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B-cell lymphoma, unclassifiable,
with intermediate features between
diffuse large B-cell lymphoma

and Burkitt lymphoma in children

T.T. Valiev', O.V. Morozova', A.M. Kovrigina?,
T.N. Obukhova?, A.V. Popa’, G.L. Mentkevich'

SUMMARY

Differential diagnosis between Burkitt lymphoma (BL) and
diffuse large B-cell lymphoma (DLBL) can be very difficult
because of similar morphologic and immunologic features.
The analysis of wide diagnostic antibody panel revealed
cases, which have the same characteristics for BL and
DLBL. All these data provided the appearance of B-cell
lymphoma, unclassifiable, with intermediate features bet-
ween diffuse large B-cell lymphoma and Burkitt lymphoma
(BLU) in WHO classification of tumours of haematopoietic
and lymphoid tissues (2008). This article for the first time
in Russian literature presents a case of BLU in children with
detail characteristics of clinical, morphologic, immunologic
and cytogenetic features of BLU. Proper diagnosis and
adequate treatment program lead to complete remission
(about 2 years).

Keywords: B-cell ymphoma, unclassifiable, diffuse large
B-cell lymphoma, Burkitt lymphoma, diagnosis, treatment,
children.

ONATHOCTUKA, KIVNHUKA
W TEPANMNA TEMOBJTACTO3O0OB

Hexknaccudpuuupyemasi B-kierounas sumdoma,
3aHUMAIOLLAsT TPOMEXKYTOUHOE MOJIOKEHHUE MEXKITY
nuddysHoil B-kpynHokieTouHol sumMpomMoit

u auMdomoirt bepkurra B 1eTCKOM Bo3pacTte

T.T. Baaues', O.B. Mopososa', A.M. Kospueuna®, T.H. O6yxosa?®, A.B. [Tona',
IJI. Menmxesuu!

PE®EPAT

OndbdepeHumanbHasa gnarHoctuka numdomsl Bepkutta (J16) n guddys-
Hol B-kpynHokneTodHon numdombl (OBKKJT) MOXeT okasatbCs CIOXHON
B CBfI3W CO CXOOHbIMU MOPXO-MMMYHOSIOTMYECKUMUN OaHHbIMWU. AHanmns
pacLMPEeHHON NaHenn aHTUTesn, UCCNedoBaHus LIMTOreHETUYECKUX OCO-
6eHHocTer onyxonu nodsonunu B rpynne JIb6 v OBKKIJ1 Bbigenuts ciny-
Yyaun, KoTopble UMEKT 0COBEHHOCTH, XapakTepHble Kak ana J1b, Tak n gnsa
OBKKIT1. Bce aT0 npuBesno K NosiBfieHNto B KraccuurKaLumm onyxonem Kpo-
BETBOPHOM M numdongHon TkaHen BO3 (2008) Heknaccuduumpyemon
B-knetouHon numdombl (BJTH), 3aHMMaroLLern MPOMEXYTOYHOE MOMOXe-
Hue mexay OBKKJ1u J1B6. B cTaTtbe BnepBble B OTEHECTBEHHOW NUuTepaType
npueoguTcsa onucaHune cnydas bJTH y pebeHka v getansHO pasduparoTcs
KITMHUYECKne, MOpPO-MMMYHOSOMMYECKME N LUTOreHeTUYEeCKNe fOaHHble
BJTH. MNMpaBunbHasa aMarHocTrka 1 BbI6op ONTUMabHOM NporpamMmel Tepa-
N1 NO3BOMWIU NOMY4YUTb MOJTHYIO peMmnccuio y pebenka ¢ BJTH, koTopas
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Jlumdombl U3 nepudepnyeckux B-xme-
TOK B JETCKOM BO3pacTe MpeacTaBie-
Hbl, KaK [paBWUJIO, BapUAHTAMH Bbl-
COKOH  CTeMmeHW  3JI0KayeCTBEHHOCTH:
mumdomoit bBepkurra (JIB) u mucys-
HOH  B-KpyrmHOK/IETOUHOH — JUMQOMOIT
(ABKKJI) [1]. Ansa o6oux BapHaHTOB Xa-
PaKTEepHbl arpecCUBHOE KJIMHHYECKOE Te-
YeHHe C TIOJMOPraHHBIM TOpayKeHHEM,
3pPeJIOKJIETOUHBIH B-K1eTounbi HMMyHO-
tdenotun onyxosu (CD 19, CD20, CD22),
BbICOKast NposiiepaTHBHAST aKTHBHOCTb.
[ucrosornuecku JABKKJI npencrasie-
Ha LEHTPOOJIACTHLIM, UMMYHOOJ/IACTHLIM
M aHamacTU4eCKMM BapHaHTaMM, TOr-
na Kak npu JIb y nereél onpenensiercst
«KJIaCCHYeCKHUI» MOp(OJIOrHIecKnui Ba-
puant. MmmyHorucroxumuuecku JIBKKJI
MOZKET OBITh PEACTABACHA BAPHAHTOM 13
KJIETOK 3aPOJBIIEBOrO LEHTPa PONIHKY-
sa (germinal center B-cell-like — GCB)
1 HerepMHHaJIbHOK/IETOUHBIM BaPHAHTOM

