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AHHOTALIUS

Axmyanvrocmuv: Monoknonanvhwlil B-kiemounwiil iumgoyumos (MBKJI), seedennvlii Bcemuphoii opeanuszayuei 30pasooxpaneHus
6 2017 200y ona kaaccuurayuyu HeKOmMopvlx U008 3a001e8aHUll KPOSU, OMKPbIBAem HO8ble NEePCHeKmuUsbl 6 KiAcCupurayuu, Ho
maxoice NOOHUMaem 8onpocsl, mpebdyiowue danvreliuieeo usydenus. Hcecneoosanus MBKJI umerom éasxcroe sHavenue 0ns yayueHus
OUACHOCTUKY U MOHUMOPUH2A, YMO MOJICEM CROCOOCMBO8AMb PAHHEMY GbIAGIEHUIO U NPEOOMEPAWEHUIO PA3GUMUAL XPOHUYECKO20
aumpoyumapnoeo netikoza (XJ1JI).

Llenv uccnedosanus — oyenums UMMYHODEHOMUNUYECKUE ACNEeKMbl MOHOKIOHANbHO20 B-kiemounoeo aumpoyumosa u puck
npozpeccuposanisa 6 XpOHUYeCKUl TUMPOYUMapHbsiil 1etiKo3.

Memoowvi: B xode anmanuza Hayunvix nyOauxayuti Obliu paccmompervl npudurvl 6o3nuxkHosenus MBKJI u eco ceasv ¢ XJII,
aKyenmupys 6HUMAHUE HA UMMYHODEHOMUNUYECKUX ACNeKmax OauHwvlx cocmosanutl. Hccnedosanue aumepamypuuix OaHHBIX
npedocmasunio ungopmayuro o pakmopax, ceszannHvix ¢ npoepeccuposaruem MBKJI ¢ XJIJI, exnouas buomapkepvl u KiuHuyecKue
Xapaxmepucmuku, Ymo no3eoaun0 bonee nOIHO OYeHUMsb PUCK pasgumus jetikosa y nayuenmog ¢ MBKJL

Pezynomamut: bvinu npoananuzuposanvl MHO2OYUCTEHHbIE UCCAe008aHUs, Kacalowuecs ceazu mexcoy MBKJI u XJUJI. Ananus
nokasan, umo MBKJI uacmo npeowecmeyem paszeumuio XJI/I, npuuem xnonvt MBKJI mocym 6vimb oOHapyoicenvl 3a 2006l 00
KIUHUYEeCK020 Ouaznosd. Omo noomsepoicoaem eunomesy o mom, umo MBKJI mooicem cayscume panHum OUomMaprepom 0 8bla61eHus
PpUcCKa pasgumusl.

Pasnuunvie uccredosanus noouepkusarom sHauumenbHvle IMHUYECKUE U eeozpaduueckue pasiuius 6 pacnpocmpaneHHocmu u
npoepeccuposaruu MBKJI u XJIJI. Omu paznuuus mocym 6bims C8:A3aHbL C dINUSEHEMUYeCKUMU PaKmMopami, UMMYHOI00YIUHOBbIMU
nepecmpouKamu u Opyeumu eenemudeckumu ocobennocmamu. Ilonumanue smux pasiuuuti 6axCHo Oiis paspabomku bonee mouHvIx
OUASHOCTNUYECKUX U NPOSHOCTNUYECKUX H0OX0008, KOMOPble YUUmbleaion UHOUBUOYANbHbLE U NONYAAYUOHHbIE 0COOEHHOCU NAYUEHNOE.

3akntouenue: [Iposedennvlll ananus nokasvigaen, 4mo oanvHeliuiee uzyuerue ceasu mexcoy MBKJI u XJIJI, a maxowce enedpenue
npoepamm cKkpurunea 0as pannezo goiagaenus MBKJI mozym cywecmeenno yiyuuums npo2no3 u 300pogve nayuenmos é Kazaxcmane.

Pesynbmamul 0030pa nooueprkusaom 8ajiCHOCHb PanHell OUAZHOCIUKY U UHOUBUOVAILHO20 NOOX00d K JledeHuto. Dmo nomooicen
npedomepamums npoepeccuposanue MBKJI ¢ XJIJI u nogvicums kauecmeo MeOUyuHcKo20 00CIyHCUBAHUSA 8 HALUEl CIPAHe.

Kniouesvre cnoea: MoHoKI0HATbHbLI B-Kemounblil iumdoyumos, Xxponuieckui iumpoyumapHblii 1eikos, UMMYHODEHOMUN, PUCK

pas3eumus, NPOMOYHAs YUMmoMempusl.

BesedeHue: B nocnepfHue rogpl LWMPOKOE pacnpocTpa-
HeHue 10 uBeTHbIX (MHOroLBETHbIX) MaHenen ana nsmepe-
HMA KNeToK KpoBW, bnarofgapsa nporpeccy NpoTOYHOW Lu-
TOMeTpUK, NO3BONIAET OOHaPY»KMBaTb Y 3[0POBbIX NOAEN
OYeHb HU3KME YPOBHU MOHOKJIOHANbHbIX B-numdoumTtoB
B KPOBW, KOTOpPble UMMYHODEHOTUMUNYECKN MOXOXKM Ha
KNEeTKM XPOHMYecKoro numéoumTapHoro nerikosa. B pe-
3yfibTaTe Bpauu OOLEeN MPAKTUKM U Ja)Ke CreumnanmncTbl,
He creumnanM3npylolmecs B remaTonormm, MoryT CTosi-
KHYTbCSA C MaLMeHTamu, Y KOTOpbIX HabnopaeTca Hebosb-
LOe yBeNNYeHME KonmyecTBa MMmdoLMTOB B KPOBY, CO-
CTOALLMX N3 aHOMasbHbIX KNOHOB B-KneTok, HO npu 3ToM
OTCYTCTBYIOT AMArHOCTMYECKE KPUTEPUM XPOHNYECKOro
numéoumTapHoro nenko3sa (XJU1) [1, 2].

TepMUH «MOHOKJIOHaNbHBIN  B-KNeTouHbI  nmdo-
unto3 (MBKJ1)» 6bin BBEAEH BcemmpHoOn opraHusaumen
3[paBooxpaHeHua B 2017 rogy Ana onvcaHna onpepeneH-
HbIX COCTOSIHUIA B o6nacT oHkorematonorun. OH ynyu-

LU MOHUMAaHKE XPOHNYECKOro NMMGOLUTAPHOTO NeNKo-
3a (XJ1J1), HO TaK»Ke Bbl3Ban HOBble BONPOCHI, Ha KOTOpble
noka HeT oTBeTOB [3].

MBKJ1 onpegenaeTca KOHUEHTpaunen MOHOKIOHaNb-
HbIX B-knetok B neprdepuueckon Kposu meHee 5x10A9/n
npu oTCYTCTBUW NPU3HAKOB NnmdonponmdepaTnBHbIX 3a-
6oneBaHNI, TaKUX Kak numdageHonaTrs, opraHoMeranms
VN SKCTpaMegynisapHoe nopakeHue [4].

