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Ilam’smi Hanunra Qiwmeneeuua Inysmana

B-KJIITUHHI HOBOYTBOPEHHY4
NIM®OIgHOI TKAHUHU

Y M’ATOMY NEPErNa 4l
KJTIACUDIKALIT BOO3
FEMATOJIIM®OIAHUX NYXJIUH
(2022 p.)

2. NMyxnuHwu 3i 3pinux B-kniTnH, nnaamo-
KJNITUHHI NYXJIMHX Ta napanpoTeiHemil

Hoee i1 6invw enuboke po3yminHs namoeeHe3y HOB0YMBEOPeHb AiM@PoioHoi ma
KPOBOMBOPHOI MKAHUH 8UMA2A€ NOCMIilIHO20 nepeaasdy ix Kiacugikayii.
Y 2022 p. ¢paxieyamu BOO3 6yn0 nideomosaene uepeoge 5-e eudanHs ma-
Koi kaacugikauii. Y nonepednvomy nogidomnenni (Oukonoeis 2023; 25 (2):
89—103) 6yau obeosopeni Kaou08i emanu cmeopeHHs cy4acHoi Kaacugikayii
BOO3 nosoymeopens aimgoionoi ma kpoeomeopHoi mKaHuH, OCHOBHI NPUH-
yunu nobyoosu nepeersanymoi (2022 p.) kaacugikayii eemamonimgpoionux
NYXAUH, @ MAaKodc 0emanbHO Po32AIHYMO po30inu “nyxaurHonoodioni ypaicenHs
3 nepegaxdcaHHsaM B-xaimun” ma “nyxaunu 3 B-kaimun-nonepednuxis”.
Memoto danozo nogidomaents € nepesik ma NOSCHEHHSI OCHOBHUX 3MIH Y 5-1i
pedaxuii kaacugixauii BOO3 eemamorimhoionux nyxauu, ki cmocyromscs
NYXAUH 31 3pinux B-kaimun, naazmoksimunHux nyxaun ma napanpomeinemii.
Ton06ny ysaey 30cepedicero Ha NPAKMUYHUX ACNEKMAX UKOPUCMAHHS HOBOT
kaacugpikayii BOO3 das eepuikayii 310aKicHUX 2iMpOIOHUX HOB0YMBOPEHb
B-Kkaimunno20 noxodicenHs 3 ypaxy8aHHAM GU3HAUANbHUX MOAEKYAAPHO -
010102IYHUX 03HAK OKPEeMUX HO30402[14HUX hopm ma ix niomunise. Breceni do
Kaacugixkauii 3minu € Kaouem 05 subopy cmpameeii mepanii oHKocemamo-

N0IMHUX X8OPUX MA NOKPAUWLEHHS Pe3yA1bmamis ix AiKy8aHHs.

“Knacudikaiiiss Ma€ OyTH KJIIHIYHO KOPUCHOIO, HAYKOBO
TOYHOIO, IIIMPOKO BiATBOPIOBAHOIO, JIETKOIO JIJIsI HABYaHHS
Ta BUBYEHHS”

Tenpi Pannanopm, 1977

NYXJINHW 31 3PUJINX B-KNITUH

YV 5-my BupanHi knacugikaiii BOO3 (BOO3-
IJIT15) BinOynucs neBHi 3MiHM Y mopiBHSAHHI 3 “Ilepe-
MISTHYTUM 4-M BUJAHHSAM Kiacudikallii yXJuH Kpo-
BOTBOpPHOI Ta JiMdoinHoi TKaHuH” (BOO3-T1KJIT4),
SKi CTOCYIOThCSI He TiJIbKU MyXJWH JdiM@oinHoi TKa-
HUHU 3 B-kJiTuH-nonepeanukis [1], ane il myxiauH 3i
3pinux B-kmitTuH. 3o0kpema, B-kinitnHHM niposiMdo-
murapHuii aeiikos (B-T1J1JT), ik okpeMy HO30710TiuHYy
onuHMUIlO, Oy10 BuiaydeHo 3 BOO3-TJIIIS yepes iioro
reTeporeHHy Npupoay. 3a3Ha4MMO, OJHAK, 110 15
KaTeropist TMmaeTbcss B MixkHapoaHilh KOHCEHCYCHil
KkJacudikaiii MiegoinHux i J1iMbOITHUX HOBOYTBO-
peab (MKK) 2022 p. [2, 3], xoua KpuTepii A5 1oro
JIiarHOCTUKU CTAIOTh OJIbII JKOPCTKUMMU, Ta, YACTKO-
BO, Bunaaku, siki 3a BOO3-T1KJIT4 po3rsinanuch sIK
B-T1JIJI, moTpanisioTs 10 iHIIUX rpyn. Pazom 3 Tum
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MoHOKAOHAAbHUT B-timpouumos (MBJI) Ta xponiunuii

aimgpoaeiikos/aimpoma 3 maaux aimepoyumie (XJLI/

JIMJD), sxi Bxomsath oo rpynu IlepeamyxinHHi cTanmn

Ta MyXJIMHHU, OB’ A3aHi 3 nmpoJidepanico Maaux Jimgo-

IUTIB, iCTOTHUX 3MiH HE 3a3HaJIU (PUCYHOK).

MBJI Bu3HavyaloTh K TaKU CTaH, MPU STKOMY
BMIiCT MOHOKJIOHaJIbHUX B-KkimiTuH B nepudepuuHiii
kposi (ITK) cranoBuTh MeHII Hix 5,0 X 109/1 6e3
0O3Hak JiMdaaeHonarii abo eKcTpaMenyJIsipHUX MPO-
aBiB 3axBopioBaHHs. BOO3-TJIII5 po3pi3Hse Tpu
minTunmu MBJI:

e MBJI 3 “Huspkum” (<0,5 X 10%/11) BMicTOM MOHO-
KJIOHAJIbHUX B-KIIITUH 3a BiICYTHOCTI O3HAK JIiM-
¢omnponidpepaTuBHoro 3axBoproBanHs (JIT13). s
rpaHMYHA MeXa € YMOBHOIO i 6a3yeTbCsl Ha 110-
PiBHSHHiI BMiCTY MOHOKJIOHAJIbHUX B-KIIiTUH y
MONYJSLiMHUX JOCTIIKEHHSIX Y TTOPiBHSIHHI 3 KJTi-
HiYHUMM KoropTamu. MeHOTUIT MOHOKJIOHAIBHUX
B-xiiTuH nipu ubomMy € xapaktepHum mias XJ1J1/
JIMJI (excnpecig CD19 y moenHanHi 3 CDS5 ta
CD23). 3a3Buyaii, Takuii cTaH BUSIBISIIOTh BUTIA/I-
KOBO MpU MPOBeIeHHI KIiHIYHUX OOCHiIXeHb 6e3
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BOO3-NKNT4

BonockoBOKNITUHHNIA
nenKko3

Jlimpoma mapriHanbHoT
30HU cenesiHkn

Jundy3Ha api6HOKNITUHHA
B-knitnHHa nimpoma/nenkos
YepPBOHOI MyNbMNN cenesiHkn
BapiaHT BOIOCKOBOKAITUHHOrO
NenKosy

B-KniTrHHWI
nponimbounTapHni
nenKkos

XIN/NMI

=15% nponiMd)ouwTiB

BOO3-Ins

BonockoBOKNITUHHNIA
nenko3

Jlimpoma mapriHanbHOI
30HU cenesiHkum

B-KniTnHHa
niMmpoma/nenkos
cenesiHKM 3 BUpas3HMMU
agepuamm

[ndy3Ha fpi6bHOKNITUHHA
B-kniTrHHa nimpoma/nenkos
YepBOHOI NyNbNU CenesiHKn

MaHTinHOKNITMHHA
nimpoma

MponimpounTapHa
nporpecia XJJ1/JIMJ

PucyHok. Y3araJbHeHHS B3aEMO3B’3KiB MiXK OKpeMUMHM (popMaMu JTiM(pOM cesle3iHKH 3i 3piaux B-KIIiTHH y mepenissHyToMmy
4-my BunanHi knacugikanii BOO3 (BOO3-I1KJIT4) ta y 5-my BunanHi knacugikarii BOO3 (BOO3-TJIIIS)

(apantoBaHo 3 [4])

Oyab-SIKMX O3HAK TeMaToJIOTiuHoi nmaroJorii. Bea-

JKAIOTh, 1110 TAKWI CTaH HE € 3HAYYIIUM Y KJiHi4-

HOMY IJIaHi, a Taki 0cOOM He MOTPEOYIOTh MOIaTb-

LIOT'0 CIIOCTEPEXKEHHS;

e XJIJI/JIMJI-nonionuit MBJI i3 “BucokuM” BMic-
TOM MOHOKJOHaNBHUX B-kmitun (> 0,5 x 10%/1)
Ta 3arajbHUM BMicToM B-kiitun < 5,0 X 109/71 6e3
Oynb-sikux o3Hak XJIJI/JIMJI. @eHOoTUIT MOHOKJIO-
HaJbHUX B-KJIITUH NpU IbOMY TaKOX € XapaKTep-
Hum g XJUJI/JIMJT,

e arunoBuit MBJI, mig sKkuM po3yMiloThb OyIb-sSIKY
KJIOHAJIbHY eKCIaHciio B-KJiTuH, 1110 mo306aBieHi,
onHak, ¢eHoruny, xapakrepHoro mias XJIJI1/JIMJI
(to6To € HeratuBHUMU 3a CD5), i 3a BigcyTHOC-
Ti o3Hak JII13. ¥V GinbiiocTi BUnaakiB eHoTun
MOHOKJIOHAJIbHMX KJIITMH BiIINOBia€ KJIiTUHAM
niMpomu MapriHanbHoi 300U (JIM3). Lleit migTun
MBIJI BusiBnsitoTh pinko [5].

Baxatots, 1o XJIJI/JIMJI-noniouuit MBJI moxe
PO3IIAIaTUCh SIK cTaH, 1110 nepenye XJIJI/JIMJI. Bin-
HocHM pusuK nporpecyBaHHs XJIJI/JIMJI-nionioHo-
ro MBJI y XJIJI/JIMJI, o Bumarae jikyBaHHs, CTa-
HOBUTb 0JIM3bKO 1% Ha pik [6], ToMy najieko He BCi
oco6u 3 BusiBieHuM M BJI BpogoBXK KUTTS 3aXBOPi-
1oTb Ha XJIJI/JIMJI. Myrauii reHiB BaXXKuX JaHIIIOTiB
iIMYHOIIOOYTiHIB YacTillle 3yCTpivaloThCs Y BUMA -
kax MBJI i3 “HuU3bKUM” BMiCTOM MOHOKJIOHAJIbHUX
kaitTuH [7]. [Ipu mboMy y mepiioMy BUMAAKy pU3UK

nporpecyBaHHs y XJIJI He3HauHuUii, TOAi IK XBOPIi
Ha MBJI i3 “Bucokum” BMiCTOM MOHOKJOHAaJIbHUX
KJIITUH MOTPEOYIOTh IIOPiYHOTO MOHITOPUHTY.

BaxxnuBo 3a3HauuTtu, mo yci nigrunu MBJT koi-
HIYHO XapaKTepU3YIOThCSI MMOPYLIEHHIMU iMYHHOT
CHCTEMH 3 TTOCIa0JIeHOIO BifIOBIIAI0 Ha BaKILIMHAILiO
Ta MiABUILLIEHUM PU3UKOM BUHUKHEHHS iHQEKIinHUX
3aXBOPIOBaHb. X04a Yy HEUIOAABHIX TOCTiIXEeHHsIX [ 8]
acomuianii Mixk giarHozom MBJI Ta BUILIUM pU3UKOM
iH(¢ikyBaHHs KopoHaBipycom SARS-CoV-2 He crioc-
Tepirajocs, AJs TaKUMX XBOPUX OyI0 XapaKTepHUM
3-KparHe 30iJbIIEeHHS] PU3UKY TOCITiTaMi3alii yuepes
COVID-19, nopiBHsiHO 3 ocobamu 6e3 MBJI.