(non-GCB) [2]. OnyxoJsieBble Kietku JIb
skenpeccupytor CD10, BCL6, [gM. ITpu
JIb moutn Bo Bcex caywasix omnpenesisi-
I0TCS1 XPOMOCOMHBIE aGeppaliii ¢ BoBJe-
yeHueM nporoonkorena c-MYC: (8;14)
(q24;932) nan BapuaHTHBIC TpaHCJIOKa-
win 4(2:8)(pl2;q24), 1(8;22)(q24;q11)
[3, 4]. [Tpumepro B 5—10 % cayuaes npu
JIb He ynaetcst BLIABUTH EPECTPOEK reHa
¢-MYC. B nocsieiHue rojibl Bce 0OJbILINHN
Hay4HbIH HHTEpEeC TIPeJACTaB/sieT HOBBIH
kaacc Hekomupytoumx PHK — miRNA,
KOTOpble 06€CMeYnBaloT MOCTTPAHCKPHIT-
LMOHHBII KOHTPOJIb IKCIPECCHH TeHOB,
B T. 4. ¥ mpoTtooHkoreHa c-MYC. B psne
pabot OblI0 MokazaHo, 4to ciaydau JIb
6e3 peapamkupoBok rena ¢c-MYC umeror
crieunduueckne uzodopmbl miRNA, uero
He ormeuaetcsi rnpu JIBKKJI[5, 6].

B snrepaType onucanbl BapHaHTbI
JBKKJI ¢ skenpeccuneit CD10, BCL6,
[gM a takKe BapHaHThbl C ePECTPOHKOH
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¢-MYC B 5—15% cayuaes, uto co3jaeT JAOMOJHHTE/bHbIE
TPYAHOCTH Ha TYyTH K TpaBHjabHOMY jauarnosy [4]. Bece sto
MpHUBEJO K TOMY, YTO Ha OCHOBAaHHM KpUTEpHeB MOpo-
MMMYHOJIOTHUECKOTO —TepeKpecTta Oblla BblieTeHa Tpyrmna
JUMQOM, COCTABJSIOUINX TaK Ha3blBaeMylo cepyio 3oHy. [losn-
Hee M3 «CepoH 30HbI» BIEPBbIC B KJIacCH(UKALHUU OMyXoJeH
KpoBeTBOPHOH U uMdouanoit Tkaneit BO3 B 2008 r. 6bl1a Bbl-
JleJIeHa B KauecTBe CaMOCTOSITE/IbHON HO30/I0MHYeCKOH e/IHHULbI
Heksaccuduuupyemasi B-kierounas Jumcpoma (BJIH), 3a-
HUMalollast npomMexKyTouHoe nojoxkenue mexay JIb n JIBKKJI
(2,7, 8]