MpvmepHo B 75% cCiyyaeB VIMMYHO(EHOTUMMNYECKIN
Npodusb KJIOHaNbHOW B-KNeTOUHOW 3KCMaHCUM HaKnambl-
BaeTCsA Ha MMMyHodeHoTUnuuecknin npodunb XJU1 ¢ Ko-
aKkcnpeccunen CD19, CD5, CD23 u HM3KMMK ypoBHAMK (dim)
CD20 1 NoBepPXHOCTHBIX MMMYHOFI06YNIMHOB C OFPaHUYeHN-
em nerkow Lenu (“XJIJT-nogo6HbIn”). B opyrux cnyyasx Bos-
MO»KHa Koakcnpeccna CD19 n CD5, Ho ¢ apkown CD20 v oTcyT-
cteriem CD23 (“atunuunbin XJ1JT-Tvn"), B TO Bpems Kak gpyrue
CD5-HeraTuBHble, C yMepeHHOW 1an APKON sKCnpeccmen no-
BEPXHOCTHBIX UMMYHOTo0ynuHoB (“He XJ1/T-Tun”) [2-4].
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MoMyMO VMMMyHOGEHOTUNUYECKOTO Mpoduns, K-
yeBOe pasnnuyrie OCHOBAHO Ha KonuyecTse B-kneTok, uto
LOMONHUTENbHO CcTpatuduumpyet Kateropuio MBKJT Ha
HU3Koe Konm4yectBo (<0,5x10°/n) vnu BblCOKOE Konuue-
cT1BO (=0,5X10%/n) MBKJ1. laHHble, NONyYeHHble B pe3ynb-
TaTe MeTa-aHanu3a, cobvpaswero MHPopmauuio u3 ce-
pun MBKJ1 no Bcemy mupy, 4eTKO 3aJOKYMEHTMpOBanu
6umopanbHoe pacnpegeneHue cnyyaes MBKJT Ha ocHo-
Be abcontoTHOro KonmyecTta B-knetok [5]. B cnyvasx, Bbl-
ABNEHHbIX B XO4e MONYNALMOHHbIX CKPUHMHIOBBIX UCChe-
LLOBaHUI, KONMYECTBO KIOHaNbHbIX B-KNeTok coctaBnano
ot 0,1 no 10 B-knetok Ha MKn (Npu MeanaHe 1 KneTka Ha
MKJ1), B TO BpeMms Kak B cnyyaax MBKJI, BbiIABNEHHbIX npu
PYTUHHOM 06CIeoBaHUN Ha NTMMGOLUTO3, CpefiHEe KOMU-
yecTBO B-knetok coctaBnsano 2,9x10°/n n BapbupoBanocb
o1 0,5 go 5,0x10°%/n. OueHb HeMHoOr Ve CiyYaun 6blIv Npome-
XKYTOUHbIMW, NOoAAePXKMBaA NPUHATbIN B HacTosALLee Bpe-
MA NOPOT.

JTO pa3nnume HeTPMUBMANbHO, YUUTbIBAA, UTO KIMHU-
yeckue 1 buonornyeckrie oCO6eHHOCTM 1 PUCK Nporpec-
CUPOBAHUSA A0 NOMHOMACLTabHoM XJ1J1y 3TKX ABYX COCTO-
AHUIA CUSbHO pPa3nnyaloTCA.

B uenom, MBKJ1 BcTpeyaeTca yalle ¢ Bo3pacTom, byay-
4n He3HAYUTENbHbIM B BO3pacTe A0 40 neT n npucyTCTByA
npumMmepHo y 10% Bcex 1L cTapLue 3TOro Bo3pacTa, [OCTU-
raa Makcumyma >50% cpegu nuy ctapuwe 90 nert [6-8].

Taknm 06pa3oMm, 3TW [daHHble MOATBEPXKAAT Bax-
HOCTb nNpogomkeHna nsyyeHna MBKJI, Begb ero pacnpo-
CTPaHEHHOCTb YBENMYMBAETCA C BO3PACTOM 1 MOXET YKa-
3blBaTb Ha MPeALEeCTBYIOLYI0 CTagMlo TakNX Cepbe3HblX
3aboneBaHuii, kak XJUI. bonee rny6okuin aHann3 MBKJI
cnocobeH ycoBepLlUEeHCTBOBaTb METOAbl AMArHOCTUKU W
MOHWTOPUHIa, YTO, B CBOIO ouepeflb, NpuBeaeT K Gonee
paHHeMy OOHapy»eHWIo 1 MOTEeHLMANbHO, K NPefoTBpa-
LeHWo pa3BUTKA 3aboneBaHus. Takxe, ieTanbHOE 13yye-
Hue uMMyHOobeHOoTMNMYeCKIX XxapakTepuctuk MBKJ1 gact
reMaTosioram JOMNONHUTENbHblE CpefcTBa Ansa adpdeKkTnB-
HOrO KOHTPOJA HaJ COCTOAAHMEM MaLMEHTOB, NOBbILIAsA Be-
POATHOCTb TOYHOTO MPOrHO3MPOBAaHNA U Pa3pPaboOTKM Ha-
LeneHHbIX MeTOOB fleYeHus.

Ljene uccnedosaHus — oueHNTb UMMyHOdeHOTUMNMYe-
CKMe acneKkTbl MOHOKJIOHanbHoro B-knetouHoro numoo-
LMTO3a U PUCK MNPOrpecCUpPOBaHNA B XPOHNYECKNI INM-
doumnTapHbIV NenKo3.

Mamepuansl u memoobi: B xofne aHanmsa Hayu4HbIX
ny6nnKauuin 6biM PaccCMOTPEHbI MPUUMHBI BO3HUKHO-
BEHUA MOHOK/OHaNbHOro B-knetoyHoro numdounto-
3@ U ero CBA3b C XPOHUYECKNUM NUMPOLUTAPHBIM NENKO-
30M, aKLEHTVPYA BHUMaHVE Ha UMMYHODEHOTUMNYECKNX
acneKkTax faHHbIX cOCTOAHMN. [na ob63opa mcnonb3oBa-
NNCb aKTyasibHble UCCNIefOBaHUs, OnybnnMKoBaHHbIe B pe-
LieH3MpyeMblX HayUHbIX )ypHanax ¢ 2010 roga no HacTos-
Lee Bpems.

B pamkax gaHHoro o63opa 6bina npoBefeHa CpaBHU-
TeflbHaA oOLUeHKa WMMyHodeHoTUNMYeckmnx npodunen
MOHOK/TOHaNbHbIX B-KNeToK, BblABAEHHbIX Y MaLueHTOB
¢ MBKJT n XJIJ1. Ons 3Toro 6bi11 UCNONb30BaHbl JaHHble
M3 KPYMHbIX MeTa-aHan30B 1 0630pHbIX UCCNIe[oBaHNN,
NPOBeAEHHbIX B Pa3/IMYHbIX PErMoHax Mupa.

WccnepoBaHve nuTepaTypHbIX AaHHbIX NpeaocTaBuio
MHPopMaLMIO O paKTOpax, CBA3AHHbIX C MPOrpeccnpoBa-
Huem MBKJ1 B XJ1J1, BKNtouas 6GrioMapKepbl U KNUHUYECKUe

XapaKTePUCTMKM, UTO MO3BONWIIO Gosiee MOSHO OLEHUTb
PVCK pa3BMTUA Nerko3a y nayneHTos ¢ MBKJ1.

Kpumepuu 8knto4eHUs UCMOYHUKOB:

- MNy6nukaunwn, cogepallre sMnmpuyeckme gaHHble o
MBKJT n XJ1J1.

— CraTby, ony6nrMKoBaHHbIE B peLeH3UpyemMbIX Hayuy-
HbIX XXypHasnax ¢ 2010 roaa.

- PaboTbl, npoBefieHHble Ha reMaToNornyecknx ob-
pasuax.

Kpumepuu ucknto4eHUs UCMoYHUKOB8:

- WiccnepoBaHusA, 0CHOBaHHbIE TONIbKO Ha KOHKPETHbIX
CBMAETENbCTBAX UMM Kelc-penopTax 6e3 cTaTuCcTUYecko-
ro aHanusa.

- My6bnukaumm 6e3 focTyna K MOSHOMY TeKCTy Uin
onyb6nMKoBaHHble B XKypHasnax 6e3 HayYyHOro peLeH3mpo-
BaHWA.

— CratbWu, He BXxogsaLWMe B 0651acTb KNNHUYECKON Meau-
LUUHbBI LN UMMYHONOT K, FreMaToNornin.

Pe3ynemameoi:

MBKJT ¢ BbICOKUM copepkaHneM umeeT Hanbonb-
LY PacnpoCTPaHEHHOCTb Cpean PoACTBEHHUKOB Mep-
BOW CTeneHn TaxecTn nayneHTos ¢ XJJT n, B oTnnume ot
MBKJT ¢ Hu3Knm copepxaHuem, nmeet mytaumn IGHV ¢
penepTyapoM, cxofHbiM ¢ XJ1J1, uTo yKasbiBaeT Ha 6uo-
nornyeckyto ceasb. OgHako npu obomux Tmnax MBKJ1 oT-
MeYaloTCA LUTOreHeTUYeCckne U3MeHeHns, CBA3aHHble C
XJ1N, Bkntouas del (13q), +12 u del (17p), xoTa 1 Ha 6onee
HU3KMX YPOBHAX, UTO MO3BONAET NPEANONOXKNTb, UTO 3TN
N3MEHeHMA NPONCXOAAT Ha PaHHMX 3Tanax KNoHanbHOWN
3BOMIOUNN 1 He ABNAITCA MPOrHOCTUYECKM 3HaYMMbI-
MU Npu OTCYTCTBUU B-KnetouHoro numdouuTtosa [9, 10].
Mbl 3Haem, UTO NPaKTUYECKN BCEM KNMHMYECKUM Cnyya-
am XJ1J1 npegwectyeT ¢paza MBKJ1. MBKJ1 ¢ BbICOKMM cO-
aepxaHunem nporpeccupyet go XJ1J1 co ckopoctbio 1-2%
B rofl, Npu 3TOM KOJINYECTBO KJIOHaNbHbIX B-KneTok npu
npe3eHTaLMm ABASETCA CaMbiM 60MbLIM GAKTOPOM pu-
cKa. 1o otnmnyaetca oT MBKJT ¢ HM3Kum KonmyecTBOM
numooLMTOB, KOTOPbLIV NpoTeKkaeT 6e3 ABHOro numeo-
LUuUTO3a 1 He TpebyeT KINHUYECKOrO MOHUTOPUHIA Npo-
rpeccnpoBaHua. Kpome Toro, cywecTtsytoT cnyyan MBKJI
¢ deHoTMnom, oTnmyatowmmcs ot XJUJ1, KoTopble, npen-
MONOXNTENbHO, CBA3aHbl C NMMGOMOI MapruHanbHOW
30HbI. YunTbiBas, uto XJ1/1-nogobHble KNeTkn moryT ObiTb
06HapyXeHbl y NauneHToB 6e3 ysenunueHna numdoysnos
(<1,5 cm), nepeHecwunx NUMbaLEHIKTOMUIO MO MPUYM-
HaM, He CBA3aHHbIM ¢ NumdonponndepaTnBHbIMU 3a60-
neBaHUAMMU, ANA ONUcaHnA 3Toro GeHoMeHa npeanoxe-
Ha TpeTbA KaTeropua — «y3n0BOW 3kBuBaneHT MBKI/I»,
OT/IMYAIOLNICA OT MNOSIHOLUEHHOWN MENKOLUTAPHOW NUM-
dombl [11, 12].

lNpoTouHaA uMTOMETpPUA ABNAETCA OCHOBHbIM METO-
nom BbianeHus MBKJI, nockonbky obecrneuviBaeT TOu-
Hylo ngeHtTudMKaumio 1 pasnuuerve deHotnnos. MBKJI
nogpasgensetca Ha Tpy deHoTtuna — XJUT/SLL, atTunnyHbIi
XJUI/SLL v He-XJT1/SLL, ncxoma n3 cneymduyecknx map-
KepoB Ha MOBEPXHOCTU KNeToKk. K Takum mapkepam OT-
HocaTcAa CD5, CD19, CD20, CD23, a TakKe MMMYHOrnoby-
JIMHBI — MO0 Nlerkue Lenu, nmbo MnosHble (cocToAwme U3
NEerkmx u Taxenbix uener). Pasnuune mexay stumm ¢peHo-
TUNaMKM KparHe Ba)KHO, MOCKOMbKY KaXKA bl U3 HUX MOXET
ObITb CBA3AH C PA3BMTMEM PA3HbIX TUMOB 3JI0KAYeCTBEH-
HbIX IMMOLUTAPHBIX HOBOOOPa3zoBaHuii [12 -15].
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Ta6nuua 1 - Mapkepbi Tpex ¢peHoTunos MBKJ1 Ha npoTouHoi yutomeTpum [4, 12-15]
Jérkve uenun MpoueHT ¢ MoTeHumnanbHoe
ORI WL e e e ez UMMYyHOrnNo6ynmHoB hEeHOTMMOM | 3MOKaYEeCTBEHHOE OCMOXHEHNE
Xnn/sLL MLB + + + (dim) + Ig ¢ nerkoit Lenbto, NMbo +, 68-75% Xnn/ sLL
+ (dim), nn6o -
Atununynbeii X/ + + + (Apkun) | - unm + MonHbin Ig, nnbo + ~15% nmmdoma MaHTURHBIX
SLL MLB (ymepeHHbIii), nubo + KNeTok, dhonnukynspHas
(spkmn) numdoma
He-XNN/SLL MLB | nu6o - + + He Ig nerkon uenu, nuéo + ~14% numdoma mapruHarnsHown
nubo + npuMm. (ymepeHHbIit), nnubo + 30HbI ceneseHku, NuMmdoma
(dim) (sipkmn) cerneseHku / nenko3s
Heknaccuuumpyembii

B Tabnuue 1 npepcTaBneHbl MapKkepbl ania Tpex de-
HoTunos MBKJ1. Skcnpeccnsa mapkepoB 0603HayeHa crie-
aylowum obpasom: (+) AnAa Hanuuus sKcnpeccun (cna-
601, yMepeHHOW unu Aapkon), (—) ansa eé oTcyTCTBUA, U
«He NpUM.» AnA ClyyaeB, KOrga AaHHble He NPUMEHUMbI.
dnyopecLeHTHble 30HAbl UCMONb3YITCA ANA onpeaesne-
HUA 3KCNPEeCCum, CBA3bIBAACh C MapKepPHbIMI 6eflkamn Ha
Knetkax. lNpoToyHaa umMTOMeTpuA, NpPeanoyYTUTENbHO C
NCrnonb3oBaHNeM 6-8 pas3nnyHbIX GryopecLeHTHbIX 30H-
[10B, MO3BONAET BbIABUTb 3TO CBA3bIBaHME, aHanM3MpysA
OKOJI0 5 MUJITIMOHOB KNETOK M3 KPOBY NauveHTa. B Tabnu-
Le TakKe NoKasaH NPOLEHT ClyyaeB Kaxkgoro ¢peHoTmna
MBKJ1, KoTopble MOTryT NPOrpeccnpoBaTh B 3/10Ka4YeCTBEH-
Hble HOBOOGpa3oBaHus [4].

Cnyuvan He-XJUI/SLL MBKJ1, roe MOHOKNOHasbHble
B-kneTku He akcnpeccupytot CD5, CD23, CD10 nnm CD103,
HO AIEMOHCTPUPYIOT BbICOKYH 3Kcnpeccuio CD79b un ner-
KUX Lienen MMMyHOrnobynmHoB, 06blYHO Knaccnduumpy-

I0TCA KaK MOHOKJIOHAsbHbIN B-KneTouHbll numdountos
MapruHanbHol 30Hbl (CBL-MZ). 310 0603HauyeHue npwu-
MeHAeTCA, NOTOMY YTO HOPMaJibHble B-KneTkn 3Ton 30HbI
TaKXXe dKCMpPeccnpyioT 3TM Mapkepbl. Y nogen ¢ CBL-MZ
yacto HabnoaalTCA OYeHb BbICOKME YPOBHM B-knetok
B KpoBu (>4.0x10%/n, o6bluHO OT 3.0x10%/n po 37.1x10°%/n)
[13]. 3Tn cnyyam cocTaBNAIOT 3HAUNTENbBHYIO YacCTb cpeamn
He-XJUT/He-CMJ1 MBKJ1. Takxe y 3TUX MauUMeHTOB YacTo
06Hapy»K1BalT MOHOKNOHaNbHY0 IgM rammonatuio, 4To
O3HayvaeT BbICOKMNE YPOBHM OOHOro Tuna aHtuten IgM. 31o
MoXoXe Ha MaKpornobynuHemumio BanbgeHcTpema 1 mo-
HOKJIOHasIbHYl0 rammonaTtuio IgM HeonpegeneHHOro 3Ha-
yeHusA. Y Takmx NauMeHTOB Bbllle BEPOATHOCTb Pa3BUTUA
3/10KaUeCTBEHHbIX 3a00NEBaHNI, TAaKNX KaK B-KneTouHble
NUMPOMbI MapruHanbHOW 30Hbl Cene3eHKW, Heonpepae-
NeHHble NMMMPOMbI/NeNKo3bl cerie3eHKM, BONOCaTOKeTou-
HbI NNeNKO3 1, BO3MOXHO, MakpornobynuHemus BanbgeH-
cTpema [4, 12-15].
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Define CD23 pos/neg threshold using T-cell
expression and identify CD23+ B-cells