Mpu niarnoctuwi XJJI/JIMJI, 110 € Haiinolupe-
Hilmolo ¢GopMoio B-KIIITUHHUX JIeliK03iB, 0COOIMBE
3HAYECHHS NPUIIISIETHCS KAiHIKO-TeMaTOJOTiYHUM
JIAHKM XBOPOTO, CTa/Iil0BAaHHIO 3aXBOPIOBAHHS 3a CHC-
temamu K. Rai Ta J. Binet (1151 BcTaHOBIEHHS CTyIIe-
HsI 3aXBOPIOBAHHSI i IPOrHO3Y), MPOTE BU3HAYAIBHOIO
€ MopdosoriyHa ineHTudikaisa B [1K i KictrkoBomy
Mo3Ky (KM) MoHOMOpPGHUX MauX 3pinux JiM@oLm-
TiB 1py ix Kinpkocti y [TK > 5,0 X 10%/1. ¥ Bunaaxax
BMicTy B I[TK MoHOMOpGhHMX TiMOOLUTIB Y KiJIbKOCTI
<5,0 x 10%/n BcranoBm00THL HiarHos JMUJI. TIpose-
JIEHHSI TIPOTOYHOI LIMTOMETPIii € 000B’I3KOBUM J1JIsI Be-
pudikanii iMyHO(GEHOTUNTY JIeKeMiIYHUX KITiTUH [4].
Haii6inbir BaxKJIMBUMU AiaTHOCTUYHUMU MapKepaMu
npu XJIJI/JIMJI BBaxatotscsa anturenu CDS5, CD19,

OHKOJIOTIA o T. 25 ¢ N2 3 2023



I rrornda HA MPOBJIEMY

CD20, CD23 [9]. MoHOKIOHaNIBHICTh B-KIIiTUH BU-
3HAYaETHCS 3a PECTPUKILIEIO JETKUX JAHIIOTiB MO-
BEpPXHEBUX iMyHOIIIOOYIiHIiB — Karma adbo aamoma. Ak
JIOIATKOBI MapKepU MOXYTb BUKOPUCTOBYBATHUCS 1HILI
AHTUTEHU TTOBEpPXHEeBUX MeMOpaH. TunmoBum eHo-
tunoM wia XJIJI/JIMIT e: CD19%, CD20*/dim CD5™,
CDI10~, CD23%, CD43*, CD79bdim_CD814m RORI*,
CD200* [6]. Excripecito anTurenis CD38 a6o CD49d
3a3BUYaii OB SI3YIOTh 3 HECIIPUSATIMBUM IIPOTHO30M.
st TOBHOI MPOTHOCTUYHOI OLIiHKM BuIankis XJIJI/
JIMJI BBaxa€eTbcs 3a HEOOXiIHE TIPOBEACHHS LIMTOTE -
HETUYHUX TOCTiIKEeHb, 30KpeMa BU3HAUYEHHSI IEBHUX
XPOMOCOMHUX aHOMaiil (Tprucomist xpoMocomu 12,
del(11)(q22.3), del(13)(q14) i1 del(17)(p13)), myTariiii
reHa TP53 ta comaTuuHoOI TinepmyTallii Bapiabesb-
HUX IUISTHOK BaXKKOTO JIaHIIIOra TeHa iMyHOTTIO0YJTiHY
(IGHV). B XoHTeKCTi TJIaHyBaHHS LIiJIbOBOI Teparrii
OaxkaHUM € BUSIBJICHHSI CKJIQIHOTO KapioTumy (Tpu 4u
OiJibIIe KJIOHAJIbHUX XPOMOCOMHUX aHOMAaJIiii OTHO-
yacHo) ta myTauiit rediB BTK, PLCG2 i1 BCL2 [4].

I'pyrty B-kiiTunHi JiMomu Ta J1eiiK031 3 ypazKeHHAM
celIe3iHKM CKJIagaloTh YOTUPU HO30JIOTiUHI hopmu,
cyocTpaTHi KiniTuHU gakux y I[1K MaoTh XxapakTepHi
LIMTOILIA3MaTUYHI BUPOCTH: 6040CKOGOKAIMUHHUT Aell-
ko3 (BKJI), JIM3 ceaesinku (JIM3C), ougpy3na dpiono-
Kaimunna B-xaimunna aimgpoma/aeiixos uepeonoi nyw-
nu ceaesinku (JIYIIC) ta B-kaimunna aimgpoma/aeiixos
ceaesinku 3 eupazuumu soepuysamu (JICBA). BKJI, JICBA
ta JIUTIC xapakTepusytoTbcst AU(PY3HUM YpaKeHHSIM
YepBOHOI MYJIbIHU Ta aTpodieto 01101 MyIbITN cele3iH-
ku, Tomi K JIM3C cynpoBOmXKYEThCS CIJIEHOMETra-
JII€EI0 BHACTiAOK HOAYISApHOI iH(DinbTpaliii 601 myib-
nu cyocrpatHuMu B-nimdbouuramu. Y BOO3-TTKJIT4
JICBA npencraBnena sk Bapiant BKJI i pazowm i3
JIUTIC BoHM Oynu BigHECeHi 10 OKpeMoi KaTeropii —
B-xnitunHa niMmdoma/neiikos cene3iHkKu, HeKJIacu-
(¢ikoBaHa.

BKJI — 3axBOop1oBaHHS 3 XapaKTEpHUMMU KITiHiKO-
MaTOJIOTIYHUMHU O3HAKaMU Ta COMAaTUYHOIO MyTalli€lo
BRAFV600E (7q34), Ky BUABIAIOTH MaiixXe y BCiX BU-
nankax BKJI. Llg myTaliist € HacinkoM 3aMiHU BaJliHy
(V) Ha rnyramin (E) B 15 ex3oHi reHa BRAF B nono-
xkeHHi 600 (V600E) i onmocepenkoBye abepaHTHY aK-
THUBAIlil0 CEPUH/TPEOHIH-CITeMDiTHOI MPOTeTHKiHA-
3u B-Raf Ta curnansHoro nuisixy RAS-BRAF-MEK-
ERK, 110 npusBoauTh n0 MiABUIIEHHS Mpoidepa-
TUBHOI aKTUBHOCTI KJIiITUMH Ta MOPYILIEHb MPOLECIB iX
3aru6eni [10]. ITpu inmmx B-kmitTnHHMX TiMpomax Ta
JIeiiKo3ax 3 ypakeHHSIM ceJie3iHKU MyTalliii reHa BRAF
3a3BUYall He CrocTepiraroTb. HaliBaxnupimmmm imy-
HodeHoTunoBumu o3Hakamu nmpu BKIJI € excrnipecis
antureHis CD103, CD123, CD25 ta CDllc.

JICBS — HoBa HO30JI0TiYHA OMUHMULIS, STKA BKITIO-
yae HagBHi y BOO3-TTKJIT4 Taki 3axBopioBaHHS SIK
BapianT BKJI ta CD5-neratusuuii B-T1J1J1. Pazowm 3
tauM, BapianT BKJI, sk camocTiitHa, xo4a i TMuM4aco-
Ba, popma 3anumaetbest B MKK, 3Baxkaroun Ha ioro
OinbII arpecuBHU nepedir y nopisHsaHHI 3 BKJI Ta
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BiIMiHHOCTSIMY B YYyTJIMBOCTI JI0 XiMioIlpemnaparis, 1110
BaXXJIMBO 3 ONISIAY Ha BUOip cxeM JikyBaHHs. Cepen
MOP@OJIOTiYHMX 03HAK KIJIITUH MaTOJIOTYHOTO KJIOHY
JICBSI cnip 3a3HaYNTU KOHAEHCOBAHY CTPYKTYPY XpO-
MaTHUHY, TTOAiIOHY 10 TaKO1 y NpoiMpoLunTax, BeJUKi
KpyIJi siipa 3 BAIUMUMMU AIepLSIMU, By3bKHi1 00iq0K
LIMTOTIa3MM 3 HEBEIMKOIO 0a30(ijTi€to, TOBTi Ta TOH-
Ki IMTOIUIa3MaTUYHi BUPOCTHU, 110 PO3TAIIOBaHi IO
MepUMETPY KITUHU. IMyHO(DEHOTUITOBA XapaKTepuc-
THKA 3710SKiCHO TpaHC(HOPMOBAHUX KIIITUH XBOPUX
Ha JICBA BigpizHseTbes Bin Takoi npu BKJI BincyT-
HicTio ekcrpecii CD25, CD123, CD200, aHekcuHy-1,
HEeraTUBHOIO IIUTOXiMiYHOIO peaklli€lo Ha TapTpaT-
pe3ucTeHTHY Kuciy dpocdarasy. [1pu JICBSA, Ha Big-
Miny Bin BKJI, BinMiueHO HasiBHICTh MyTallili B FeHax
CCND3, TP53, U2AF1, 1o noB’SI3y10Th 3i 3HAYUHUM
PU3UKOM PE3UCTEHTHOCTI 0 MEAMKAMEHTO3HOI Tepa-
mii. 3arajgbHa 5-piyHa BUXKMBaHIiCTh XBopux Ha JICBA
ckianae 57%. Xsopi Ha JICBSI MaioTh OiIbIII arpecuB-
HUI1 TIepeOir 3aXBOPIOBAHHS i Tipllie BiAlIOBigalOTh Ha
3acTocyBaHHs Teparii, Hixk mpu BKJT [11].

JYIIC — ingonentHa B-kniTuHHa miMdoma, gaka
OIJIBbII TTOIIMPEHA Y JIITHIX Malli€HTiB Y0OJI0BivOi cTaTi
(cepenHiit Bik 6J1M3bKO 65 pOKiB). 30JI0TUM CTaHAap-
toMm piarHoctuku JIYIIC € mociigkxeHHS TKaHUHU
celie3iHKH, sIKa Ha po3pi3i Ma€ TOMOTEHHU BUTJISI.
Okpim cenesdiHku, B niporiec 3anydeHuit KM 3 mepe-
BaXXHUM PO3TAllyBaHHSIM MYXJIMHHUX KJIITUH Y CUHY-
coigax. Pozsutok JIUTIC, y nepiury yepry, mos’s13y1oTh
i3 HasiBHicTIO MyTaLiii B reHi CCND3 (6p21.1), reHe-
TUYHUMU anbrepaniiMmu BCOR (TpaHCKpUIILiHHUT
kopernpecop BCL-6) Ta MEHIIIOIO MipOIO i3 HAasIBHICTIO
myTauiii y renHax MAP2K1ta NOTCH 1. BincyTHst MyTO-
BaHa Gpopma BRAFVOWE § NOTCH?2. Kpim Toro, y 6ib-
LIOCTi MalLli€EHTIB BUSIBISIOTH MyTallii y reHax IGHV,
3okpeMa nomeHax VH3 ta VH4, tpucomito xpomocom
3i 18, nenenito xpomocomu 7q, TpaHcaokaitito t(9,14)
(p13;932). MeniaHa 3arajbHOI BUKMBAHOCTI XBOPUX
Ha JIUTIC cknagae 8—10 pokiB, IpoTe 3a yMOB Ha-
saBHOCTI MyTawiii y reHax NOTCH I, MAP2K1 ta TP53
3HAYEeHHS JAaHOTO MokKa3Huka meHui [12]. Kmacuu-
HU1 iMyHO(eHoTUIIOBMI TTpodink aiMpounTiB [TK Ta
KM y xBopux Ha JIUTIC nacrymauii: CD191, CD20",
CD22%, IgG™, BCL-2", CD72(DBA.44)*/bright CD5~,
CD23-, CD43—, nukuain D1-, CD10—-, BCL-6-,
MUMI1-, CDllc—, CD25-, CD103—, CDI123—, aHek-
cuH Al~. Ina nudepenuiitoi niarHoctuku JIYITC
JIOUIJIbHUM MOXKe OyTH BU3HAUYEHHSI CITiBBiIHOILIEHHS
ekcrpecii CD200/CD180 3a cepenHiMu reoMeTpuy-
HUMMU TTOKAa3HUKAMU iIHTEHCUBHOCTI (hJIyOpeCLeHIIi1,
sIKe TIpM JaHiit Ho3ouorii, Ha BinMiHy Bim BKJI, JICBS
ta JIM3C, € MmeHmumM 3a 0,5.