Kivnuueckoe teuenne BJIH ornnuaercs Gbictpo# awc-
CeMHHAlLIMell OMyXoJH C BOBJEUEHHEM SKCTPAHOAATBbHBIX
opranoB, koctHoro mogra u IUHC. B oranuue or JIB, mna
KOTOpO# HanboJiee 4acTo XapaKTepHO MOpaKeHHe HyeoLeKalb-
Ho# oGuactu, npu BJIH Ttakoil TeHnenuuu nHe Habuonaetcs.
OnyxodieBble kaetkd BJIH mesbue, uem npu JIIBKKJI, B ructo-
JIOTHUECKHX TTpernapaTax obpaiiaer Ha cebsl BHUMaHHe KapTHHA
«3Be3aHoro Heba», HHIEKC MNposdepaTHBHON aKTHBHOCTH,
AHAJIM3UPYEMBbIH 110 IKCTIPECCHH Ki-67/MIB1, Gonee 90 %,
uHorna Habumonaercs skenpecenss BCL2 (mpu JIB BCL2 He
IKCIpeccupyeTces M60 ero sKenpeccus cnabdas). JJocratouno
yacto onpenensiores nepectpoiiku rena MYC. Eule onanm
oranuuTenbHbIM npusnakom BJIH ot JIB cayxkut Jjokye, Kyna
B pesysbraTe TpaHcaokauuu nepecrpausaetcs MYC. Tak, ecoin
npu JIb MYC nepemeniaercst B JIOKyChl F€HOB JIEMKMX WJIH TSl-
JKeJIbIX Leneit uMMyHors1o0y/inHoB, To npu BJIH Tpanciokauuu
¢ BoBJeuenreM rena MYC He cBsi3aHbl ¢ reHaMH MMMYHOIJIO-
GyJIMHOB. 3HAUUTEJNBHO pexke MPOUCXOMAT TPAHCJIOKALMH reHa
BCL6 1 cioxknble abeppallny KapHOTHIA, Yero He OMHCaHO MpH
knaccuueckort JIb [9]. B muposoii surepatype caydan BJIH
NpeCTaBJIeHbl B BHE OMHCAHUS eAMHUYHBIX HabmoaeHud [ 10,
11], mosToMy KaKIplil HOBBIH C/ydail 9TOTO PEIKOTro BapHaHTa
HEXO/PKKMHCKUX JIMM(OM MPECTABISICT HECOMHEHHBIH HHTEpec.
[IpuBoaum onucanue co6CTBEHHOr0 HABGIOACHHUSI.

Bonbnoit C., 14 ner, ¢ despans 2009 r. ormeTns yesuye-
HHe NPaBOro LIEHHOro JNMQOY3Jia U MOBbILIEHHE TEMIIEPATYPbI
tesa 10 39 °C. Tlo mecty »KuTeJbCTBA Obl1 YCTAHOBJIEH JiHa-
rHO3 UM aJIeHHTa NpaBoro LeHHOro JUMQOoy3Ja, 1Mo MoBOLy
4ero MpoBojM/ach aHTHOAKTEpHa/bHAs Tepanusi, Mocje uero
TeMmrepatypa Tesla HOpMaJH30Basack, JUMMOY3es yMEeHbLIHII-
csl. B Hauasie HIOHSI MpPOM30LIIO yBesMUeHHe J1eBOH HEOHOH
MHHJQJIMHBI, B CBSI3H C YeM CHOBA MO MECTY JKHUTEJbCTBA OblIa
Ha3HaueHa aHTHOaKTepHaslbHAsl Tepanus, KoTopasi He TIpUBesa
K KaKoMy-J1160 KinHHdecKomy sddekty. st noobenenoBatust
1 JieueHust 6osbHOI Obl1 Hanpasien B HUM 1O POHLL nwm.
H.H. broxuna PAMH.

[Tpn nocryrienun obliee cocTosiHie GOJBLHOTO CpPeaHel
Tskectd. [lpn ocmoTpe nosoctn pra obpauiano Ha cebs
BHUMaHHEe pPEe3KOe YBeJMYeHHe JIeBOH MMHJIAJIHHBI, KOTOpast
MPaKTHIECKH TIOJMHOCTBIO TepeKpbiBasa MPocBeT TJoTKH. Ha
MOBEPXHOCTH MHUHIAIHHBI OTMEUAJHCh YYaCTKH KPOBOUIHSTHUE.
[1pu nanpnauuu onpenessauch elHble TUMQOY3Jb C ABYX CTO-
POH 710 3—4 cM B iMameTpe, MIOTHO3IaCTHYECKHE, OTPAHHYEHHO
nojBHKHbIE, Ge3Gosie3HeHHble. CO CTOPOHBI JIPYTHX OpraHoB
¥ CHCTEM TaTOJIOIHH MTPH OCMOTPE BbISIBJIEHO He OblIIO.