PrcyHok 1 - Bocnpounssogumas AnarHoCcT1Ka XPOHNYeCKoro iumdorekosa ¢ MOMOLLbo MPOTOYHOW LIUTOMETPUM:
EBponelickas nccnegosatenbckaa nHnumatuaa no XS (ERIC) v npoekT no rapmoHm3auuy EBponeiickoro obuectsa KNMHMYECKoro
KnetouHoro aHanusa (ESCCA) [19]
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PrcyHok 2 - iImMmyHObeHOTMNMYeCKUiA aHann3 B oTHoLweHun akcnpeccumn CD5, CD23, CD38 n ructorpamma CD20
npwv atunuyHom (A) B-XJ1J1u (B) MBKJ1. Y naureHToB ¢ MBKJ1 6bina o6Hapy»eHa BblcoKas sKcrnpeccus mapkepa CD5,
XOTA 'y NauMeHToB C atTunnyHbiM B-XJ1/1 ypoBeHb 3Toro mapkepa 6bin Hxe. Y naumeHToB ¢ atunuyHbiM B-XJ1/T akcnpeccna CD23
6bln1a B MeHbLLEN CTeneHu, Ho Y naureHTos ¢ MBKJT 3TOT MapKep aKkcnpeccrnpoBanca pefko. Moyt y Bcex naymeHToB
c atunuyHbim B-XJUT n MBKJT akcnpeccna CD38 6bina oTpuLaTeNbHOMN 1 MOSNOXKUTENBHON COOTBETCTBEHHO.
O6e rpynnbl akcnpeccrposany CD20 6e3 cywecTBeHHbIX pa3nuunia [20]

B cepun 13 34 cnyyaeB 6bUIM ONMCaHbl KIMHUKO-LU-
TONIOrNYECKNE, UMMYHOJOTMYECKME 1 FeHeTUYeCKme 0Co-
6eHHocT MBKJ1 He-XJ1J1-Tuna. Kak coobuwanocb paHee,
TeKylLMe c/lyyan NMeloT UMMYHOJIOTMYecKoe 1 reHeTnye-
CKO€ CXOACTBO C NMMM$OMON MaprHanbHou 30HbI (JIM3) 1
MOTYT ObITb CBAi3aHbl C HOBbIM MpeAnosiaraeMbiM COCTOS-
HMEM — KJIOHaNbHbIN B-KNeTouHbli 1uMdounTo3 Mapru-
HanbHoOM 30Hbl (CBL-MZ). Kpome TOro, B HEKOTOpPbIX CIy-
yaax Habnioganocb CXoAcTBO C ANdGPY3HON nmumdpomon
KpacHoun nynbnbl cene3eHku (AJIKMC). B utore, cornacHo
nutepaTypHbIM AaHHbiM, MBKJT He-XJ1JT-Tuna (accoumnpo-
BaHHbIN ¢ CBL-MZ) moXeT 6bITb NpefpakoBbIM COCTOSHU-
em, Begywmm K JIM3 n/unun OJIKMC [16, 17].

MBKI1 onpepenaetca Hanuumem meHee 5x10° KnoHanb-
HbIX B-KneTok B nepudepryeckor KpoBu npm oTCyTCTBUN
numdageHonaTnn, yBeNMYEHHON Ceie3eHKN U NeYeHu,
a Takxe cumntomoB BXJ1J1. DTu cumMnTOMbI BKIOYAOT He-
npefHaMepeHHyo NoTepio Beca, YCTanoCTb C Nnokasare-
nem 2 unu Bbllwe no wkane BocTtouyHowm KoonepaTuBHOM
oHkonoruyeckon rpynnol (ECOG), gnutensbHyto nuxopag-
KY 1 HOYHYIO MOTINBOCTb 6€3 Npu3HakoB nHdekumn. B ot-
nuune ot atoro, XJUJ1, camaa pacnpocTpaHéHHaa numdo-
WAHaA 3N10KayeCTBEHHAA OMyXosb, ANArHOCTUPYeTCA Npu
yrcne B-knetok, npesbiwatowem 5x10°%/n [18].

B Tabnuue 1 nokasaHo, yto MBKJT MoXeT 6biTb Knaccu-
bu1uMpoBaH Ha Tpy TUMa B 3aBUCUMOCTU OT UMMYHOGEHO-
TUMMYECKUX XapPaKTEPUCTUK aHOMaJbHbIX nepudepurye-
CKuX numbounaHbIx Knetok: XJ1/1, amunuynbit XJI/1 u mun,

He omHocauwjutics k XJ1/1. Bnarogapsa nporpeccy B obnactu
NPOTOYHOWN LUTOMETPUMN CTano BO3MOXKHbIM BblfIBNEHNE
OYeHb HM3KUX YPOBHEW KITOHaJNIbHbIX B-KNeToK, 0cO6eHHO
Y 3[0POBbIX MOXWUIbIX NOAEN.

[na 6onee feTanbHOro NOHVMaHKA Y Y TOYHEHUS Pa3fnv-
UM MEXZY STUMM COCTOAHMAMU BaXKHO PACCMOTPETb VM-
MyHObEHOTUMUYECKNE XapPaKTEPUCTUKM aHOMasbHbIX MNe-
pudepryeckmx NMMbONIHbIX KNETOK ANA Pa3fvyHbIX TUMOB
MBKJ1 ¢ KoHKpeTHbIMU BroMapKepamu, KOTopble MOMOTYT B
[OMarHOCTMKe B KINMHUKO-AMArHOCTMYeCKUX nabopaTopusx.
XJUT ¢ ummyHodeHoTmnom CD19+, CD5+, CD23+, CD20dim
(HM3KaA 3KCNpeccus), MOBEPXHOCTHbIE VMMYHOMTIOOYINHDI
Kanmna unm nambéaa obbiuHO (+) (slg), ypoBeHb NeiKounTOoB:
BblpaKeHHOe noBbilleHune: =5x10%/n. XJ1/1 npencraBnsaeT co-
60W1 reTeporeHHoe 3aboneBaHue, 1 ero TeueHe MOXeT Ba-
PbUPOBATLCA OT JONTOCPOYHOIO BbIKUBaHKA A0 ObICTPOro
nporpeccMpoBaHns. 3To 3aboeBaHre CBA3aHO C BbIPaXKeH-
HOW KITOHMYECKOM aKcnaHcren B-knetok [18].

AmunuyHebil XJ1JT ¢ nmmyHodeHoTunom CD19+, CD5+,
CD23-/dim (Hu13Kmni ypoBeHb), CD20+ (apKaa akcnpeccus),
NMOBEPXHOCTHblIE MMMYHOrNOOYMHBbI Kanna wunu naméaa
06bIUHO (YMepeHHasa WM ApKaa 3KCNpeccrs), YypPOoBeHb
NeKoLMTOB: 3HauUTENbHOE MOBbILEHNE, MOXET Bapbu-
poBaTtbcA oT 5x10°/n go 6onee BbICOKUX 3HAUYEHUIA. ATU-
nuuHbIA XJTJ1 0eMOHCTpUpYeT M3MeHeHHble UMMYyHode-
HOTMMMYeCKre NPOGUAN MO CPABHEHMIO C KNAaCCUYECKUM
XJ, Bknoyvaa apkyto skcnpeccnio CD20 n ymepeHHyto
nnm ApKyto sKkcnpeccuio slg [19].
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Tun, He omHocawutca k XJ1/I, ¢ MMyHOdpEeHOTUMOM
CD19+, CD5+, CD23-/dim (Hun3Kknin ypoBeHb), CD20+ (ap-
Kaf dKCnpeccus), NMOBEPXHOCTHbIE WMMMYHOTO0YNVHbI
Kanna nnu namébga (ymepeHHasa unum Apkasa sKcnpeccus),
YPOBEHb NENKOLMTOB, MOXET ObiTb HOPMaNbHbIM WK
Cferka MoBbIWEHHbIM, B 3aBUCUMOCTU OT KOHKPETHO-
ro Tuna NMMMGOMbI UK NeKeMmnmn, KoTopana He ABNAETCA
XJ11. 3TOT TMN BKOYAET pasnnyHble GpopmMbl NMMOOMBbI
UN NENKEMUKN, KOTOPbIE HE COOTBETCTBYIOT KPUTEPUAM
XJ11 n moryT BeMOHCTPUPOBaTb PasfinyHble UMMYHOde-
HoTUNUYeckne npodunu [21].