VY ngiarnoctuui JIM3C ocobnuBa yBara puIias€Th-
cs BU3HavYeHHIo myTaliii renHa NOTCH?2 (1p12), o He
€ BJJACTUBUMH iHIIKM HO30JIOTIYHUM (POpMaM IaHOi
rpynu, tTa KLF2, yactora sikux Buia Hixk nmpu BKJI
[13]. Okpim Toro, y 91% Bunankis JIM3C BUSIBISIOTH
mytauii NOTCHI ta NFKB, 110 perynioloTh HOpMaJlb-
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HUI PO3BUTOK MapriHaJbHOI 30HU celie3iHku [14].
Cepen XpOMOCOMHUMX aHOMaJliil TaKOX BUIIJISIOTH
Jenelio XxpoMocoMU 7, TPUCOMIIO JOBIOro rjiaedya
xpomocoM 3 i 12. Myrauii y renax /GHV, 3o0kpema
nomeHax VH1 ta VH2, cniocTepirarorbest mpuOJIM3HO
y 50% xBopux [13].

I'pyny JIM3 cki1anamTh HO30JIOTil, SIKi BiIpi3-
HSIOTBhCS 3a €TiOJIOTIEI0, TTaTOTeHE30M, aHATOMIYHOIO
JIOKaJTi3alli€lo, HIUTOreHETUYHUM Ta MyTaLliliHUM TIPO-
dinem. Cepen HUX — excmpanodaavna B-xaimunna
JIM3, acouitiosana 3 4impoiOHO0 MKAHUHOI CAU30BUX
060a0n0k (MALT-aimgpoma), JIM3 aimgpamuunux ey3-
aie (JIM3JIB) ta JIM3JIB oumsauoeo eixy (JIM3JIB/IB).
KpiMm toro, gk okpemy (opMy BUIiJICHO nepeuHHy
wripny JIM3 (IIIJIM3), sixa Binpi3HSI€ETbCS 3a CBOI-
MU KJIiHiKO-TIaTOJIOTIYHUMHU XapakTepuctukamu. Ce-
pen CIiJIbHUX O3HaK 3JI0SIKICHO TpaHC(OPMOBaHUX
kiituH MALT-nimpomu, IM3JIB Tta LIJIM3 chin
3a3HAYUTU BiACyTHICTh ekcmipecii anTureHiB CDS5 i
CD10, tpucomito xpomocom 3 Ta 18. 306iablIeHHS
KOITIMHOCTI Mutedeil XxpoMocoM 2p, 6p Ta 4acTOTH ae-
JIewii riedeir xpomocoM Ip and 6q yacrine 3a Bce
BigMivatoTh npu JIM3JIB, a 36iabIIeHHS KOTiAHOCTI
XPOMOCOMHUX IUISTHOK 6p TOopsin i3 BTpaTtoio 6q —
npu MALT-nim¢omi npuaatkiB oka. LlutoreHeTnu-
Holo xapakTepuctrukorw MALT-niMmpomu mutyHKa,
JIETeHi Ta MPUIATKIB 0Ka € HasBHICTh XPOMOCOMHUX
TpaHcaokaniit t(11;18)(q21;q21), t(14;18)(q32;q21),
110 MPU3BOASATH N0 3NUTTS TeHiB BIRC3::MALTI Ta
IGH::MALT1 BinnosinHo. 3nutuii reH FOXPI::IGH
sHaiiaeHo npu MALT-niMm@omi muTornoaioHoi 3a103u
Ta TIpUAATKiB oKa. [H(hopMallis 11omo TpaHcaoKaii
Ta YTBOPEHHS 3JIUTUX TeHiB npu iHmmx JIM3 BigcyT-
Hs. BcTaHoBeHi 0coOJMBOCTI MyTalliiHOTO CcTaTyCy
3JI09KiCHO TpaHC(POPMOBAHUX KJIITUH MPU PiZHUX
Bapiantax JIM3. 3okpema, npu HIJIM3 yacTto Bia-
MivaloTh FAS myranii, npu peunausax JIM3JIB —
myTauii reHiB MLL2 (KMT2D), PTPRD, NOTCH2 ta
KLF2; IM3JIBAB — myrauii MAP2K1, TNFRSF14 ta
IRFS. TIpu MALT-niMmdoMmi tyHKa HafOiJIbII 4acTo
BUABIAOTL MyTalii reHiB NOTCHI1, NF1, TNFAIP3,
ATM ta TRAF3; npunatkiB oka — TNFAIP3, KMT2D,
CREBBP, LRPIB ta MYD&S; cnuHHUX 3aJ103 —
TBLIXRI, TNFAIP3, GRP34, NOTCH2, SPEN Tta
KMT2C; murononioHoi 3ano3u — CD274, TNFRSF14,
TET2, PIK3CD, SPEN ta CREBBP; nereni — KMT2D,
TNFAIP3, PRDM1, NOTCHI ta EP300 [14].

ManriitnokmiTunni gimpomu (MKJI) — arpecusHi
B-xyiTMHHI HOBOYTBOpEHHS, SIKi 00’€AHYE BUCOKUi1
piBeHb TpoJtidepallii KJIiTUH B pe3ylbTaTi FeHETUYHUX
i MmonekynsspHux nopyueHb. Cepen MKJI manmiiino-
Kkaimunne Hosoymeopenns in situ (3a BOO3-T1KJIT4 —
HOBOYTBOpPEHHS 3 KJIITUH MaHTIiIHOT 30HU in Situ)
3yCTpivYa€eThCsl BKpail piIKo i XapaKTepu3y€eETbCS Ha-
SIBHICTIO Y MaHTIlHili 30Hi (OJIIKYJI CKYTYEHHS 3J10-
SIKiCHO TpaHC(OpMOBaHUX B-KJIiTUH 3i 3TUTUM reHOM
1G::CCND]1, 1o onocepeakoBy€e HaAMIpHY €KCIpeciio
uukiiny D1. 3aranom xe 3nutuit reH IGH::CCND1

BUHUKAE K Hacainok TpaHcnokauii t(11;14)(q13;932)
i € reHeTnyHo o3Hakow MKJI y > 95% Bunankis
(uuknid D1-nosutuBHuit mintun MKJI). V psai Bu-
nankiB MKJI Binmivatots 3nmutts reHa CCND] i3 re-
HaMU JIETKUX JaHIoriB /G micasa TpaHcnokauniii /GK
t(2;11)(p11;q13) uu IGL t(11;22)(q13;q11.2), a6o x
ineHTUQiKyIOTh albTepHAaTUBHI 3MiHU TeHiB CCND2,
CCND3 ta CCNE (uuknin D1-HeraTuBHU migTUI
MKIJT), ki TakoxX TpU3BOASATH 10 MOPYILIEHHS MPO-
LIeCiB KIITUHHOro UMKy [15]. Mapkepamu mporHoc-
TUUYHO HecnpusaTauBoro nepediry MKJI BBaxkaloTh
BUCOKHUI piBeHb ekcnpecii Ki-67, HasgBHiCTh MyTalliii
TP53, a Takox nudy3HUI XapaKTep poCTy i 0JacTo-
imHuit uutojoriunuii Bapiant MKJI.

Excmpanoodaasna aeiikemivna ManmiilHOKAIMuHHA
aimgpoma (EJIMJI) xapakTepU3yeETHCS 3aTyYEHHIM Y
npouec 1K, KM, cenesinku, He3HauyHOIO JiMbane-
HoIaTi€lo abo ii BiICYyTHICTIO, MepeBaxKHO 0e3CUMII-
TOMHUM KJIiHIYHUM TepebiromM, ssiKMil € Kpalum y
nopiBHsHiI 3 TakuM rpu MKJI. Ha Bigminy Big MKIJI,
y xBopux Ha EJIMIJI BusiBieHO HU3bKY mpoJiidpepa-
TUBHY aKTUBHICTh KJIiTUH, $IKi, 3a3BUYail, HE eKC-
npecytotb CD5, SOXI11, ta rinepmyTauito /GHV i3
IoMiHaHTHUM 3anydyeHHsaM [GHVI-§. Tlporpeciio
EJIMIJI y mopdonoriuyHo 0inblll arpecCMBHUN BapiaHT
HaliuyacTilie moB’sa3yl0Th i3 TOosIBOI0 MyTawiit TP53
(17p13) Ta TERT [16, 17].

I'pyna donikyasapanx jgimpom BKIIIOUa€ HACTYIHI
HO30J10Tii: ghoaikyaapua aimpoma (DJI), hoaikyrsapne
B-kaimunne nosoymeopenns in situ (3a BOO3-T1KJIT4 —
doikyasspHe HOBOYTBOPEHHSI in situ), DJI oumsauozo
eixy (DJI/[B) ta DJI dyodenaavnozo muny (DJLT).
Y BOO3-TJITI5 3anpornoHOBaHO HOBY KOHLIEMIIilO
knacudikarii @JI Ta HarosoOLIYETHCST HA HEOOXiITHOCTI
MPUHATTS PillIeHHS 100 IMePCOHaTi30BaHOTIO JIiKYy-
BaHHs xBopux Ha DJI, siKe MOBMHHO 0a3yBaTUCS HE
JIMie Ha iH¢opMallii Mpo MaToJIoTii0 3aXBOPIOBAHHS,
a cKopillle Ha iHTerpaiii KJiHiYHUX i TaTOJOTiYHUX
JaHUX.

Cepen @JI BUaiNAIOTL TP MIATUITH JTIMPOM: KJ1a-
cuuHa DPJI (kDJ), donikyaspHa BeIMKOKIITUHHA
B-xnitnaaHa nimdpoma (PBBKJT) Ta DJI 3 He3BUyaii-
Humu o3HakaMu (HDJT). kDJI cknagae 85% Bumnankis
®JI, xapakTepu3yeThbes POMKYIIPHUM (HOLYISIPHUM)
XapakTepoOM POCTY, a TaTOJIOTiIYHi KIIITUHU MTPEACTaB-
JIEHi IEHTPOLIMTaMM Ta LIEHTpOOIaCTaMH i3 TpaHCIO-
Kkamiero t(14;18)(q32;q21), B pe3yabTaTi 40TO yTBO-
pioetbes 3nuTuii reH IGH::BCL2 ta BinOyBa€eThcs
rinepekcrnpeciss anHtTuanonToTuyHoro 6inka BCL-2.
Ho k®JI BinHeceni ®JI uuronorivnux tumis 1, 2 Ta
3A (3a BOO3-ITKJIT4), Toai sx ®JI uuTosoriyHOro
tuny 3B nepeiimenosana y @BBKJI. Ha BigMiHy Bin
MKK, BOO3-TJIIT5 He BBaxkae 3a 000B’SI3KOBE pO3-
pi3HATH LHUTOJOTIUHI TUIH 1, 2 Ta 3A, OCKIJIbKU IXHE
BU3HAUEHHSI € TIEBHOIO MipOIO CY0’€EKTUBHMM, a CXEMU
nikyBaHHs € onHakoBuMu. [Hlogo ®BBKIJI, To xoua
BOHa Bce 1e po3nisaaeTbes sk nigrun OJI, npore,
srinHo 3 BOO3-TJIIIS, koHLenTyaabHO HabOJMXa-
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€Tbcd 10 nudy3Hoi B-BeankokaiTMHHOI JiMbomMu
(ABBKJI). Knon matosoriunux kiaitud npu @BBKJI
BUKJIIOUHO CKJIAJal0Th LIEHTPOOIACTH, a LICHTPOLIUTH
BiacyTHi. Ha Bigminy Big k®JI, excnpecis CDI10 i
BCL-2 BupaxkeHa y 40 ta 50% BumnankiB BiIImoBigHO,
a TpaHcaokarii BCL2, BCL6 Ta MYC cniocTepiraloth
BKpaii piako. [Tpodins excrnpecii renis mpu @BBKJI
cxoxwuii 3 Takum ripu JAABBKJT [18].