B o6uem anamusze kpoBu ot 25.06.09 1. sefiKOUHTHI

cocrapasan 6,9 X 10%/1, rpasy/ouuThl 4.0 x 10%/n,
sputpountsl — 4,47 X 102/, remorsobun — 123 r/a,
TpoMboluTEl — 267 X 10°/1. JlanHble GHOXMMHYECKOTO

ana/qmsa kpoBu ot 22.06.09 r.: rmoko3a — 5,9 MMOJIb,/J1, MO-
yeBHHA — 5,2 MMOJIb/JI, KpeaTHHUH — 76,5 MKMOJIb/J1, 0GLIHI
ouaupyouH — 5,7 MKMOJIB/J1, 061l 6esok — 72,5 r/.1, ajb-
Gymun — 45,8 r/n, anannnamunorpancdepasa — 24 EJll/n,
acrapraramuHoTpatcdepasa —19 EJl/n, nakratgernupo-
renaza — 348 EJl/n. [Ipu wuccienoBaHud CMMHHOMO3TOBOM
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KukocT 26.06.09 r. matosioruu He BhIsiB/IEHO. B MueiorpamMmme
JIAHHBIX 32 OTTyX0JIeBOE MOpaxKeHHe KOCTHOTO MO3Ta He ObIJI0.

[Ipn peHTreHosOrMUecKOM HCCNEIOBAHMUH  HOCOTJIOTKH
26.06.09 r. ormeuanoch Cy’KeHHE ee MPOCBeTa 3a CUET TEHH
1aTOJIOTUYeCKOro 00pa3oBaHusl ¢ OyrPUCTbIMU [1OJULIMKJ/IHYE -
CKHMH KOHTYpaMH, KOTOPO€ HaXOJUJIOCh B POEKIMH JIOTOUHOH
MHHJIAJIUHBbI.

[To JjaHHBIM PEHTreHOJIOTHYECKOH KOMITbIOTEPHOH TO-
morpacuu (PKT) 19.06.09 r. ouaroBbiX W HH(HILTPATHBHBIX
M3MEHEHUH B JIETKHMX HE BBISIBJICHO, BHYTPUTPYAHbIE THM(DOY3JIbI
He yBesnueHsl. Pasamep tumyca 3,3 ¢M B nonepeunuke. B jieBoit
AKCUJUISIPHON  06J1acTH  OMpeaessiyicss  eIMHUIHBIE  uMda-
THUYecKui y3es 1o 1,5 ¢cm B nuamerpe. B obnactu BepxHero
1 HUXKHETO TMOJIIOCOB CeJIe3eHKH, ee BOPOT BU3yaIH3HPOBATHCH
OKpyTJible 06pa3oBaHusi C YETKHMH KOHTYpaMH JMaMeTpPOM JI0
2 cM. Ha rpanuile roJioBKH M Tesia MOJLKEJYJI0UHOH JKeJie3bl
onpeessiaioch o6beMHOe 06pa3oBaHue OJIHOPOIHOH CTPYKTYPHI,
MSATKOTKaHHOe, pa3mepoM 4,8 X 4,4 ¢M B norepevHuKe.

[Ipu yabrpasBykoBoM uceenoBannu (Y3HM) 19.06.09 .
OMpeesIINCh  yBeJIHUeHHble JIMM(OY3J/bl  1LIEHM Pa3MepoM
3,7 X 1,5 cM; runosxoreHHoe yajaoBoe o6pa3oBaHue B 061aCTH
XBOCTA MOJLKENY0UHOH xKeqe3bl 4,5 X 3,0 X 4,7 cMm.