B 2019 r. rpynna yyeHbIX M3yyana HanuymMe KIOHOB
XJ11 3a gecaTuneTna 4o NOCTaHOBKM guarHo3a XJJ1, uc-
nonb3ya KoneHrareHckoe ropopckoe uccnefoBaHue
ceppua (CCHS) n KoneHrareHckoe oblyee nonynAuvoH-
Hoe nccnepoBaHue (CGPS) pna aHanv3a npepanarHoCTu-
yecknx obpasLoB nepudepuryeckor KposK, NoyUeHHbIX
BO BpemsA noceleHnin B nepuog 1992-2014 rr. y 340p0OBbIX
nofen, y KoTopblx BNOCIeACTBUN Oblna AMarHoCTMpoBa-
Ha XJ1]1 B nepurog 2001-2019 rr. OHY oueHMBanNu KnoHanb-
Hyto JHK XJUT nyTem aHanv3a Ha MUHUManbHYIO OCTaTou-
Hyto 6one3Hb (MOB) B COOTBETCTBMM C peKOMeHAaUMAMU
EuroMRD.4. Bcero 6bin10 BbiiBAeHO 247 nuL, C AUArHO30M
XJ, 3apernctpupoBaHHbix nocie yyactua B CCHS wnu
CGPS ¢ 1992 no 2014 rr. B o6wwein cnoXHOCTH 22 U3 3TUX
NauueHToB MPOLIM aHann3 MyTauUOHHOrO CTaTyca MM-
MYHOTTIOOY/IMHOB C TSXENON Lienblo C NepeMeHHOn 06-
nactbio (IGHV), BbINONHEHHbIV B OTAENEHWUN reMaToNornm
B Rigshospitalet (KonenrareH, JaHus) ¢ 2001 no 2017 rog
Ha MOMEHT NOCTaHOBKM anarHosa XJUJ1, n nmenn >5-net-
HWUI naTeHTHbIN Nnepuog ot yyactna B CCHS nnn CGPS go
noctaHoBku AuarHosa XJU1. WccnepoBaHue 6bi1o Bpyu-
HYI0 AOMOJIHEHO BOCEMbIO CyYyasMy NN, Y KOTOPbIX
nM60 6bIT MyTaLUMOHHBIN cTaTyc IGHV, ycTaHOBNEHHbIN B
Rigshospitalet, n <5-neTHuUn naTeHTHbIN Nepuod (gBa cny-
yas), TM60 MyTaLMOHHBIN cTaTyc IGHV, ycTaHOBNEHHBIN B
Rigshospitalet B 2018 1 2019 rogax, n >10-NeTHUI NaTeHT-
HbI Nepurop (wecTb cnyyaes). B obuien cnoxHoctn 10 na-
LMEeHTOB ObINu NCKNoYeHbl MO0 13-3a OTCYTCTBUSA JOCTa-
TOYHOro Konmyectsa nonHoro matepuana OHK kposu B
6unobaHKax, NMMbo M13-3a HenpaBUAbHONM AnarHOCTUKKN XJ1J1
(naumeHTOB C Manon numooumnTapHon numeomon). Kpo-
Me TOro, TPY MaumeHTa 6bIIM UCKIIOUYEHDI 13-3a TEXHUYE-
CKN HepjocTaTo4yHoro aHanusa. OKoHuaTeNbHaA KoropTa
cocToAna u3 BbIbopok oT 17 naumeHTos [22, 23].

B Opyrom paHOoMu3MpOBaHHOM WCCefoBaHWM Na-
uneHtoB ¢ XJ1J1 genvnn Ha Tpu 3NUreHeTUYeCcKNX NoaTu-
na (3NuTrna), KOTopble NMEN BbICOKYH MPOrHOCTUYECKYIO
3HAUUMMOCTb. ITU UCCNeAOoBaHMA MOKasannW, Yto Mnpome-
XKYTOUHBIN 3MUTUN OCOBEHHO YacTO BCTPEYAETCA y nauu-
€HTOB C nepecTporikamu 3-21 1 BbICOKOPUCKOBbLIMI Nepe-
MEHHbIMW MMMYHOTI06ynHoBbIMU nambaamn (IGLV), yto
BNMAET Ha UX ncxodbl. B gaHHOM nccnefoBaHUmM NCNonb3o-
BaslaCcb KOMOMHMPOBaHHAA CTpaTervsa Ans cosfaHua anu-
reHeTUYeCKOWN CMrHaTypbl IErKON Lieny MMMYHOrNo6ynmnHa
(ELCLV3-21) c uenbto knaccndumkaumm 219 yenosek ¢ MBKJI.
Curnatypa Bbicokoro pucka ELCLV3-21 no3sonuna BbiABUTb
nuy ¢ MBKJT, y KoTopbix 6bliia BbiCOKas BEPOATHOCTb MPO-
rpeccrpoBaHus 3aboneBaHus (39,9% uepes 5 net n 71,1%
yepes 10 neT). ELCLV3-21 noBbicuna TOYHOCTb MPOrHO3MpPo-
BaHWA BpPeMeHM JO Havyana Tepanunn y nauneHtos ¢ MBKJI
MO CPaBHEHWIO C APYrMMK YCTAHOBMEHHbIMU MPOrHOCTU-

YeCcKUMM MoKasaTenamuy, BKIOYaA MeXAYHapOOHbIA Mpo-
rHoctTuyeckun unpekc XJI1 (c-ctatuctnka 0,767 npoTtus
0,668). CpaBHeHue rpynn pucka ELCLV3-21 cpeaun naumer-
ToB ¢ MBKJ1 1 KoropTton 13 226 nauyneHTtoB ¢ XJ1J1 nokasa-
110, UTO Y NNLY, C BbICOKUM purckom ELCLV3-21 n MBKIJ1 6bino
3HauuTeNnbHOE COKpalleHne BpeMeHn A0 Havana Tepanuu
(P=0,003) 1 cHuxeHne obuwein BbikneaemocTn (P=0,03) no
cpaBHeHuo ¢ nayneHTamm ELCLV3-21 ¢ HM3KMM prCKOM U
XJU1. 3Tn pe3synbTatbl nogyepkmBaoT 3GGeKTUBHOCTb NOA-
xofda ELCLV3-21 B BbiABNEHUM MALMEHTOB C BbICOKOW Be-
POATHOCTBIO HEGNArONPUATHOrO KIMHMYECKOro Mcxoda U
MOTyT 06ecneuntb 6osee TOUHY KnaccudurKkaumio nmy, ¢
He6ONbLUVMMU KNOHaMK B-KkneTok [24].

B nepekpectHom nccnegoarHun A.C. Rawstron v gp. us-
yyanu nuL, B BO3pacTe He mosioxe 45 net, cepoHeratuBHbIX
Ha BWY-1, u3 yctaHOBNEHHON KOropTbl HaceneHma YraH-
[bl, OT KOTOPbIX Obinv B3ATbl 00pasLibl LleNbHOM KPoBU. Tak-
e B BennkobputaHum 6biniv cobpaHbl 06pasLibl KpoBM Jito-
[ei TOro »e Bo3pacTa 1 Nnona, KoTopble He MMeNn paka n'y
KOTOpPbIX ObIN HOpMarbHble pe3ynbTaTbl aHanM30B KPOBMU.
MpoToyHas uMTOMEeTPUA MCNonb3oBaNnacb AnsA onpenene-
HUA Hanuuma MBKJ1 B o6pasuax, cornacHo CTaHgapTHbIM An-
arHOCTMYECKM Kputepuam. bbinn npoBefeHbl CpaBHEHUA
nonu cnyyvaes ¢ peHoTmnom MBKJI, xapaktepHbim ana XJ1J1,
1 CD5-HeratBHbIM MBK]J], a Takxe pa3nnums B abCONOTHOM
KONMYeCTBE MOHOKI/OHaNbHbIX B-KNeTok mexxay ABymsA Ko-
roptamu. B nepuog ¢ 15 sHBapsa no 18 gekabps 2012 ropa
6b111 NosyYeHbl 06pa3Lpl oT 302 fO6POBOSIbLEB 13 YraHbl
1 302 uenoBek 13 BenmkobpuTaHUK, COOTBETCTBYIOLLUX MO
Bo3pacTy 1 nony. O6was pacnpoctpaHeHHoCTb MBKJT 6bina
BbILLE Y YY4AaCTHUKOB 13 YraHabl (42 cnyyas, 14%), yuem B Ko-
ropte Benukobputanun (25 cnyvaes, 8%; p=0,038). OeHo-
Tin MBKJ1, xapakTepHbiii ana XJ1J1, 6bin BbisneH y Tpex (1%)
YUYaCTHVKOB 13 Yrangpl 1 21 (7%) y4yacTHvKa 13 Benmkobpu-
TaHum (p=0,00021). ¥ Bcex Tpex yYaCcTHUKOB 13 YraHgpbl ab-
COJIOTHOE KONIMYECTBO MOHOKJ/IOHAJIbHbIX B-KNneTok 6bino
HVKe OZHOW KNEeTKM Ha MKJ1, B TO BpeMs Kak y 21 yyacTHu-
Ka 13 BenukobputaHumn cpefiHee abCoONMOTHOE KONMMYECTBO
LUMPKYNVPYIOLLMX ONYXONEeBbIX KNETOK COCTaBNANO 4,6 (Mex-
KBapTW/bHbIN pa3max 2—12) KNeTok Ha MKJ1. PacnpocTpaHer-
HocTb CD5-HeratnuBHoro MBKJ1 6bina Bbille B yraHgUIACKON
KoropTe (41 cnyyaii (14%), 3 KoTopbix ABoe (5%) Takxe nme-
nn ¢eHotmn MBKJI, XJ1)1), uem B KoropTe BennkobputaHum
(wecTb cnyyaes (2%), U3 KOTopbIX ABOE (33%) Takxe nmenn
¢deHoTn MBKJ1, XJIJT; p<0,0001). OgHako MefmaHHoe abco-
NIOTHOE KOJNMYECTBO B-KNeToK 6bl10 aHanorMuHbIM (227 Ke-
TOK Ha MK/ (MEXKBapTWUbHbIA pa3max 152-345) B yraHauii-
CKOW KoropTe NpoTrB 135 KNeToK Ha MK/ (MeXXKBapTUJIbHbIN
pa3max 105-177) B KoropTe BenukobputaHuuy; p=0,13) [25].