[MinTun H®JI BKIIOYa€E ABI MiArpynu JiMdoMm, 1o
3a TicTOMOP(MOJIOTIYHUMHU XapaKTePUCTUKAMU CYTTEBO
Binpisustorecs Big KDJI, aki B8 BOO3-TTKJIT4 6ynu
no3HaveHi ik PJI Heyrounena. HDJI nepiroi minrpynu
MaloTh MepeBaXkKHO POJIKYISIPHUI XapaKTep POCTY,
a 3JI05IKiCHO TpaHC(OpMOBaHi KJIiTUHU MalOTh MOP-
(onoriuHi 03HaAKM GJIACTOIAHUX KIIITUH CEPENHBOTO
pO3Mipy Ta/ab0 BETMKUX LIEHTPOLUTOIONIOHUX KITITUH
i Oi7IBLI YaCTO IEMOHCTPYIOTh BapiaTUBHI iMyHO(EHO-
TUIIOBi Ta TEHOTUITIOBI ocobauBocTi. JJaHy migrpyny
H®DJI cnin audepeHuioBatu 3 B-BeTMKOKIITUHHOIO
aiMdoMolo 3 iepedynoBoro reHa [RF4. u®dJI apyroi
MiArPYIy XapaKTepu3yloThCs MepeBakHO TUQY3HUM
XapakTepOM POCTY i3 JIOKaJbHUM 30€epeKeHHSIM HOP-
MaJIbHUX CTPYKTYp AiMpaTtuuHux By3niB (JIB), yacto
BUHUKAIOTh y MaxoBiit oonacTi. 3710sKicHO TpaHCchop-
MOBaHi KJIiTMHUM MaTOJOrIYHOTO KJIOHY AaHOI Miarpy-
nu exkcrpecytoTb CD23 ta BCL-2. Cepen nuroreHe-
TUYHUX O3HAK BUALISIOTH BiICYTHICTh 3JIMTOTO IreHa
IGH::BCL2, abepaii B 1okycax 1p36 ta 16p13, gacri
myTauii STAT6 pazowm i3 geneniero 1p36 abo MyTali€io
TNFRSF14, CREBBP a60 KMT2D, a TakoxX MyTallil y
reHax FOXO1, KMT2D, SOCSI ta EZH2. T1pu xk®J1
TaKOX BUSIBJISIIOTH €MireHETUYHI MyTallii 3a3HaYeHUX
TeHiB (CIaaKoBi 3MiHM METUJIYBaHHS I'eHiB), aje, Ha
Binminy Bim H®JI apyroi miarpynu, 3Ha4HO piaiie.
Bunsaroxk craHoBnasaTh MmyTauii y redHi KMT2D, gki B
1,6 pa3a yacrimie 3ycTpivaioth npu KDJI [19].

VY nmiarHocTuli ghoaixkyaaproeo B-xaimunnozo no-
6oymeopenHs in situ KJII0OUOBE 3HAYECHHSI MA€ BUSIB-
neHHs CD10- ta BCL-2-no3utuBHux B-kimiTuH, 110
KOJIOHI3YIOTb 3apOJKOBi LIEHTPU, a TAKOX TPaHCJIO-
Kaiii t(14;18), myranii reHisB CREBBP, KMT2D i
TNFRSF14, neneuii B tokyci 1p36. BusiBisitoth yac-
Tillle BUMMAAKOBO MpU mociimkeHHi JIB, BumaneHux
3a iHIIMX TpUYMH. BBaxaroTh, ogHakK, 1110 B 0Ci0 3
TakuMM KJjiTuHamu y JIB maneko He B ycix BUmagkKax
posBuBaeThes DJI.

DJIJIB mae iHOIOJEHTHUI Mepebir, BUSIBISETHCS
nepeBaXkHO Y XJIOMYUKIB (CepenHiii BiKk HA MOMEHT
BCTaHOBJICHHS [iarHO3y CTaHOBUTH 15 poKiB) i mpo-
SIBJISIETHCS 130JIbOBAHOIO JIiMaaeHoTaTielo B 001acTi
TOJIOBU Ta 1IUi. 30SIKiCHO TpaHC(POPMOBaHi KJIITUHU
€KCIIPECYIOTh MapKepy KJIITUH 3apOJKOBOIO LIEHTpa,
MyTauiiiHui mpodisib IKUX BiIpi3HSAETHCS Bill TAKOTO
npu KDJI. 3azpuyaii npu GJIJIB KkoHCTATYIOTH BUCO-
Ky yacToTry myTtauiit reHiB MAP2K1, IRFS, KMT2D i
TNFRSFI14 (pazom i3 menewiero y Jokyci 1p36), pia-
ko y reHax CREBBP, EP300, MEF2B i EZH?2 ta He
BUSIBASIOTH TpaHcaokauii t(14;18)(q32;q921) i 3min
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reHiB BCL2, BCL6, MYC ta IRF4. ®JI/IB norpebye
nmudepeHuiiiHoro mniarnosy 3 JIM3JIBAB, ®BBKJI
Ta B-BenMKOKIITMHHOIO JiM(pOMOI0 3 TIepedyn0BOIO
reHa IRF4 [14].

DJUIT B OCHOBHOMY JIOKaJIi30BaHi y HU3XiAHIN
YaCTHHI IBaHAILSTUIAIO] KMIIIKKM, OMHAK TAKOX BU-
SIBJISIIOTD 110 BCbOMY TOHKOMY KUIIKiBHMKY Ta piniie y
LIJIYHKY 200 ToBcTOMY KMIIKiBHUKY. [Tpy ®JIT 310-
SIKiCHO TpaHC(OPMOBaHi KJIITUHU, SIK TTPABUJIO, TPe/-
CTaBJIEHI UEHTPOUMTAMHU, 11O MICTATh TPAHCIOKALIiIO
t(14;18), mytauii reniB TNFRSF14, EZH2, KMT2D i
CREBB, excripecyots CD10, BCL-6 ta BCL-2, ax i
npu KDJI. OkpiM TOTO, YaCTO BUSIBIISIOTH EKCITPECIIO
IgA ta a4p7-inTerpuny/ LPAM-1, sikuii € perienTopoM
XOMIHTY, IO OMOCEPEaKOBYE Mirpailito JiMOOLUTIB
10 JiM(pOigHOI TKAHUHU CIIM30BUX 000710HOK. [Tpn
®JIT BimmivaroTs BUcokmii piBeHb ekcnipecii CCL20
Ta 3pocTaHHs (yHKUioHaNbHOI akTUBHOCTI Th17-
KkaiTuH [11].

Ilepeunna wkipna aimpoma 3 Kaimun yenmpie gho-
aikyaie (IIIIJII]®) y BOO3-TJIII5 BinokpemieHa
Bim rpynu GonikynasipHUX JiM(pOoM yepe3 BiIMiHHOCTI
KJIiHiYHUX 03HaK. Jlokai3alisi ;JaHOTO 3aXBOPIOBaH-
HsI OOMEXYETBHCS IKIPOIO 1 3a3BUYAil TIPOSIBISIETHCS
y riubokux mapax aepmu. [P mae pizHumii
XapakTep poCTy, iHKOJIW HaBiTh 3MilllaHU — HOMY-
nsipHo-audy3Hmii. Ilyn 3mosgKicHO TpaHcdopmoBa-
HUX KJIITUH CKJIaJlaloTh MEPEBaKHO LIEHTPOILIUTHU, 1110
eKCIIPeCyIoTh MapKepu 3apoakoBoro 1neHTpy CDI10 i
BCL-6; ekcnipecito BCL-2 3a3Buuait He BUSIBJISIIOTh.
Takox pnsa IMTIIJII® Bractusi MyTauii y reHax
CREBBP i KTM2D, onHak 3HauHO MeHIIIe, HiXX MpU
k®DJI, Ta comarnuni rinepmyratii redis /GHV. 3nutnii
red IGH::BCL2 npu ITIIJIL®D He BUABASIOTH, IIPOTE
y psaAi BUNanKiB 3a HasgBHOCTI t(14;18) BigMmiualoTh
BUCOKWI pU3UK BUHMKHEHHS MOAATBIINX CUCTEMHUX
3axBoploBaHb [18].

IMicnsa Bunyuenns B-T1JIJI 3 BOO3-TJIIIS, Bu-
naaku, siKi paHinle no3Havanucs gk B-TTJIJ1, BigHuHI
BkJItouatoTh BapiantT MKIJI 3i 3autTam renis IGH::
CCNDI; nponimdouutapHy nporpeciro XJIJI/JIMJI
(CD5-no3uTuBHE TTo3aMaHTiliHe B-kiiTMHHE HOBO-
YTBOPEHHS TNPU HassBHOCTI Gijbi HixX 15% mpoitim-
douutiB y [1K Ta/a60 KM); Bunanku, 1o kiacudi-
kytoTbes Kk JICBS [4] (nuB. pucyHok).

I'pyna nimdowm mig y3araibHeHO Ha3Boio B-Bem-
KOKJITHHHI JTiMhoMHI OXOILITIOE Ty>Ke ITMPOKUI CITEKTP
MyXJWH, IO CKIagalThcd 3 NiMPOITHUX KIITUH
BEJIMKUX PO3MIpiB 3 BEIMKUMU SIApaMU Ta y OiJib-
LIOCTi BUMAAKIB XapaKTepU3yIOThC NTUPY3HUM Xa-
pakTepoM pocty. Lle HaiibiabII MommMpeHi TiMpomMu,
Ha yacTky sikux npunanae 30—40% Bcix HEXOmX-
KiHcbkux gimpom (HXIT). Ak i y BOO3-TIKJIT4,
B-BenuKOKIITUHHI TiMpOMU, IS TKUX HE BULIJIEHO
MEBHUX MOJEKYJSIPHUX MiATUIIIB a00 KJIiHIYHUX Ba-
piaHTIiB Ta HEMA€ YiTKUX KPUTEPIiB IJIsT BUMIICHHS Y
MEBHY HO30JIOTIYHY OIMHUII0, cKiaanaoTh [JBBKIJI,
HeyTouHeHi. [TonioHo ABOM morepeaHiM Kinacudika-
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isim, 36epiraernes noxnin JABBKJI, HeyTouHeHUX Ha
JABBKJI, moxioHux B-kiiTuHaM 3apoaKoBUX LIEHTPIB,
ta JIBBKJI, mogioHuXx akTuBOBaHUM B-KiiTuHaMm,
SIKi pO3PI3HSAIOTHCS 3a €KCITPECi€I0 TeHiB, HAsIBHICTIO
MEBHUX MYTalliil Ta aKTUBALIi€I0 CUTHAJIbHUX LIJISIXiB,
110 BiITIOBila€ pi3HUM CTalisiM AUdepeHiloBaHHS
B-xnituH. Benuki Hamii 11010 BUSIBICHHST MOXIUBUX
monekynspHux miaTunis JIBBKJI noknanaioTbcs Ha
LIMPOKE 3aCTOCYBAHHSI HOBITHIX METOMIiB MOJIEKYJISIP-
Horo npoginoBaHHs Ta cekBeHyBaHHsA JJHK ximitun
ux JiMmdoMm. CekBeHyBaHHSI HOBOTO TTOKOJIiHHS BH-
sIBUJIO Oin3bKo 150 mpaiiBepHUX MyTallii, 1110 3 Ti€l0
YUY iHIIIOIO YAaCTOTOIO (IeCh MO 8 TaKMX MyTalliii 3 I1X
150 Ha KOXeH 3 iHAMBiAyaJTbHUX BUMAIKIB JTiMGOMM)
gyctpivatotbes y JIBBKIJI [20]. Xoua kiiHiuHe 3Ha-
YeHHS TUX YU iHIIMX MaTepHiB MyTallill MOKU 3a/Iv-
LIAETHCST HEBITOMUM, MYTALiHUI TTPpOdib NeIKUX
miarpyn JBBKJI yactkoBo nepekpuBaetbes 3 PJI a6o
JIM3, 1o Moxe cBimuuTH abo Mpo TpaHchopMmallio
ux dopm aiMmbom y JIBBKII, a6o npo nesiki 3araib-
Hi IIJISIXW IXHBOTO TMaToreHe3y. 3arajioM, Ha JaHOMY
eTamni BUIIJIEHHS MEBHUX MOJEKYISIPHUX IMiATUITIB
JABBKIJI, HeyTouHeHUX y Kilacudikalii uux giMmdom
BBaXaloTh IepeIYacCHUM.

3rigno 3 BOO3-TJIIT5, okpim ABBKIJI, HeyTou-
HEeHUX BUAINAIOTH e 17 ¢popM B-BenIMKOKITITUHHUX
niMpoM. binbluricTs 3 HUX He BiIpi3HSAETHCS Bil Bif-
noBigHux ¢popm BOO3-TTKJIT4 3 mornsiay ixHbOi 6io-
Jiorii abo kiiHiYHOro 3HaYeHHs. OgHaK BigOylIuch
nesiKi 3MiHM y Ha3BaxX KOHKPETHUX MiITUIIIB yepe3
3arajJibHy 3MiHYy Ha3BU BCiX LIUX (popM came Ik B-Be-
JIMKOKJIITUHHUX niMpoM, ne IBBKJI € nuiie ogHiero
3 miarpyn. Take nepeiiMeHyBaHHS BiJA3epKaIO€ TOM
daxT, mo Audy3HU xapakTep pOCTy He € XapaKTep-
HOIO 03HAKOI0 aOCOJIIOTHO M5 BCiX B-BeMUKOKITITUH-
HUX JiM@pOoM.