[lo pesyasratamM MO3UTPOHHO-3MHCCHOHHOH TOMOTpa-
¢un (IT3T) ¢ BF-FDG, nposeaennoit 23.06.09 r., Ha cepuu
TOMOTPaMM BCEro TeJia TIpH MCC/eIOBaHMM MeTaboJu3Ma
IJIIOKO3bl  OMPEJEJISINCh ~ MHOYKECTBEHHbIE  KOHIJIOMEpaThl
0YaroB rUMepMeTaboJHu3Ma B MPOEKIUH HOCOTVIOTKH, pacmoJo-
JKeHHbIE [EeHTpasbHO, ¢ pagmMepoM 4,6 X 3,1 cMm, B MpoeKIMH
pororsiotkd — 5,4 X 3,1 cM, B POEKIHH [IEHHBIX JUMDOY3-
JIOB cjieBa — 3,5 X 2,3 cM, B 3a0PIOILIMHHOM MPOCTPAHCTBE
Ha ypoBHe X—XI rpyaHbIX TO3BOHKOB (TeJIO MOKEYNOUHOH
xkeqesbl?) 6,4 X 4,8 em. Kpome Toro, B npoeKumn HUKHETO 110-
Jlioca cesie3eHKH BU3YaJIM3upoBaJIcsl €IMHUUHBIHA ouar pa3mepom
2,5 X 1,5 cM. B nipaBoii noJioBrHe GPIONIHOH MOJNOCTH 0GHAPY-
»KeH ouar rurepmeTaboJiM3Ma IoKo3bl pagmepom 3,8 X 2,0 cm
(6pbixKeeuHble TUMMOY3JIbI? )

24.06.09 r. 6blna npoBeieHa GHOTICHST JIEBOH MHHIAJIUHBI,
MpPH LHUTONOTHIECKOM HCCJIEIOBAHUH KOTOPOH OMpeiessInCh
anmepobaactel thna L2 (no FAB-knaccudukaimu), Ho dactb
OIyX0JIEBBIX KJIETOK OblIa ¢ HHTEHCHBHO-6a30()HIILHON U BaKy-
OJIM3UPOBAHHON LIMTOIJIA3MOI, UTO HE MCKJIIOYaJI0 PHCYTCTBHS
Jumdobaacto tuma L3.

[1pu ruCTONIOrMYECKOM HCCJIEIOBAHUH B TKAHW MHH/AJHHbI
0TMeuaJsIoCh I dyaHoe pazpacranue JMMGOMbI U3 KJIETOK CPeJl-
Hero paamepa ¢ HeGOJIBLIMMHU SUIPbILIKAMH, BBICOKHM SIEPHO-
[UTOM/Ia3MAaTHYECKUM ~ COOTHOLIEHHEM,  MHPOHHHOMHILHOH
[UTOTIIa3MOH, YaCTBIMH MHTO3aMH, BbIPA’KEHHBIMH TTPU3HAKAMH
anontosa. Ha otaebHbIX ydacTkax HaG0AaeTCs MOTUMOP(U3M
omnyxoJ1eBbIX KJeToK. Cpenn omyxoseBoro HHUILTpaTa AMC-
KPETHO PaCrosiozKeHbl Makpodaru ¢ parouyuTo30M anonToTuye-
ckux Tesiell. MopdoJsiornyeckast KapTHHa OKasaJjiachb He COBCEM
TUIHYHON JUIsl «KJaccHieckoro» Bapuanrta JIB, mockosbky
OTMEYaJIUCh Y4YaCTKH OIyXOJIEBOH TKaHM C MOJMMOP(HbBIM
KJIETOUHBIM COCTABOM, M Julsl JuddepeHIralpHoro amariosa
mexay JIb u JIBKKJI ¢ BbicoKMM ypoBHEM MpoJiidepaTHBHOM
AKTUBHOCTHU ObIIO BBHIMOJHEHO MMMYHOTHCTOXHMHYECKOE HecIe-
noanue (MI'X). [To nannbiv MI'X Ha KieTKax omyxosieBoro uH-
(husbTpaTa BhISIBJEHA MOHOMOP(HAS HHTEHCHBHAS MeMOpaHHast
peakuust ¢ CD20. ITpaktuueckn Bo Bcex OMyXoseBbIX KJeTKax
onpezensiineb anturensl CD10 1 BCL2. Okenpeccust TdT Ha
OIyXO0JIEBBIX KJIETKaxX OTCyTCTBOBAJA. dKenpeccuss MuM 1 Gblna
BbIpakeHa cato (npumepHo B 50 % oryxoseBbix kiaetok). [Tpu
NPOBeIeHMH WMMYHOTHCTOXMMHUECKOH peaklMH C aHTHTEJIOM
K ripotoonkoreny TCL1 B k/eTKax omyxoJiu onpesessiach yme-
PEHHOI MHTEHCHBHOCTH SII€ PHO - IUTOMIa3MaTHUeCKash peaKiius.
Wuneke mposmepaTiBHON aKTHBHOCTH, aHANU3MPYEMBIH 10
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Heknaccudpmumpyemasn B-knerounas numtroma