M3BecTHO, uto XJUJ1 BCTpeuaeTca y a3maToB ropasgo
pexe, uem y nogent eBponeonaHon pachl. B npegwectsy-
towem 3Tane passutua XJUJ1, nssectHom kak MBKJ1 ¢peHo-
Tuna XJ11 (X/1J1-nogo6Hbin MBKJT), BepoATHOCTb Nporpec-
cupoaHus no XJUUT HeBbicoka. MBKJ1 knaccnouumpyetca
KaK BblCOKO- UM HU3KOYPOBHEBbIN B 3aBUCUMOCTU OT KO-
NnnyecTBa KNOHanbHbIX B-KneTok B neprndepmnyeckon Kpo-
BU. MaumeHTbl ¢ BblcOKUM ypoBHeM MBKJT nmetot 6onee
BbICOKMI pUCK nporpeccnpoBanua go XJ1J1, uem naymen-
Tbl € HU3KMM MBKJ1.

B oTnnume OT eBponeongHbiX NONynAUni, B KOTOPbIX
MBKJT noBonbHO pacnpocTpaHeH, a3uaTckne NonynAaumu,
BKJ/IOYaA AMOHLEB, MetoT bonee HU3KY0 yYactoTy MBKJL.
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TouyHble MPUUYMHBI STHUYECKNX Pa3NYMii B pacnpocTpa-
HeHHocTu XJTJT n MBKJ1 ocTaloTca HEM3BECTHbIMU, HO MO-
ryT ObITb CBA3aHbl C MeHbluel Yyactoton MBKJ1 n/vnn mep-
neHHee nporpeccupytowum XJ1/1-nogo6Hbim MBKJT 8 XJ1J1y
asmaros. [TosTomy m3yuyeHne pacrnpoctpaHeHHocT! MBKIJI
cpeam a3naTcKnx NonynAumii MoXKeT MOMOYb MOHATb 3TN 3T-
HUYecKme pa3nmuma n mexaHmsmbl passutua XJ1J1.

[laHHoe wnccnepoBaHVMe MNPOBOAMNOCH CPeAn MOTOM-
KOB AMOHCKMX NepecesieHLEeB, MPOXKMBaOLWMX 3a pybexom,
Bkntoyaa ropog Can-lMayny B bpasunun. B Hem npuHano
yyacTune 258 300p0OBbIX B3pOC/bIX ANOHLEB cTapie 40 neT, B
OCHOBHOM 6€e3 pacoBoro cmelleHus. iccnefoBaHvie NpoBo-
AMN0Cb C MCMONb30BaHNEM BbICOKOYYBCTBUTESIbHOW MyJlb-
TUNapameTpuUyeckon npoTouHon uutometpun (MFC) ana
aHanu3sa KroHasbHbIX B-KneTok B nepudepuyeckoli Kposu.
VccnepoBaHue BbIABUIO HEBbICOKYIO YacToTy MBKJ, npeg-
wectsytowero XJ11, cpean nOTOMKOB AMOHCKUX Mepece-
NEeHUEeB, NPOXMBatOLLUX 33 PyO6exoM. MNaLMeHTbl C BbICOKAM
yposHeM MBKJ1 6binv peaku; H13Kuin yposeHb MBKJT BcTpe-
yanca yatle, Ho puck nporpeccmposaHua Ao XJ1J1 6bin HK3-
KUM. OTO NofTBepKAaeT NpeanonoxeHne o bonee HN3KoM
yactote MBKJ1 n megneHHon nporpeccun K XJ1J1y notom-
KOB AMOHCKMX NepecesieHLeB, MPOXMBAIOLLNX 3a Pybexom.
OTu pe3ynbTaTbl MOTYT MOMOYb JlyuLle MOHATb STHUYECKue
pasnuuua B pas3sutn XJ1J1 1 ero npepLuecTByoLWwmx cOCTo-
AHNAX, @ TAKXKe NPONNTb CBET HAa MEXaHM3Mbl Pa3BUTKA 3TO-
ro Tna nemnkosa [26].

B naHHOM 00630pe paccMoTpeHbl NCCliefoBaHUA, Kaca-
towmecsa MbKJ1 n ero Bzanmocsasu ¢ XJ1J1. iccnegoBaHus,
npoBefAeHHble B Pa3HblX NOMNyNAUMAX, MOKa3ann 3Hauu-
TeNbHble Pa3NnMunNA B PacnpoCTPaHEHHOCTU 1 NPOrpeccu-
poBaHun MBKJ1 n xpoHuyeckoro numeounTapHoro nem-
ko3a XJ1JI. 3Tn pas3nuumna BbIABAAIOTCA He TONbKO Mexay
Pa3NNYHLIMKA STHUYECKUMUN TPYMMNaMu, HO U Mexay na-
UMEeHTaMM C pa3HbIMU SnureHeTnyeckummn npodunamu. B
YACTHOCTU, KOMOUHVPOBaHHAsA CTPATErNa CO3AaHNUsA 3Nu-
rEHETUYECKON CUTHATYPbl NIETKON Lien NMMYHOTI00ynu-
Ha (ELCLV3-21) npoaeMOHCTprpoOBana BblCOKYK MPOrHO-
CTUYECKY 3HauMmocTb. OHa NO3BONAET BbIABUTbL NKL, C
MBKJ1, y KoTopbIX CyLLeCTBYeT BbICOKaA BEPOATHOCTb MPo-
rpeccupoBaHus 3aboneBaHnsA, YTO MOBbILAET TOYHOCTb
NPOrHO3MPOBaHNA BPEMEHW JO Havana Tepanumn no cpas-
HEHUIO C APYrMMI NPOrHOCTUYECKMMM MOKa3aTenamun.

WccneposaHue B YraHge 1 BennkobpuTaHum BbIABUIO
3HauuTeNbHble pa3nMuuA B pacnpoctpaHeHHocTn MBKIJI
MeXay STUMM ABYMA NONynAuMAMKN. DTN pe3ynbTaTbl Noa-
YEepPKUBAIOT BaXKHOCTb yyeTa STHMYECKUX 1 reorpaduye-
cknx pakTopoBs npu nsyyeHnn MBKJ1 n XJ1J1, Tak Kak OHK
MOTYT CYLEeCTBEHHO BNMATb Ha PacnpOCTPaHEHHOCTb U
beHoTNMYECKNe XapaKTePUCTUKM 3aboneBaHus.

O6c¢yx0eHue:

B paHHOM 0630pe nogpobHO paccmaTpuBalOTCs Co-
BPeMeHHble NMoAxoAbl K AMArHOCTUKe 1 Knaccudukaumm
MBKJ1, noguyepkmBaa 3HaUMMOCTb MPOTOYHOWN LMTOMeE-
Tpuu B BbisiBNeHUN 1 gruddepeHumaumnm eé GeHoTMnos.