Jesiki popmu B-BenMKoOKIIITUMHHUX JiM(GOM HiIOUTO
30BCiM HE3HAYHO 3MiHUWJIM CBOIO Ha3BY, aJie iCTOT-
HO 3MiHMJIY CBOIO CyTh. Hampukian, nuiie yacTuHa
niMbomM 3 miaTuny “B-kiiTuHHA TiMpoMa BUCOKOTO
CTYIIEHS 3J10sIKicHOCTI 3 mepebdynoBoto reHiB MYC it
BCL2 ta/a6o BCL6” 3a BOO3-IIKJIT4 ysiiinuia go
migTuny “JABBKJI/B-kiniTunHa niMmdoma BUCOKOTO
CTYIIeHS 3/I05IKiCHOCTI 3 mepedynoBamu reHiB MYC Ta
BCL2” BOO3-TITJIIIS, axuii 3a CBOIMU MONEKYISIPHO-
0i0TOTIYHUMHM XapaKTePUCTUKAMU YTBOPIOE TOMO-
TEHHY Tpymy, TOIi 1K JiM(poMU 3 TTOABIMHUMU TIepe-
oynmoBamu MYC ta BCL6 € TeTepOreHHUMHU 32 CBOEIO
npupopaoto [21]. OcTaHHi X BU3HAYAlOThCS SIK Tre-
HeTWUYHi miaTunu B-kaiTuHHOI n1iM(GpOMU BUCOKOTO
CTyTIeHs 3JI05IKicHOCTi, HeyTouHeHoi, abo JIBBKIJI,
HeyTouHeHoi. [llomo camoro miatumy B-ximiTuHHOI
JiM(MOMU BUCOKOTO CTYMEHS 3JI0SIKiCHOCTI, HEyTOY-
HEHOI, TO BOHA PO3IJISIAAEThCS SIK TeTepOreHHa rpyra
arpecuBHUX B-xkmiTnHHUX niMdOM, nmpeacTaBIeHUX
KJIITUHAMU CepeIHbOTO pO3Mipy abo 6JacTOiIHOTO
TUITY, IKi HE MOXHa BiTHECTU 0 iHIIMX OiJIbII MEHIII
YiTKO OKpeCJIEHUX TPyl arpecuBHUX B-KIiTMHHUX

niMgom. [lyxe BaxkauBo nudepeHLitoBaTH iX Bif JTiM-
¢omu bepkirra (JIB).

Cepen iHmux B-BeIMKOKIITUHHUX HiMdpoOM, SIKi
3a3HaJd HOMEHKJIaTYpHUX 3MiH, 3a3Ha4nMMoO B-KJ1i-
TUHHY JTiM(POMY BHUCOKOTO CTYIEHS 3J0SKiCHOCTI 3
abepamniero 11q, mo 3a BOO3-I1KJIT4 HazuBanach
“OepkiTTonoaioHa gimdoma 3 abepatieio 11q”. Bu-
SIBUJIOCH, 1110 32 CBOIM CIIEKTPOM MYyTalliii Ta 0co0JIM-
BOCTSIMU T€HOMHOTO AucOanaHcy 1s dopMa OJmxK-
ye no JABBKIJI, monioHux B-kiiTuHaMm 3apoakoBUX
LeHTpiB, aHixX 10 JIb. 3 mpakTUYHOro MOIJSIAY BU-
naaku aiMdoM, sKi 3a MOp(OJIOTIEI0 BUTNISIAAIOTH SIK
OepkiTTomnonioHi, mpu BiacyTHOCTI nepedynoB MYC
CJIiJ aHaJli3yBaTU Ha MpeaMeT nucbanaHcy 3a 11q abu
BCTaHOBUTH HAJICXKHICTb 10 TaHOI HO30JIOTIi.

HoBolo y3araapbHeHOI0 Ha3BOM 1 B-Bennko-
KIITUHHUX JiMpoM, 1o 3’aBunack y BOO3-TJIIIS, €
nepeunni B-eeaurxoxaimunni aimgpomu 6 imynonpueiae-
fiosanux opeanax. 11i nimpomMu po3BUBAIOTHCS B LIEHT-
panbHiit HepBoBiit cuctemi (ILIHC), oui abo sieuky
iMyHOKoMIIeTeHTHUX XBopux. Hatowmicts, JIBBKJI
IHHC, gka icnysana 3a BOO3-ITKJIT4 i Bxoguna no
JABBKIJI, HeyTOuUHEHUX, OKPEMO HEe BUMINISETHCS.

Y BOO3-TJIII5 B-eéeauxoxaimunny aimgpomy, aco-
yillosany i3 nepeeanmaxceHHAM piouHor, BiToKpeM-
JICHO Bil TepBUHHOI JiMdbomu ekcynaTiB. [o0BHOIO
03HAKOI0 BiIMiHHOCTI Bil OCTAHHBOI € BiICYTHiCTh
3B’I3KY 3 iH(EKIIi€I0, IKy CIPUUYMHIOE Bipyc repriecy,
acoluifoBaHuii 3 capkoMoto Karmoiri/Bipyc repmecy
monuHu 8-ro Tumy (BTACK/BIJI-8). ¥ 6aratbox Bu-
nagkax us popma J1iM(OOMU acOLIIOEThCS 13 3arajib-
Ha3Ba). YiTke BUIiNIEHHS Li€l HOBOI HO30JOTIYHOI
(bopMu € nyxe BaXKJIUBUM IS KITiHIYHOI MIPaKTUKH 3
OIISIY Ha 3HAYHO OiNbII CIPUSTIMBUI Mepedir 3a-
XBOPIOBAHHS Ha BiIMiHY BiJ arpeCUBHOI MEPBUHHOI
Jnimdomu excynaris [22].

3amicTh B-kaiTuHHOI niMmpomu, Hekaacudiko-
BaHOI, 3 03HAKaMU, MIPOMIXKHUMU MiX AU(PY3HOIO
B-BenuKokIIITUHHOIO JTiM(POMOIO Ta KJTACUYHOIO JIiM-
domoro Xomxkkina, B BOO3-IJII15 BunineHo media-
cmunaavHy aimgpomy “cipoi 3onu”. BnacHe, 11eit TepMiH
icayBaB i B BOO3-ITKJIT4 nnsg BusHaueHHs JTiMpoM
“cipoi 3oHu” (TOOTO NiMPOM, SIKi YiTKO He miamna-
JalOTh T 03HAKy OAHi€el 3 1BOX (hOpM) 3 JloKaji3a-
Li€I0 Y CEpENOCTiHHI, ajie BiH He OyB y cTaTyci HO30-
JoriuHoi ¢popmu. 3amina tepminy y BOO3-TJITTS —
1le He IPOCTO IMepeiiMeHyBaHHSs, a caMe BUJIiJICH-
Hs JTiM(pOM 3 OUJIBII YiTKO OKpEeCISHUMMU O3HAKaAMU,
BKJIIOYAIOYM iMyHO(EHOTHUIT Ta TIeBHi Npodini exc-
npecii reHiB. Tox, BUMMagKU, sIKi He BKJIaOalOThCs
y 1Ie BU3HaueHHs, ciin BinHocutu no ABBKII, He-
YTOYHEHUX.

Sx okpemy Hozomoriuny dopmy y BOO3-TJITIS
BUIiNEeHO Qibpun-acouiiioeany J/IBBKJI, sika y monepe-
IHiN Kiaacugikalii po3misiganach IK He3aBUUHa (popMa
ABBKIJI, acouiifioBaHoi i3 XpOHIYHUM 3aMajaeHHSIM.
Bona Binpisusierscsa Big JIBBKIJI, acouiitoBaHoi i3
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XPOHIUHUM 3arajeHHsAIM, XapaKTepHUMU MOpdoI0-
TiYHMMU pUCaMU, BiICYTHICTIO iHBa3MBHOTO POCTY Ta
iHIOJICHTHUM I1epeOirom.

IH1i mipTunm B-BenukoxmituHHMX TiMbom y BOO3-
T'JITIS He 3a3Hany CYTTEBUX 3MiH, X0ua, SIK 3a3Haya-
€ThCsI, HAKOMWYEHI JaHi o0 MepedynoB Ta MyTaliit
IeHiB, a TAKOX OCOOJIMBOCTE! TeHHOI eKcrpecii 103-
BOJISIIOTH MepeadauyuT, 0 B MaitOyTHbOMY OYIyTh
BUIiJIEHI HOBI MOJICKYJISIPHI MiATUIIN LIUX JiMbOM.

Busnauenns JIb 3a BOO3-TJITI5 npakTuuHO He
3a3Hao 3MiH. lle arpecuBHi HOBOYTBOpEHHS, TIpe/-
CTaBJIeHi KJIITUHAMU CepeaHiX po3MipiB, sIKi eKc-
npecyoTh MapKepu B-KJIiTUH 3apoIKOBUX LIEHTPiB
(CD10 ta BCL-6), xapakTepu3ylOThCs 3IUTTIM T'€HiB
MYC::IGH ta Bucokum nposiepaTuBHUM MOTEHIlia-
JoM. Ictopuuno sk migTunu JIb po3pi3HsOTh eHae-
miuny JIb, cnmopanuuny JIb ta JIb, acouiiioBany 3
iMyHOmeiuuTOM, SIKi € OiNBIIOI0 MipOIO ermigeMio-
JIOTIYHUMHU 1 KJIiHIYHMMU BapiaHTaMU Ta He BKJIIO-
4yaroThCs K Taki B KJlacugpikauito. Pazom 3 Tum, naxi
MOJIEKYIIPHO-0i0JIOTiYHOTO aHali3y CBimuaTh IMpo Te,
1110 TO3UTHBHA Ta HeraTMBHa 3a Bipycom EnmureiiHa-
bapp (BEB) JIb MOXyTh CTAaHOBUTU IUCKPETHI 06i0s10-
TiYHi IPyNU LIOTO 3aXBOPIOBAHHS, 1110 PO3Pi3HAIOTHCS
TaKoX 3a KJIiHiYHUM nepedirom [23]. Tomy BOO3-
TJITI5S pexomeHaye po3pi3HaTu i asa miatunu JIb.

BOO3-TJIITS mictuth rpyny B-knitunanx JITI3 Ta
gaimpom, acomniifoBannx 3 indexniero BTACK/BIJI-8,
L0 €IHAE 11i 3aXBOPIOBAHHS 3a NATOr€HETUYHOIO O3HA-
Kolo [24]. o naHoi rpyru, 30KpemMa, MOXXHa BiTHeCTH
BI'ACK/BI'JI-8-acouiitoBaHy MyJTbTUILIEHTPUYHY XBO-
po6y Kactnemana (e nooposikicHuM giMmdomnpoide-
PaTUBHUM IIPOLIECOM i TOMY PO3IISIIAETHCS Y paMKax
HOBOI Py MyXJIMHOMOAIOHUX YpaXkeHHs 3 TiepeBa-
J)KaHHSAM B-KJIiTUH Mopsia 3 iHIMMMU JOOPOSIKICHUMU
3axBopiloBaHHsIMU), BIACK/BIJI-8-no3umuene zep-
minomponue JIII3, nepeunna aimpoma excydamis ta
il mo3anmopoxXHWHHMIi/coninHuii Bapiant i BIACK/
BIJI-8-no3umuena J/IBBKJI. OctanHi 1Bi GopMu He-
pinko acouniiioBani 3 BlJI-iHdekuieo ado iHIIMMU
iMyHonegiuuTHUMU craHamMu. Crin 3a3HaYUTH, 110
pi3HMIS MiX oKpeMUMU (GopMaMU 3aXBOPIOBaHb,
acouiitoBanux 3 BTACK/BIJI-8, He 3aBXnu € 4iTKO
BU3HAYEHOIO 1 Psii 03HAK MOXKE CYTTEBO IEPEKPU-
BaTUCh. Jlo Toro x kjituHH, mo3uTuBHi 3a BTACK/
BIJI-8, MoxXyTh BUSBAATUCH Y peakTuBHUX JIB 6e3
TUMOBUX MOPQOJIOTIYHUX TIPOSIBIB, XapaKTePHUX I
3aXBOPIOBaHb 3a3HAYEHOI IPYIIN.