Puc. 1. Mopdonornyeckas kaptuHa, cxopHas ¢ numdomon bBepkutta. Mu-
HMMasbHble NPU3HaKK nonmmopduama onyxonesbix knetok. Okpacka rema-
TOKCUNMHOM U 903UHOM

Puc. 3. Okcnpeccus onyxoneBbiMu knetkamm MuM1 (cna6as spepHas peak-
uMsi B GONMbLUMHCTBE OMyXOmneBbIX KNeTok. VIHTEHCMBHAsA spepHas peakums
B OTAESbHbIX T-KneTkax). MIMMyHonepokecuaasHbin MeToq,

mapkepy Ki-67, nocruran 90 %. Ha onyxoJieBbix KjieTKax He
onpenesnuck anturensl CD38 u CD44, 1. e. HUMMYHOTHCTOXH-
MHYECKHH aJirOPUTM CBHJIETEJbCTBOBAJ 06 OTCYTCTBUH peapaH-
»kupoBkr ¢-MYC (puc. 1—3).

Takum o6pasom, Hamwune skcrpeccun BCL2 u ciaGoi
peakiun MuM1, a Takke orcyrcerBue skcnpecenn CD38 He
MO3BOJIM/IN BepHHLHpoBaTh uarto3 JIB. YuutsiBasi, uto npu
JIB, Kak npaBuo, onpeiessioTces KJIOHANbHbBIE peapaHKHPOBKH
¢ BoBJjieueHueM reHa c¢-MYC, Oblia BbimosiHeHA Jtoopec-
uentHas rubpumnsauus in situ (FISH) na napadunobix
6nokax ¢ JIHK-sonmamn LSIe-MYC/IgHLSIc-MYC (Vysis),
M0 peayJibTaTaM KOTOPOH TPaHC/IOKAallMK C BOBJIEUEHHEM TreHa
¢-MYC/8q24 BbisiB/EHbI He GbLIH.

CJiefloBatesibHO, Ha OCHOBAHHH KJHHHMKO-J1a00paTOPHbIX
¥ HHCTPYMEHTAJIbHBIX METOJIOB MCCJIEIOBAHUS Obl yCTAHOBJIEH
CJIeNyIOIME  iarHo3:  HekJaaccuduuupyemast  B-kiertounast
auMdoMa, 3aHMMAloLIAsl MPOMEXKYTOUHOE MOJIOKEHHE MEKILy
JBKKJI u JIb ¢ nopaxkeHuem HOCO- U POTOIVIOTKH, MUHAAJIHH,
HIeHHBIX JUM(OY3JIOB ceBa, JUM(OY30B OPIOIIHOH TOJOCTH,
NOJPKEYIOUHOH KeJe3bl, cenedenku; Il cranusi, 2-g nporto-
CTHYECKasi 'pyra pucka.

C 26.06.09 no 30.06.09 r. nauato JeyeHue — ULUTOpE-
nyktuBHas npeagasa 1o npotokoay B-NHL-BFM95 (nekca-
MeTazoH H uukiaodochamun). Ilpodunakruka Herposeiikosa
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Pue. 2. Okcnpeccus onyxonesbiMn kneTkamm CD10 (Mem6paHHas peakuums).
VIMMyHONepokenaasHbIin MeTop,

MPOBOIMJIACH  3HI0JMIOMOA/bHBIM  BBEJIEHHMEM MeETOTpeKcara,
npejHu3oMoHa M LuTapabuHa. Ilpu KoHTposibHOM oGcCie-
JIOBAHUH TI0CJIe TPOBEIEHHON LUTOPEIYKTHBHOH Tpendasbl
OTMEUEHO 3HAUMTeJbHOE COKpallleHHe JIeBOH MHMHAAJIMHBL, 110
naunbiM ¥Y3HM smcoysibl 11en yMeHbLIUINCh /10 HOPMAJIbHOTO
paamMepa, Torja Kak pa3Mephbl OMmyXoJeBoro 06pa3oBaHus B MOJ-
HKeJIYIOUHOM 2Keslede MPaKTHIECKH He H3MEHHJIMCH M COCTABHIIN
4,6 X 3,5 X 3,8 cm.