Wccneposanmna MBKJ1T n ero nporpeccupoBaHua fo
XJUT n gpyrux numéonponudepaTnBHbIX 3abonesaHui
MOKa3bIBaloT, YTO pasnnyHble 6uomapkepbl 1 GeHOTUMbI
UrPatoT KNIoYEBYIO POJIb B MPOrHO3UPOBaHWM pUcKa. B 06-
30pe npuBegeHbl gaHHble MBKJ1 geMoHCTpupyeT retepo-
FEHHOCTb C Pa3NMYHbIMU Npodunamu. Konmyectso Kio-
HanbHbIX B-KneTok B nepridepuyeckon KpoBu sBNSETCA

OOHUM 13 Haubonee 3HAUMMbIX PaKTOPOB pucka. Hus-
K ypoBeHb MBKJ1, npyn KoTOpom KOnNnuectso KroHasnb-
HbIX B-KneTok coctasnaer meHee 0,5x10%/1, MOXeT ocTa-
BaTbCA CTabWNbHBLIM B TeUeHMe AJINTENbHOrO BPeMEHM.
B 10 ke Bpema MBKJT Tuna XJ1J1 C BbICOKMM COpepKaHU-
em (HC) (>0,5x10°/n KnoHanbHbIX B-KneTok) MoXeT npo-
rpeccnpoBaTb OT NPeApakoBOro COCTOAHMA OO UCTUHHO-
ro XJUT[11]. MporHo3npoBaHue numbonponndepaTrBHbIX
3aboneBaHuii, Takux Kak XJ1J1, OCHOBaHO Ha aHanmu3e 3Tux
KNOHanNbHbIX MONYAAUMIA U UX XapakTepuctnk. MBKIJI
onpeenaeTca Kak Hanuume LMpKynMpytoLlen nonynaymm
MOHOKJIOHaNbHbIX B-KneTok Hke 5x10%/n (5000/mKn), co-
XPaHAOLWMXCA B TeYeHMe Mo KparHen Mepe Tpex MecALeB
y L, B OCTaJIbHOM He nmetowmx cumntomos [9, 10].
®eHoTtunbl MBKJ1, onpepenaembie MPOTOYHOM LUTOMe-
TPpUVEW, TakXKe UrpatoT BaXkHYIO POSib B MPOrHO3MPOBaHNN
pucka nporpeccupoBaHusa go XJJ1 n gpyrux numbonpo-
nudepaTnBHbLIX 3aboneBaHuin. BoigenatoT Tpy Tuna MBKIJI
— CLL-tuin, atunuuHbin CLL-Tun v He-CLL-Tun, Kaxkabi 13
KOTOPbIX MMeeT CBOW YHWUKanbHble MMMYHONOrmyeckmne
N KNUHWYECKne xapaktepuctuku. XJ1J1-nogo6Hblin GpeHo-
TUN XapaKTepu3yeTca BbipaxxeHnem mapkepos CD5, CD19,
CD20, CD23. 3T0T peHOoTUN UMeeT HaMboNbLINIA PUCK NPO-
rpeccupoBanust o XJUI, atunuunbin XJUT-nogo6Hbin de-
HOTUN, BbipaxaeT mapkepbl CD5, CD19, CD20, Ho He Bbipa-
xaeT CD23. Puck nporpeccupoBaHus go XJIJ1 Huxe, uem y
XJ1-nogo6bHoro ¢peHoTuna, HO Bbilwe, Yem Yy He-XJ1JT de-
HoTuna, Hee-XJ1J1 eHOTUN, He BbipaXkaeT Mapkep CD5, HO
BblpaxkaeT CD19 n CD20. CBsizaH ¢ nMM$pOoMON MaprHab-
HOW 30HbI U UMEET HaMMEHbLUMIA PUCK NPOrpeccnpoBaHma
po XJ11 OnpepeneHne nerkux v Taxenblix Lenen MMMyHO-
rnobynnMHOB Ha MOBEPXHOCTU B-KneTok MoXeT nomoub B
NPOrHO3MPOBAHNM PUCKa MporpeccupoBaHns. Kanna u
naAmbpa nerkme uenu U ux COOTHOLIEHNE U YPOBEHb 3KC-
npeccum MOryT yKa3blBaTb Ha K/IOHAbHOCTb Y BO3MOX-
HOe nporpeccupoBaHue 3aboneBaHus [13-15, 18-21].
MyTauum B reHax Immunoglobulin Heavy Variable
(IGHV) sBnAlTCA BaXHbIM MPOrHOCTMYECKM (GAKTOPOM
npv MBKJ1. Hannune myTpoBaHHbIX N HEMYTUPOBAHHbIX
reHoB IGHV moxeT yKasbiBaTb Ha Pa3fINYHbIN PUCK MPO-
rpeccupoBanma go XJ1J1. HemytupoBaHHble reHbl IGHV ac-
coumMmMpoBaHbI ¢ bonee arpeccuBHbIM TeueHnem 3abonesa-
HUA 1 6onee BbICOKMM PUCKOM NporpeccupoBaHus [18, 19].
LnToreHeTnyeckme msameHeHusa, Takue Kak del(13q),
+12 n del(17p), yacto obHapymMBaKTCA Yy NaLUEHTOB C
MBKJ1 1 MmoryT 6biTb 3HaUMMbIMK ANA NporHosa. O6Hapy-
xeHue del(13q) 0bbluHO accouunpyeTca ¢ 6naronpUATHLIM
nporHo3om, del+12 MoXeT 6bITb CBA3aHO C MPOMEXYTOY-
HbIM nporHo3som, del(17p) accouyummpyeTca ¢ 6onee arpec-
CUBHbIM TeuyeHriem 3a00neBaHMsA U XyALWKM NPOrHO30M,
yacTo obHapyxuBaeTca y naumeHTos ¢ XJUT[9, 11].
3aknoyeHue: HactodAwee wnccnegoBaHue — nop-
TBEPXKAaeT BaXKHOCTb AnddepeHLmaLmm pasfiniHbiX Tu-
nos MBKJT gna TouHOM AMarHOCTUKM 1 nNporHo3a. MBKJ1
C BbICOKMM cofieprKaHueMm, MMeloLmini 60bLyo BepoAT-
HocTb nporpeccum go XJ1/1, Tpebyet 6onee npucTanbHOro
MOHUTOPUHra. O6HapyXeHne UNTOreHeTUYECKUX U3MeHe-
HUR, Takux Kak del(13q), +12, del(11q) n del(17p), B paHHUX
3Tanax KNoHasIbHOW 3BOMIOLMM NOAYEPKUBAET HEOOXOA M-
MOCTb PaHHEero BbIsIBJIEHUs 1 HAbMoAeH s,
MBKJT ¢ HM3KUM cofepkaHrem NMMdOoUNTOB, Hanpo-
TUB, NMPOTEKAET 6onee JOOPOKAUECTBEHHO U He TpebyeT
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CTOJIb € MHTEHCMBHOIO MOHUTOPUHIa, Kak MBKJ1 ¢ Bbico-
KM cofiepkaHnem. Pa3nnums B aKCcnpeccnm noBepxHoOCT-
HbIX MapkepoB Mexpay deHotunamu MBKJI, Takumn Kak
CD5, CD23, CD10, CD103, CD79b 1 nerkve uenv UMMyHO-
rNo6yNNHOB, ABMAIOTCA KNOUEBbIMU ANA KX Knaccuduka-
LK1 1 onpefeneHna pucka nporpeccum.

Cnepylowmm 3Tanom Hallero uccnefoBaHua Oypet
n3yyeHune apxmMBHOro matepuana 3a nocnegHue 15 net.
Mbl nnaHnpyem onpefennTb KONMYEeCTBO NalMeHTOB C
XJ1J1, BbIABUTD Cyyan reHeTUYeCKor NpeapacnonoKeH-
HocTu 1 MBKJ1, a TakXXe OLEeHUTb KJIOHaNbHOCTb. Haw
OMbIT TaKXKe MO3BOJINT NOKa3aTb, CKOJIbKO MALMEHTOB C
XN umenu MBKJT n Kakue Turbl KNOHanbHOCTEN 6biin
O06HapyXeHbl.