JITI3 Ta nimbomu, acouiiioBani 3 imynonedimuramm
Ta imyHaumu nopymenaavu. Y BOO3-TJIITS BHece-
HO CYTTEBI 3MiHM 1IOI0 Kiaacu@ikallii TaKUX CTaHiB.
B nmonepenHix knacugikauisgx 1i maToJoriyHi cra-
HU PO3TASIAINCh B OKpEMUX pO3AiJiaX BiAMOBIIHO
10 TOTO 3aXBOPIOBAHHS YU iIMYHHOT'O MOPYILIEHHS,
3 AKMM BOHU Oynu moB’s13aHi. OmHaK 3’scyBajiocCh,
o Mop@oaoriuHi o3Haku ta 6iosorig JII3, o
OB’ I3yBaJIMCh 3 Pi3HUMU opMaMu iMyHOIEDILIUTIB,
MEBHOIO MipOIO MIEPEKPUBAIOTHCS, A0 TOIO XK CIEKTP
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iMmyHoneiuuTiB, 3a IKuX BUHUKaIOThL JIT13, 3HauHO
IIMPIINI, aHIXK BBaxkajaoch paHinie. ToMy BUHUKIIA
HEOOXiTHICTh Y KOMIUIEKCHOMY ITiIXO/i JO LIMX MaTO-
JIOTii 3 ypaxyBaHHSIM YHi(hiKoBaHOI HOMEHKJIATYpU
iMyHOIe(ILUMTHUX CTaHIB Ta MOPYILIEHb IMyHHOI pe-
ryasuii. B ocHOBy HOBOi HOMEHKJIATypH TMOKJIaAeHO
IHTerpyBaHHS TiCTOJOTIYHUX O3HAK, acoliallii 3 Bi-
pycamu Ta TuUny iMmyHomeiluTy, Ha TJi SIKOTO BU-
HukatoTh JITI3. Huxye HaBegeHO OCHOBHI (hopMu
TaKUX MaTOJOTiYHUX CTaHiB.

Tinepnaacmuuni 3axeoprosanns 3a ymoe imynooegi-
uyumie/nopyutens iMyHHot pe2yaauii — 11e 100pOsIKiCHI
B-xuiTuHHI mponidepaTuBHI CTaHU 3i 30epeXeHHIM
apxitekTypu ypaxkeHux JIB (Tak 3BaHi HeleCTpyKTUBHi
rinepnasii). Bkiaiouae Tpu TicTOJOTIYHUX MiATATIN:
¢onikynsipHa rineprJaasis; rirnepruiasisg, 110 Hara-
nye iHpeKLiHNIT MOHOHYKJIE03, Ta IIa3MOoLIMTapHa
rinepniasig. CrocTepiraloTbcsl y MOCTTpaHCIIaH-
LiliHOMY TIepiofi, Y XBOPUX Ha CUHIAPOM HaOyTOTO
imyHonediuuty (CHI), iHIMX STpOreHHUX iMyHO-
nediuMTHUX cTaHaX, iMyHoaedilMTax, MoB’a3aHuX
3i cTapiHHSM; HailyacTillle acolliiioBaHi 3 iH(eKIIi€to
BEB. OcHoBHUM MOpPGOIOTIYHUM KpUTEPIEM IS
mudepenLianii ¢pomikyasipHoi rineprniasii Ta ®JI €
OlliHKa PO3MOAiTy Ta IIiIbHOCTI (hOJIiKYJIiB Ta iX MO-
JIIpHOCTI. BaxknuBy posb BifirpatoTh iMyHOTiCTOXiMiv-
Hi METOIY TOCIiIKEHHSI: BUSIBICHHS MOJIiKJIOHAIbHOT
nponaidepanii B- Ta T-niMpouuTiB, BiACyTHICTb €KC-
npecii anturenis BCL-2 ta CD10 (3a3Buuaii no3u-
TuBHa peakiis npu DJI), a TaKoX HaABHICTh TPaHC-
stokatii t(14;18) nmpu ®DJI. INpucyrHicts BED Bu3Haua-
€ThCS 3a JOMTOMOTOI0 iMyHOTiCTOXiMiYHOTO BU3HAYEH-
HSI JIATEHTHMX O1JIKiB Bipycy a0o in situ riopuan3arii
nns BusineHHs manux PHK Bipycy [25].

lNnepruasii, mo HaraayoTh iHOEKIiIHHUI MOHO-
HYKJIE03, XapaKTepU3YIOThCs MapaKOPTUKAIbHOIO
eKCIaHCi€lo 3MillIaHOT MOMmysLii JiMOiqHUX i mia3-
MaTUYHUX KJIiTMH, a TaKOX iMyHOOJacTiB. 3a 3Hau-
Hoi mpoumigepalii iMyHooOnacTiB, ocobauBo CD30-
MO3UTUBHMUX, TiCTOJIOrYHA KapTHHA MOXe HaraayBaTu
rictonorito HXJI. IHoxi criocTepiraloThCst KIITUHU, 11O
HaranyloTh KiiTuHu bepe3oBcbkoro—IllITepHbepra
(xmitunm B-1II) mpu xBopo06i XomxkKiHa. OnmopHUMU
MYyHKTaMU JJis AiarHO3y € 30epeXeHHs CTPYKTYpu
JIB, moniMmopdHuit cknan indinsrpaty (cymim T- ta
B-kxnitun), ¢eHorun B-nimdouutis, xapakrepHuii
11 ocTrepMiHatuBHuX Kt (MUM-17, CD10-,
BCL-67), BincyTHicTb excripecii antureny CD15 ta
KJIITHH, 110 HaraayoTh Kiaituau b-111 [26].

INna3mMoKTiTUHHI rineprasii — pigkicHi 3axBoplo-
BaHHSI, 1110 PO3BUBAIOTHCST Y XBOPUX, SIKi OTPUMYIOTh
iMyHOCYIIpECHBHY Teparlilo Ta/abo mepeHecIu TpaHC-
MIaHTalilo opraHiB. YacTille nmpeacraBlieHi eKcTpa-
HOIAJIbHUMM iH(iNbTpaTaMu, 1110 MIiCTATb ITePEBaXKHO
aTUIIOBO 3MiHEHi MIa3MaTUYHI KIITUHU 3 (DEHOTH -
noMm CD138%, CD20~; cynpoBOIXYIOTLCS MTOSBOIO
MOHOKJIOHAJILHOTO TaparnpoTeiny, MiABUILIEHUMHU PiB-
HSMU JaKTaTaerigporeHasu Ta ,-MiKpOrIooyaiHy
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y cupoBaTLi KpoBi. B TpeTHHI BUIaaKiB BU3HAYAETHCS
3auTTd reHiB MYC::IGH. Ha BinMmiHy Big mjia3mMoKJTi-
TUHHOI (MHOXUHHO1) Mietomu (MM), ypaxenHs KM
He € XapaKTepHUM, JiITUYHi 3MiHU KiCTOK HE OMuca-
Hi, piBeHb KaJblIil0 Y CUPOBATIIi KPOBi HE3MiHEHMIA,
aHeMisl moMipHa, mepebir BiTHOCHO CIIPUSATIUBUIA.
OCHOBHUM Y iaTHOCTUIIi JaHOTO BUAY Tinepriasii €
BU3HaueHHs aHTureHiB BED y minasmatuyHux Kiitu-
Hax [27].

Hoaimopepni JIT13, wo eunuxaroms 3a ymoe imynooe-
diyumie/nopywens imynnoi pezyaauii — neCTpyKTUBHI
3MiHM, 110 TOPYIIYIOTh CTPYKTYpY JIB Ta ypaxkeHux
OpraHiB, OJHAK HE BiAMMOBiNalOTh MOBHICTIO KPUTE-
pisiM TTOCTAaHOBKM AiarHo3y JiMdomu. YacTo po3Bu-
BalOThCS €KCTPAHOAAIbHO, 3aJy4alouu 10 IPOoLeCy
opraHu HUTyHKoBoO-KuikoBoro tpakty, LIHC, tpaHc-
iaHToBaHi opranu. IH}inbETpaT npeacraBaeHuit B- i
T-nimpouunTamu, mIa3sMaTUYHUMMU KJIITUHAMU, TiCTiO-
LIMTaMu, iMyHOOIacTaMM, aTUIMIOBO 3MiHEHUMMU JIiM-
doignumu kinituHamu, KinituHamu b-111 Ta XomxkkiHa.
IMonpu moniMopdizm nonynsauii, B-nimpouuntu 3a-
3BMYail MOHOKJIOHAJIbHI 3a TIepe0yI0BOIO TeHIB BaX-
KMX i JIETKMX JJaHLIOTiB iMyHOr100ymiHiB. KiniTuHu
mictate anturenn BEDB. Iudepenuiitnuii giarHo3 3
HXIJI Ta nimpomoro Xomxkina (JIX) ycknagHeHuU,
0a3yeTbCcs Ha MOEMHAHHI MogaiMopdi3zMy MOyl
3 MOHOKJIOHaJIbHiICTIO B-nmiMdouuTiB Ta HassBHOCTI
antureHiB BED, a Takox KJIIIHIYHUMM JaHUMU TaLli€H-
TiB. [1epebir HeBU3HAYEHMIT, MOXKIMBA TUCEMiHALLis
Ta rmporpecis nmpotecy [28].

BEb-no3umuena eupasxa cauzo60i 00010uKu/mKipu
SIK CAMOCTilfHa HO30JIoTiYHa ofuHUL onmucaHa 'y 2010
poui [29]. 3a3Buyaii mpencraBieHa K i30JbOBaHa
BUpa3Ka CAU30BOT 000JTOHKU POTOBOI MOPOXKHUHU
(52% BunanxiB), wmkipu (29%), NUTYHKOBO-KMIIIKO-
Boro TpakTy (19%). Po3BuBa€eThcs y naili€HTiB, SIKi
OTPUMYIOTh IMYHOCYIIpeCUBHY Tepamnito (56%), npu
MEPBUHHUX iMyHOmedinuTHux craHax (4%), B ocib
noxuioro Biky (40%). ¥ 6ionTaTax BUSIBJISETbCS iH-
¢inpTpaniss aTMNOBUMHU JTiM(POIAHUMU KIITUHAMU,
IUIa3MaTUYHUMMU KJIIITUHAMMU, TiCTIOUUTAMU, €03UHO-
¢inmamu, 3ycTpivyaroThCsl KJIITUHU, 1110 HATaayIOTh KJTi-
tuHu b-1II Ta XomxkiHa. IMyHOOJaCTH MalOTh TUITO-
Buit penorun: CD30T, MUMI1*, PAX5T, OCT-2";
ekcripecia antureHis CD20, CD45, CD15, CD79a
ta BCL-6 Moxxe BapitoBatu. AndepeHuiiiia giarHoc-
tuka npoBoauthbes 3 JIBBKJI ta JIX. Auturenu BEbB
BUSIBJISIIOTBCS B iIMyHOOJ1acTax, M1a3MaTUYHKUX KT -
Hax Ta Manux B-nimdouunrax. Y moaoBuHi BUNaaKis
B-nimdoinHa momnyJsiiisi MOHOKJIOHaNIbHA. Y OiblIOo-
cti BunazaKiB 1151 BEb-nmo3utuBHO1 BUpa3ku cln30BoO1
00O0JIOHKU/IIKipU XapaKTepHa CIIOHTaHHA perpecis,
MpU MEePCUCTYBaHHI 200 pelMAUBI MoKa3aHi Teparis
MOHOKJIOHAJIbHUMU aHTUTiJIaMU, CIIPSIMOBaHa IIPOTH
antureny CD20, BuganeHHst abo orpoMiHEHHS ypa-
JKEeHHd, pigire — Teparisa y pexxumi R-CHOP [30].

Jimpomu, wo eunuxaromo 3a ymoe imynodediyu-
mie/nopywens imynnoi peeyaayii. J1o HUX HajexXaTh

JITI3, g9Ki po3BUBAIOTLCS Y XBOPUX 3 TIEPBUHHUMU
Ta HaOyTuMu iMmyHoaediuuTHumMu ctanamu (BIJI/
CHI, imyHoCcyrnpecuBHa Teparmis IicJisi OpraHHoi
TpaHCMJIaHTalil, TpM JiKyBaHHI peBMaTOITIHUX 3a-
XBOpIOBaHb). ['pymna rereporeHHa, HallOIbLI Xapak-
TEPHOIO KJIiHIYHOI0 03HAKOIO € YacTa eKCTpaHoIaIbHA
JloKaji3allisi MepBMHHOIO BOTHUINA. AcolilioBaHi 3
iHpikyBanHsaMm BEDB Ta, piguie, iHImMMu BipyCHUMU
areHTaMu.