C 01.07.09 no 05.07.09 r. npoBesien 6J0oK A npoTOKOJIA
B-NHL-BFM95 (nekcamera3oH, MeToTpeKcart, BHUHKPHCTHH,
uocdamun, arono3us, uurtapaduu), ac 27.07.09mo 31.07.09.
nposesieH 60K B, Bk/IOYalommii cieylolme npenaparsbl:
JIeKCaMeTa3oH, MeTOTpeKcaT, BMHKPHUCTHH, LHKJI0o(ochamus
1 JIOKCOPYOULIMH. 3aMe/IEHHOH 9JIMMHUHALIMH METOTpeKcaTa He
OTMEYaJIoCh, MHEJOTOKCHUECKHI arpaHysoluTo3 pa3BuBaJICs
Ha b—7-i JleHb MepepbiBa Mocje MpUMeHeHus: GJIOKa U T1po-
nomkancss 4—95 mHed. Onusonbl (PeGPUILHON HEHTPONEHHH
paspelianich Ha (hoHe aHTHOAKTEpHAJLHON Tepanuu TepBo
JMHKY (1edanocropuHbl U AMUHOTVIMKO3H/IbI ).

Jl7isi olleHKH TeparieBTHYECKOro 3ddeKra rocje Mpo-
BenenHol Tepanuu 10.08.09 r. 6buia BoimosneHa [19T, mo
pe3yJibTaTaM KOTOPOH JIaHHBIX, MOKa3bIBAIOIIMX HaJUuMe aK-
THBHOI crielUiecKoll TKaHH, He MOJy4eHO, YTO MO3BOJHJIO
KOHCTaTHPOBATh MOJHbIH 3 deKT jeuennst. C 1esblo KOHCOH -
JIallHH, COTJIAaCHO MPOTOKOJY Tepamnuu, OblJI0 MPOBEACHO ellle
aBa GJoka sedennst (A u B), B kaxaom Gsioke npoduiakTuka
HelpoJiefiKo3a BbINOJHSANACH 32 CUET HA0/I0MOaNIbHOTO BBe-
JIeHHs1 MeToTpeKcara, uuTapaGuHa M rpeiHu3osona. [lepe-
HOCHUMOCTb Tepanuu Oblja YIOBJIETBOPUTEJBHOH. DMH30/1bl
(eGpHIIBbHOI HEHTPOTIEHHH yCIEeNIHO KYNHPOBAIHCh Ha3Have-
HUeM LedTazuauMa M amukaiuia. C 3aMeCTHTEe/IbHOMH 11eJ1bI0
OJIHOKPATHO TMPOBOJMJIACH TPAHCHY3Usl IPUTPOLIUTHONH Macchl
0e3 0CJIOXKHEHHH U peaKLHi.

[Tporpamma Tepanuu 6bi1a 3akonuena 18.09.09 r., Boccra-
HOBJIEHHE 0Ka3aTesiell KpOBH W KyNupoBaHie HHPEKIHOHHOTO
CHHZIpOMA MO3BOJIUJIH BbIHcaTh 6osbHOro 29.09.09 1.

[To nanubiv TI9T, npoBenennoit B oktsiope 2009 r., co-
XpaHsijicst nosiHblil TepanesTuiecknil addexr. B supape 2010 1.
ObIJIO BBIMOJHEHO PAIMOHYKJHIHOE HCC/e/IOBAHHE BCEro Teja
¢ ’Ga-uuTpaToM, 10 3aK/IIOUEHHIO KOTOPOro CLHMHTHUrpadu-
UECKHX TIPHU3HAKOB CMEelLU(UUECKOro MOpa)keHHsl OpraHoB
1 CHCTEM He MOJydeHo.

