIO ITaHelb MapKepamu Bcl2
un Bcl6, HO B cirydasix, Korga 01acTbl MMEOT (PEHOTHIT
MpeIIIeCTBEHHUKOB, JaHHbIE MapKepbl HEe ITOMOTaioT
B YTOUHEHMU AuarHosa [23].

Cirygan, IIpeIcTaBICHHBIC B HACTOSIIEH CTaThe, U CITy-
Yyau, OIKMCAHHBIE B JIMTEPAType, IEMOHCTPUPYIOT BaXKHOCTD
TIIATEJIBHOTO Y MYJIBTUAMCLUIUIMHAPHOTO MOAX0Ja
IIPpY OLICHKE Pe3yJIbTaTOB JIA0OPATOPHBIX MCCIIeIOBAHMIA.
IToaTomy mist TouHO# TuddepeHITNATbHON TUaTHOCTUKI
OJIJT n B-kneTouHbIx TUM@OM HEOOXOIUMO TPOBOIUTH
KOMILIEKCHOE 00C/IeIOBaHNE MTAIIMEHTOB C MOI03PEHUEM
Ha JIb ¢ yueToM KIMHWYECKOM KapTUHBI, UMMYHOMEHO-
THIIa, MOP(OIOTMYECKOrO BapMaHTa U HAIMYKS CrielIn(U-
YECKUX XPOMOCOMHBIX epecTpoeK. OTCyTCTBHE HEO0X0-
IUMOro Habopa J1ab0paTOPHBIX TaHHBIX HECET OMACHOCTh
HENPAaBWJIBHOM M HECBOCBPEMEHHOM IMArHOCTUKMU,
YTO MOXET ITPUBECTU K HEANEKBATHOU TEpaIuu.
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