Cepen BIJI-iH(pikoBaHUX YacTOTa PO3BUTKY JIiM-
¢doMm migBuIEeHa, 32 JAHUMU Pi3HUX aBTOPIB, y 60—
100 pasiB. Hait6inbm xapaktepaumu € JIBBKJI, mep-
BUHHAa JliMmpoMa eKcyaariB, ia3MobiacTHa JiMgoma,
JIb, nepsunna nimpoma LIHC. BinHocHa yacTtoTra
JABBKIJI, JIb Ta inmux ¢popm nimdom cepen BIJI-
iHpikoBaHux ckiagae 50, 40 ra 10%, BiamoBigHO.
V 3B’13Ky 3 aKTUBHUM 3aCTOCYBaHHSIM TIPOTUBIpYCHOL
Tepartii yactota giMmpom cepen BIJI-iHpikoBaHuX mo-
CTYIOBO 3HUKYEThCSI, ajie BOOHOYAC 3POCTAE PUBUK
po3sutky JIX [31].

Ilocmmpancnaanmauiini JII13 (IIT/II13) y 6inb-
IIOCTi BUMAAKiB PO3BUBAIOTHCS B MEPIINI PiK Micst
TpaHciuiaHTawii (85%). Yacrora ix po3BUTKY cTa-
HoBUTh 0,8—2,5% y peuumnieHTiB Hupok, 0,5—-5,0%
migmayHkoBoi 3ano3u, 1,0—-5,5% — mnedinku, 2,0—
8,0% — cepus, 3,0—10,0% — nerennb, 61uzbko 20,0%
MpY TpaHCIUIAHTAallil 1eKiJbKOX OpTaHiB, reMoIioe-
TUYHUX CTOBOYPOBMX KJIITUH a00 KMILIKiBHUKA. Pi3-
HULIS TIepenyciM 3yMOBJIeHa iHTEHCUBHICTIO Ta TpUBa-
JIICTIO MPOBEAEHHS iMyHOCYIIpecuBHOI Teparrii. Tak,
IpU TpaHCIUIAHTAaLlil FeMOTTOETUYHUX CTOBOYPOBUX
KJIITMH TPU MiATOTOBII MalliEHTa M0 TpaHCIJIaHTa-
11ii 3a yMOB 3acTocyBaHHS LMKJIodochaminy pusuk
po3sutky ITTJII3 HabnMXy€eETbCS 1O HYJIS, a 32 BU-
6ipkoBoi enimiHalii T-1iM(GOLMUTIB CTAHOBUTD TTOHA]T
20%. Pusuk poszButky [1TJII13 npu TpaHcmaaHTa-
1Iii opraHiB BiJg HeCcroOpigHEHUX JOHOPIB CTAHOBUTD
4—10%, Bin cnopinHenux — 1—-3%. OcobauBicTio
pannix ITTJIT3 (nepumii pik micasa TpaHcIIaHTAaLlii)
€ inpikyBanHs BEDB, Bucoka yactora JIBBKJI, mo-
pas3ka TpaHcrniaaHToBaHoro oprany. ITizui ITTJITT3
(MK po3BUTKY 5—7 pOKIB ITicJs TpaHCIIaHTallii) 3a-
3pnyait BEb-HeratuBHi, eKcTpaHOOAIbHI, MiIBUILEHA
yactora JIX ta JIb [32].

o HXJI, nos’s13aHux 3 imyHOAe@illuTOM 0OCib 1o~
xuaoro Biky, BinHocsaTh BEBb-nmo3utusny JBBKIJI
Ta BEB-nmo3uTuBHY Bupa3Ky CiIu30BOi 00010HKMU/
wKipu [33].

JII3 ma aimgpomu, acouivioéani 3 épooxceHumu
iMyHHUMU nopywenHamu. J10 HUX HaJeXaTb MOJIiKJIO0-
HaJIbHi, OJIITOKJIOHAIBHI Ta MOHOKJIOHAJIbHI TIpoJTidhe-
pauii 1iM(pOITHUX KIITUH Ha TJi KJIiHIYHUX MPOSIBiB
MEPBUHHOTO iMyHOAE(MILIMTHOTO CTaHy a00 MOpPYIIEHb
iIMYHHOI peryJisiii. Y XBOpuX 3 BpOIKEHUMU iMyHHU -
MU TTOpYLIEHHSIMU MOXYTh BUHUKATH K JIT13, cne-
U (IivHI 1T KOXKHOTO 3 TIEpBUHHUX iMyHOIE(DillUTIB,
Tak i 3aXBOpPIOBaHHS, SIKi 3a3BMYaii acolliiioBaHi 3
BTOPUHHUMMU iMyHozaediuntamu. Kinacudikauis 6a-
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3YETHCS Ha MOP(ONOTIYHUX TIPOsIBAX ypaskeHHs, Ha-
SIBHOCTi O3HaK BipyCHOTO iH(iKyBaHHS CyOCTpaTHUX
KJIITUH, KJIiHIYHUX MPOosIBax iMyHOAeDiIMTHOrO CTaHy.
V nauieHTiB BUSBASIOTLCA SIK Tinepriasii 6e3 mopy-
1meHHs cTpykTypu JIB (BuiieonucaHni domikyaspHa
rinepriasis; rinepriasis, 1o Haraaye iHpekuinHuii
MOHOHYKJIE03, Ta TJIa3MOLUTapHa TinepIuiasisa), Tak
i moniMopGHi AeCTPYKTUBHI rinepruiasii it simomu.
Haiiuacrime Bci 3a3HaueHi popmu JIT13 po3BuBaoThCS
cepel XBOpUX Ha aTakciro-TenaHrioekrasiio (30% ce-
pen ycix BUIaJIKiB OHKOTeMaTOJIOTIYHMX 3aXBOPIOBAHb
cepel XBOpHMX Ha MEPBUHHI iMyHomediuuT), Bapia-
OenbHMI 3arajibHU iMyHOonediuuT (24%), cuHaApOM
Bickorra—Ounapinxa (24%), BaxXkuit KOMOIHOBaHU I
imyHonedinut (8%), nediuut IgA (8%), X-3uernieHy
arammarsioOyiiHemito (4%), X-34eraeHuil CUHAPOM
IgM rineprino6yinemii (3%) [34]. HaitnommpeHiim-
mu JIT13 cepen XxBopux Ha MEPBUHHI iMyHOAE(DilIMTHI
cranu € HXJI (48,6%) Ta JIX (10,0%), pu3HuK pO3BUTKY
AKMX TigBuileHuit y 2—4 pasu. JIBBKJI giarHoctyiorh
y 38,2% Bunankis [35].

Posmupeno i nmepenik iMmyHoneilMTHUX CTaHIB,
SKi MOXYTb OyTH acouiiioBani 3 JITI3. 3okpema, po3-
msinatotbes JITI3 BHacninok xiMioTepamii myXJauH.
OnHUM 3 (paKTOPiB MOXKYTb OYTH TaKOXK BiKOBi MOpY-
LIEHHS iIMYHOJIOTiYHOT YHKIIiT (“cTapiHHSA” iMyHHOIL
CUCTEMM).

Ha Ham nmomisin y MaiitOyTHbOMY 3aCJyTOBYIOTh
po3mIsay i Taki (haKTOpHU SIK XpOHiYHa Jisl i0Hi3yBaJb-
HOTO BUITPOMIiHIOBaHHS [36] Ta iMyHHI IMOpYLIEHHS,
cnpuunHeHi nanaemiero COVID-19 [37].

JIX — JIT13, sike po3BUBAETHCS BHACTITOK TpaHC-
¢dopmauii B-nimdpouuriB 3apoakoBoro ueHTpy JIB i
XapaKTePU3YEThCS BiIHOCHO HU3bKUM BMiCTOM 3JI0-
SIKICHUX KJIITUH Y MiKPOOTOUYEHHI peakTUBHO 3MiHe-
HUX KJIITUH. 3a 0i0JIOTIYHMMU Ta KJIIHIYHUMM O3HaKa-
MU PO3IIJISIETHCS Ha IBi OKpeMi HO30JI0TiUHI OMMHMIII:
kinacuuHa JIX (kJIX; 95% BunankiB) Ta HOLYJISIpHUIA
BapiaHT JIX 3 nmepeBaxaHHsaM giMbounTis (5% Bu-
naakis JIX).

IMpuHUuMoBMX 3MiH B Kinacugikanii JIX y BOO3-
I'JITI5S He BinOynoch, Xo4ya 3a3HA4Ya€ThCS, 110 3 KJIi-
HiYHOIO MOIJISIAY LIei MOIij BTpaTUB IMPOTHOCTUYHE
3HAYEHHS 3 BUKOPMCTAHHSIM Cy4aCHUX IMPOTOKOJIiB
nikyBaHHs. Pazom 3 tum, 1i aBi popmu JIX cyrTeBo
Pi3HATBCS 3a KIIHIYHUMU Ta Oi0OJOTIYHUMU 0COOIU-
BOCTSIMU.

OCHOBHOIO JiaTHOCTUYHOIO 03HaKoI0 KJIX € ipu-
cyTHicTh kiituH b-11I. Ile Benuki gBosimepHi abo 6a-
raTosiIepHi KJIITUHU 3 HiX)KHOIO CTPYKTYPOIO XpOMAaTH -
HY, YiTKOIO SIIEPHOI0 MEMOPAHOIO, OMHUM BEIMKUM
SAepLEM B KOXHOMY 3 s1iep, HIHUPOKOIO IIUTOIIA3-
morto. KimitnHu XomkKiHa — OTHOSIIEpPHUI BapiaHT
3 aHAJIOTIYHUMU MOP(OJIOTIYHMMU O3HaKaMu. My-
MiiKkoBaHi KJIITUHU — 1€ AeTeHepaTUBHO 3MiHEHi
xaituau b-11I Ta XomxkkiHa 3 MIKHOTUYHUMU siApaMu
Ta KOHJIEHCOBaHOO 1uTorniaadmMoro. Lli Tpu Tunu giar-
HOCTMYHUX KJIITUH Yy Pi3HUX MPOTOPLIsSIX IPUCYTHI
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mpu Bcix BapianTax kJIX. JlomatkoBo, mIs1 BapiaHTy
HOAYISPHOIO CKJIEPO3y XapaKTepHi TaK 3BaHi JIaKy-
HapHi KJIITUHU 3 IIHMPOKOIO CBITIO0I0 MiHUCTOIO IIUTO-
I1a3Mol0, sIKa 3a3BUYaii He BUJHA MPU TiCTOJIOTIYHi
00po061Ii MaTepiany, CTBOPIOIOUM e(PEKT MOPOKHBOTO
npoctopy (nmakyHu) HaBkojo sgaep. Kimitunu b-11
CEKPEeTYIOTh IIUTOKIHU, 1110 00YMOBIIIOE MMPUCYTHICTh
KJIITUH MiKpOOTOUYeHHS (iHTepJieiiKiH-5, TpaHcdop-
MYIOUUii ¢pakTop pocTy OeTa, iHIIi).

®enotun kiituH B-11I npu Bcix MmopdooriaHux
BapiaHTax KJIX omHakoBuii. KiiTuHu ekcrnpecyoThb
anturenu CD30, IRF4/MUM]1, CD15, PAX-5, CD25,
HLA-DR, ICAM-1, dacuun, CD95 (APO-1/FAS),
TRAFI1, CD40, CD86. IlepeBaxxHO HEraTUBHI Mpu
IOCHiAXeHHi 0inbmocTi B-KITITHHHMX aHTUTEHIB
(CD20, CD19, CD79a), onHaK y HUX BioZOYBa€TbHCS
eKCIpecisl KIOHAIBHO MepeOyaI0BaHUX IeHiB BaXKHX
JIAHIIIOTiB iIMYHOTJIOOYJIiHIB 3i 3HAUHOIO KiJIbKiCTIO
MyTalliii, 110 BU3HAYAETHCSI METOIOM IOJiMepa3HOi
JIAHIIIOTOBOI peakilii. HeratuBHi 3a aHTUTeHOM erTiTe-
mianbHux MemopaH Ta CD45. Auturenu BED BusiBnsi-
10Thes1 y 40% BUMAAKIB y XBOPUX y KpaiHax 3axigHoi
€sponu, 10 90% Bunaznkis cepen BIJI-iHdikoBaHux
nauieHTiB. JliMmpoinHMIT KOMIIOHEHT — TIepeBaXx-
Ho T-kaitTuHu 3 excripecieto antureHis CD3, CD4,
CD57.