Heobxoaumbl ganbHewwe nccnegoBaHus gns nyyile-
ro NOHUMaHUA MONEKYNAPHbIX MEXaHU3MOB, NeXxallMx B
ocHoBe nporpeccun MBKJT go XJ1/1, n pa3paboTkn 6onee
3pPeKTMBHbIX CTpaTernin ans NPOrHO3MpPOBaHUA U npe-
[OTBpaLleHMA 3ToN nporpeccun. BakHo, UToObl KNMHK-
LMCTbl ObINN OCBEOMIEHbI O Pa3NMUMAX MeXAY TUNnamu
MBKJ1 n ncnonb3oBann COOTBETCTBYIOLWME MeTOAbl AMa-
FHOCTMKM U MOHUTOPUHIA AfiA obecneyeHns Haumyywmx
pe3ynbTaToB A1A NaLUEeHTOB.
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AHJIATIIA

JIMMOOTIPOJIM®EPATUBTI AYPYJIAPJIBI BOJIKAY JAFBI MOHOKJIOHAJIAbI
B /KACYHIAJIBI JUM®OIUTO3/1bIH POJII:
I9/IEBUETKE IOJY

A.T. Aybaxuposa'?, C.T. F'ab6acosa’, H.A. Ileposa’, K.T. Anumeaszuesa’, A.b. Caméanouesa®

1«A.H. Cbl3raHoB aTblHgarbl ¥NTTbIK XMPYprus FoinbiMu opTanbifsi» AK, Anmatel, KasakctaH PecnyGnmkachl;
2«Kasak OHKOMOrIst XaHe paaronorust FbinbIMU-3epTTey MHCTUTYTHI» AK, Anmarsl, KasakcTaH Pecnybnukacs!;
3«Ne7 Kananblk knuHukanblk aypyxaHay LLXKK KMK [ICB, Anmatbl k., KasakctaH Pecny6nukach

Oszexminizi: [{ynuedcysinix oencaynvls caxmay yiuvimol 2017 dicolivl KaH aypyiapolibly KeuOip mypiepin dcikmey yuliH eH2i32eH
MOHOKJIOHANObL 8-dicacyuanslt tumpoyumos (MBKII) scikmeyoiy scana nepcnexmuganapoin auiaovl, COHbIMEH Kamap KocblMuia 3epmmeyoi
Kaoicem ememin mocenenepoi komepeoi. MBKJI sepmmeynepi ouaznocmuxa men 6aKuliayobl dcakcapmy yuin ome Maybl30bl, Oy cO3bLIMATb
aumepoyumapavix netikemusnst (XJIJ1) epme anvikmayaa scone andbii anyaa KoMeKmeceoi.

3epmmeyoin marxcamol: MOHOKIOHANObL B dicacywanvt aum@poyumoszoviy UMMYHODEHOMUNMIK ACNeKMiepin JCOHe CO3bLAMATb
AUMBOYyUmMapnvl 1etiKosea anary Kaynin bazanay.

Aoicmepi: Foinoimu dcapusinianvimoapost manoay 6apvicvinoa MBL cebenmepi scone onbly cll-men Oaiianvicol Kapacmlpulivli, OCbl
24Ca20auNapObI UMMYHODEHOMUNMIK acnekminepine Hazap ayoapuliovl. O0ebu oepexmepoi sepmmey MBL-0iy CLL-2e emyine 6atinanvicmol
¢axmopaap, conviy iwinoe buomapkepaep Mern KiuHUKaIbIK cunammamanap mypaisl aknapam oepoi, 6yn MBL 6ap naykacmapoa neiiko30biy
oamy Kaynin moavlx bazanay2a MymKiHOiK 6epoi.

Homuoicenepi: MBL men CLL apacvindazvl 6aiiianbicKa Kamvlcmvl KonmezeHn sepmmeyiep maaoanovl. Tanoay xepcemxenoeil, MBL
robinece CLL oamyvinan Oypoin naiioa 6oaadvt, MBL kionOapbl KIUHUKAIbIK OUaeHo30an dipueuie ol 6ypbli aHblKmanybl Mymxin. byn MBL
oamy Kaynin anelkmay yuiin epme duomapkep 001a aiavi 0e2eH 2unome3ansl Koi0atobl.

Op mypai sepmmeynep MBL owcone CLL mapanyer MmeH O0amyblHOG2bl aumMapiblKmail  SMHUKALLIK — JHCOHE  2e02papusiblK
AUbIPMAWBLILIKMApObl Kopcemeoi. Byn aiblpmawblielkKmap 3nueHemuKkanbly Gakmopiapaa, UMMyHO2I00VIURKIY 032epyine dcone backa
2EeHEeMUKANbIK epeKulenikmepee batnanvicmuvl 601ybl MyMKiH. Byn ativipmawvlivikmaposl myciny nayueHmmepoin dHceKe Heone NONYIAYUsIbIK,
epeKuienikmepin eckepemin 0onipex OUASHOCMUKANBLK HCOHE DONNCAMObL MOCIN0epOi d3ipaey Yulin Maybi30bL.

Kopvimuinowr: JKypeizineen manoay MBL men CL apacvinoazer 6ailianvicmol ooan opi 3epoeney, condaii-ax MBL epme anvikmay ywin
cKkpununemix 6azoapiramanapovt encizy Kazaxcemanoaewl nayuenmmepoiy 60121camvl MeH 0eHCAynbleblH AUMapiblKmai AeaKcapma aiamulHolH
Kepcemeoi.

Lllony nomudicenepi epme OuazHOCMUKAHBIY JCOHE eMoeyee JceKe KO3KApacmuly Manbl30blaviebil kopcemeoi. Byn MBL-0iy CLL-ce omyine
orcon bepmenoi xcone 6i30iH enodezi OeHCaynblK CAKmay Candculi HaKcapmaosi.

Tyiiin co30ep: MoHnoKIOHANObL 8 JHCACYULANbL TUMPOYUMO3, COZBIAMATLL TUMPOYUMAPTIK NeUKeMUsl, UMMYHODEHOMUN, 0AMy KAYni,
A2bIHObLK, YUMOMEMPUSL.

ABSTRACT

THE ROLE OF MONOCLONAL B-CELL LYMPHOCYTOSIS IN PREDICTING
LYMPHOPROLIFERATIVE DISEASES:
A LITERATURE REVIEW

A.T. Aubakirova'?, S.T. Gabbasova®, I.A. Perova®’, K.T. Alimgazieva®, A.B. Satbaldieva®

!«National Scientific Center of Surgery named after A.N.Syzganov» JSC, Almaty, the Republic of Kazakhstan;
2«Kazakh Institute of Oncology and Radiology» JSC, Almaty, the Republic of Kazakhstan;
3City Clinical Hospital No.7» of the Department of Public Health of Aimaty, Almaty, the Republic of Kazakhstan

Relevance: Monoclonal B-cell lymphocytosis (MBL), introduced by the World Health Organization in 2017 to classify certain types of
blood diseases, opens up new perspectives in classification but also raises issues that require further study. MBCL studies are important
for improving diagnosis and monitoring, which can contribute to the early detection and prevention of chronic lymphocytic leukemia
(CLL).

The study aimed to evaluate the immunophenotypic aspects of monoclonal B-cell lymphocytosis and the risk of progression to chronic
lymphocytic leukemia.

Methods: A review of scientific publications examined the causes of MBL and its association with CLL, emphasizing immunophenotypic
aspects of these conditions. The literature survey provided information on factors associated with the progression of MBL to CLL, including
biomarkers and clinical characteristics, allowing a more comprehensive assessment of the risk of leukemia in patients with MBL.

Results: Numerous studies regarding the association between MBL and CLL were analyzed. The analysis showed that MBL often precedes
the development of CLL, with MBL clones being detectable years before clinical diagnosis. This supports the hypothesis that MBL may be an
early biomarker for detecting developmental risk.

Various studies emphasize significant ethnic and geographic differences in the prevalence and progression of MBL and CLL. These
differences may be related to epigenetic factors, immunoglobulin rearrangements, and other genetic features. Understanding these differences
is important for more accurate diagnostic and prognostic approaches considering individual and patient population characteristics.
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Conclusion: The analysis shows that further investigation of the association between MBL and CLL and the introduction of screening
programs for early detection of MBL can significantly improve the prognosis and health of patients in Kazakhstan.

The review results emphasize the importance of early diagnosis and an individualized approach to treatment. This will help prevent MBL
progression to CLL and improve the quality of medical care in our country.

Keywords: monoclonal B-cell ymphocytosis (MBL), chronic lymphocytic leukemia, immunophenotype, risk of development, flow cytometry.
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Camb6andueesa A.b.; cozdaHue Hay4Hol cmambu — Aybakuposa A.T., [abbacosa C.T.
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YXenTtokcaH 62, AnmaTbl 050000, Pecnybnuka KasaxctaH.

OnkoJorusa n Paguonorua Kasaxcrana, Ned (74) 2024 85