B asrycre 2011 r. no nanusim PKT n Y3U nepsuuno Bo-
BJI€UEHHbIX B OIYXO0JIEBBII MPOLECC 30H MPU3HAKOB OMYX0JIEBOTO
00pa3oBaHUs HET.
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[TpuBeseHHbIH cyyail JIEMOHCTPHPYET Ba’KHOCTb T1PO-
BEJIEHHsI BCEro KOMILIEKCA HMMEIOLINXCS Ha CeroiHs MeTo-
JIOB  JIMaTHOCTHKH  JuMpoM. MeTtomsl  MophoJOrHIecKni
BepuduKkauu auarnosa smecte ¢ MI'X pacmmpennot nanesnu
OTyXOJIEBLIX aHTUreHOB, a Takke FISH Ha rucrosoruueckux
6J10KaX MO3BOJIUIIH OTIPEIETUTL 0COOCHHOCTH JAHHOTO BapHaHTa
B-kaerounoit iumcpombl. C 01HOI CTOPOHDBI, UMEJOCh TTOpazke-
HHe HOCO- W POTOIJIOTKH, MPH LIUTOJIOTHYECKOM HCCIIE0BAHUH
6blH 06Hapy»KeHbl uMdoOmacThl THNA L3, a rucrosoruuecku
onpezessinioch auddysHoe paspacranue JUMEPOMbI H3 KJIETOK
CpenHero pasmepa ¢ HeOOJBLUIUMH SIAPHIIIKAMH, BBICOKHM
s71epHO - LIUTOMJIa3MaTHUECKHM COOTHOILIEHHEM, THPOHUHOMHIIb-
HOH LIMTOTJIA3MON M KapTHHA «3Be3AHOro Heba», 4To Hapsty
¢ aKcrnpeccueit onyxoseBbiMu KiaeTkaMmu CD 10 u CD20 B 60/1b-
1€l CTeNMeHH CBUAETENLCTBOBAJO B noJib3y JIB. Tem He Menee
MPUCYTCTBOBABIIME B THCTOJIOTMUECKHMX TpernapaTax y4acTKH
noJuMop@u3Ma oryxoJsieBbIx KjaeTok M skcnpeccusi BCL2 nipu
cnaboit peakuun ¢ MuMI, a Takke OTCYTCTBHE SKCIPECCHH
CD38 He mosBosmin BepuduuupoBath auartosd JIB. Kpowme
TOTO, OTCYTCTBHE XPOMOCOMHBIX abeppaluil ¢ BOBJCYEHHEM
rera ¢-MYC no nannbiM FISH npoTuBopeunsio quaruosy JIb.

C 1pyro#i CTOpPOHBI, YIUTBIBash KJAMHHYECKHE OCOGEHHOCTH,
JIOKaJIM3al|K OMyXOJIH, IIUTOJIOTHIECKHH COCTaB U XapaKTepHC-
THKY OIYyXOJIeBOTO POCTA B THCTOJOTMYECKHX Tpenaparax, He
6bIO  BO3MOXKHOCTM ~ OTHECTH  JIAHHYIO  3PEJOKJICTOUHYIO
B-kserounyio siumdomMy HM K OIHOMY M3 H3BECTHBIX Ba-
puantoB  JIBKKJI.  OnucanHble  0COOEHHOCTH  KJHHHKO-
MOP(HOMMMYHOJIOTHYECKOH M LIMTOreHETHUECKOi KapTHHBI MO3BO-
JIHIH M EPEHIIMPOBaTh STOT KJIUHHYECKHH caydai kak BJIH.

Takum 06pasoMm, TOJIBKO B pe3ysbrate KOMIJIEKCHOH Jna-
THOCTHKH, OCHOBaHHOH Ha MOP(O-HMMYHOJIOTHUECKOM U LIHTO-
reHeTHUECKOM HCCIe/IOBAHHUSX OIMyX0J1eBOT0O CyOCTpaTa, MOXKHO
nposectd auddepenunanbueil anarnos mexkay JIb, JIBKKJI

1 BJIH. CoBpeMeHHble MeTO/bI M3yueHHUs JIUMQpOMOreHe3a Ha
MOJIEKYJIIPHO-TeHETUUECKOM M MMMYHOJIOTHUECKOM  YPOBHSIX
BelyT K OoJiee ryiyDOKOMY MOHUMAHHIO MeXaHM3MOB OHOJIOTHU
omyxoJieBoil kneTku. [Tosydaemble 1anHbie MO3BOJSAIOT 0GHAPY-
JKUTb Te€TePOTEeHHOCTb B paMKaX CYyLIECTBYIOUIMX HO30JI0THYE-
CKHX €JIUHHIL U BbIIEJIUTh HOBbIE BapHaHTbI 3a00JIeBaHHUI.
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