KJIX moninseTbcsl Ha YOTUPU MOP(POJIOTIYHUX Ba-
piaHTH.

BapianT HomynsgpHOro cKiaepo3y (HainOiIbII yacTuii
BapiaHT, 40—50% ycix Bunaakis kJIX) xapakrepusy-
€TbCSI CKJIepO30BaHoIo Karcynoto JIB Ta HasgBHicTIO
BOJIOKOH KOJIareHy, 10 MPOXOASITh Yepe3 MapeHXiMy
OpraHy Ta pO3IiISIOTh MyXJIMHHY TKAHUHY Ha JOJbKH.
Mix Humu po3sramoBani kiniTuHu b-1I Ta ix BapiaH-
TH, JIAKYHApHi KJIITUHM Ta 3HAYHA CyMilll JIiM(pOLUTIB
MaJIoro po3Mipy, ricTiouuTiB, €03UHODIiB, HEHTPO-
¢iniB. Yacrille XBOpirOTh XXiHKH (X04a B LIJIOMY CITiB-
BiTHOIIIEHHS YOJIOBiKiB Ta XiHOK pu KJIX nopiBHIOE
1,3 no 1,0), mporHo3 cupusITIMBUIA.

IMpu 3mimaHo-kJiTMHHOMY BapiaHTi (20—25%
ycix Bunankis JIX) apxitektypa JIB cTepta, Kancyna
He MOTOBIIeHa, KOJIareHOBi BOJIOKHA BiacyTHi. Lleii
BapiaHT TmepeBaxHo acouiitoBanuii 3 BEb ta yvacri-
e crioctepiraerbes y BIJI-iHpikoBaHMX MalieHTIB.
ITporHo3 BimTHOCHO HECTIPUSTIUBUIA.

BapianT, 6aratuit nimpouuTamMu, BiTHOCHO pin-
kuit (5—15% ycix Bunankis JIX), xapaKTepu3yeThCsi
MPUCYTHICTIO MooanHOKUX KiiTuH b-1II B oToueHHi
BEJIMKO1 KilbKOCTi Manux JiMm@ouutiB. HeliTpodi-
JIV Ta €03MHOGIAN MPaKTUYHO BiAcyTHi. [IporHos
CIIPUSITIIMBUM.

Menir HixX y 1—5% XBOpUX IiarHOCTYEThCS Ba-
piaHT 3 niMpOITHUM BUCHAXKEHHSIM, IJIs IKOTO Xa-
PaKTepHUM € MIPUCYTHICTh YMCIeHHUX KIiTuH b-111,
XomXKiHa, BOrHMILA CKJIepo3y Ta HeKpo3y. [Iporuos
BimHOCHO HecnpusTIuBuii [38, 39].

Hooyaspuuii éapianm JIX 3 nepesaxcannam aimgo-
yumie XapakTepu3yeThCs MepeBakaHHIM 3JI0SIKICHO



MOMNAL HA NMPOBJTEMY I —

TpaHc(OPMOBAHUX JTIMMOITHUX KJTITUH Y MiKpOOTO-
YeHHi peakKTUBHUX JiM(GOLIMTIB MaIoOro po3Mipy Ta
ricTioluTiB 3a BigcyTHOCTI KiacuyHux KiaituH b-111
Ta XomxkkiHa. TpaHncdopMmoBaHi TiMpOIaHI KAITUHA
BEJIMKOTI'O pO3Mipy, MalOTh OJHEe ad0 JeKijabKa IOJIi-
MOpP(MHUX siaep 3 BUPa3HUMMU SIACPLSMU, OTPUMa-
JIM Ha3BY “MONKOPH-KAITUHU”, abo LP-knituHn
(awnen. lymphocyte-predominant (LP) cells). ®@eHo-
tun LP-K7IiTUH Binpi3HSETHCS Bil KJIACUYHUX KITi-
tiH b-111. Bonu CD20-, CD79a-, CD45-n1o3uTuBHi,
toni sik antTureHu CD30 it CD15 He Bu3HavaloThCs
(151 mopiBHAHHA heHotun kiitud b-11: CD20-/1ow,
CD29~/1ov CD45-, CD30*, CD15") [40].

3a XxapakTepoM POCTY pO3Pi3HSIOTH IIiCTh TiCTO-
JloriyHuX BapiaHTiB [41]:

e BapiaHT A: KJIaCUYHUI HOAYJISIPHUM picT;

e BapiaHT B: 3mienoniOHuit HOMyAIpHUI picT 3

00’e€IHAHHSIM HOIYJIiB MiX c00010;

e BapiaHT C: HONYJISPHUIA PiCT 3 eKTPAHOIATHHOIO

nokanizauiero LP-ximiTuH;

e BapiaHT D: HomynsipHuii pict, 30araueHui

T-nimpounramu;

e BapiaHT E: nudy3nuii pict 3 T-KJITITMHHUM OTO-

yeHHsM, 1o Haraaye JK/IBJI;

e BapiaHT F: nudy3Huii pict 3i 36arayeHHIM

B-nimMmpouutamu.

BusHayeHHsT OKpeMUX TiCTOJOTIYHMX BapiaHTiB
BaKJIMBO IJIs1 OLIHKU MPOTHO3Yy mepediry 3axBo-
pioBaHHs: 3a BapiaHTiB C—F xBopi yacrile MaloThb
OiTBII PO3TOPHYTY CTAil0 3aXBOPIOBAHHSI HA MOMEHT
JIiarHOCTUKU Ta MiABUIIEHU PU3UK PO3BUTKY PELIM-
JTABY.

IIpencraBHUKM Y0JIOBIYOI CTATi XBOPIIOThH YacTille
(cmiBBimHOIIIEHHS YOJOBIKiB/XKiHOK JHOpiBHIOE 3:1).
V 1inomy, NporHo3 3aXBOPIOBAaHHS CIPUSTIUBUI.
IlepeBaxkHa OiNBIIICTHL XBOPUX MiarHOCTYETHCS Ha
I—II cragmisx nmpouecy, 10-piyHe BUKUBAHHS XBOPUX,
JiarHOCTOBAHMX Ha paHHIX cTafdisx Mpolecy, CTaHO-
BUTh Oiibill Hixk 90%. PeunauBu crocrepiraloThbes
y 10—15% xBopux, y cepeaHboMy yepe3 3—6 poKiB
MmicJisi BCTAHOBJIGHHS iarHO3y Ta MPOBEIEHHS Mep-
BUHHOI Teparii [42].

NYXJIMHU 3 NANA3SMATUYHUX KJTITUH
TA NAPAMPOTEIHEMIT

VY oMy po3nisii HoBOi Kiacudikallii 3Ha4HO po3-
LIMPEeHa I'PyIia MOHOKJIOHAJbHUX raMMAaNarii, 10 sIK1X,
KPiM MOHOKAOHAALHUX 2AMMANAMIL HEGUIHAMEHO020 3HA -
uenns (MI'H3), BKIIIOUEHO TaKOX X80p0o0y X040008uUx
azaromuninie (XXA) Ta MOHOKAOHAABHY 2ammanamiro
3 ypaxceuuam nupox (MTI'YH).

XXA — ayroimyHHa remoJjiiTudHa aHeMist (AITA),
1[0 OMOCEPENKOBYEThCS XOJIOAOBUMU arIIOTHHIHAMU
BHACJIiZ0K MOHOKJIOHAJIbHOI Mpoutidepanii B-nmimbo-
LIUTIiB, sIKa He BiAMOBigae KpUTepiaM MOCTaHOBKU
nmiarHos3y B-kimituHHOT miMpomu. XXA BiIpi3HIIOTH
Bin BropuHHOI AITA 3 X0/I0MOBUMM arJlOTUHIHAMMU,
00yMOBJIEHOI BipyCHUMU iH(EKUisIMU, ayTOIMYHHU -

MU 3aXBOPIOBAHHSIMHU TOIIO (3a3BUYail MOJIIKJIIOHAJb-
HUI1 XxapakTep rnpoJidepariii B-mimdouuris).

Yacrora XXA cknagae 1,0—1,8 Ha MinbiioH MenI-
KaHIIiB, BUIIA y KpaiHaxX 3 XOJIOAHUM KJIiMaToM, Ha i
yacTKy npunanae 1o 15% ycix sunankis AITA. XBopi-
I0Th 0COOM MOXUJIOTO BiKy, yacTinie XiHku. Cam Tep-
MiH “XOJIOMOBUI arIIOTUHIH” TIOB’I3aHUI HE CTITbKU
3 KJIHIHIYHOIO CUMIITOMATUKOIO, CKiJIbKM i3 (paKTOM
CMOHTaHHOI armoTUHALIil IgM B KpOBi TaK1X XBOPUX,
1110 BUABIISEThCA in vitro tipu 4 °C.

XBopoba oO0ymMoBieHa npoJidepaliero B-nmiMmpo-
LIMTIiB, 110 CEKPETYIOTh nepeBaxkHo IgM B KkombiHa-
uii 3 kanmna jerkuMu JaHioramu Ig (90%). OcHoB-
Hi KJIIHIYHi MPOsIBM 3yMOBJIEHI 3B’ s13yBaHHAM IgM
3 MeMOpPaHOIO epUTPOLMTIB, aKTUBALIIEI0 CUCTEMU
KOMILIEMEHTY B YMOBaX 3HUKEHOI TeMIlepaTypu Ta
reMOJIi30M EpUTPOLIUTIB. XOJI0I0BI aTIIOTUHIHUA YaCTO
EKCIIPECYIOTh BaXKi JaHIIoTU Ig, 1110 KOAYIOThCS re-
HoM [GHV4-34. Haituactime B KM BUSIBIASIIOTD JTiM-
doinHi arperatu, 10 SKUX MOXYTb BXOAUTH ¢ Mia3-
MaTUYHIi KJITUHU, X04a BiICOTOK OCTAaHHIX Y LIiJIOMY
He miaBuiieHuit (2—10%). Jlimpouurn MaioTh heHo-
tun kiaituH JIM3 (CD19-, CD20—-, CD22—-, CD79b—,
FMC7%, CD23-; inoni CD5™), cX0Xi LIMTOre HETUYHi
aHoMalJii (yacTkoBa abo IMMOBHA TPUCOMisSI XPOMOCOM 3,
12 a60 18), omHaK >XXOMHMX MPOSIBiB eKCTpaMeayIsap-
HOTO Ipollecy HeMa€e. TUIIOBUMU MOJIEKYJISIDHUMU
MOPYILIEHHSIMU € MyTallii reHiB KM T2D (xoxye Ji-
suHcneundiuny metunrtpancdepasy 2D) i CARDI1
(konmye 06imok-11, 110 MiCTUTh TOMEH PEKPYTYBaHHS
kacna3s). [IporHo3 cnpuarnusuii, TpaHcdopmailis y
Ginbin arpecuBHi ¢popmu JITI3 BimOyBaeTbcst pigko
(3—4% npotsirom 10 pokiB) [43].

MTH3 — 6e3cMMNTOMHI Tepea3a0saKiCHi cTaHU,
IO XapaKTepU3YIOThbCs MpoJjidepaliero mia3maTud-
HUX KJIITUH, TIPUCYTHICTIO Y CUPOBATLi KPOBi MOHO-
KJIOHaJbHOTO iMyHOII00YIiHY (10 30,0 r/7), BMicTOM
rasMaTuyHuX KIiTiH y KM menm Hixx 10%, BigcyT-
HiCcTIO aHeMii, rinepkanbllieMii, JITHYHUX ypaXeHb
KiCTOK, HUPKOBOI HeAOCTAaTHOCTI. JliarHOCTYIOThCS Y
3% oci6 BikoMm Bia 50 pokiB.

Po3zpisustors nBa Tunu MI'H3 — 3 cekpeuieto
IgM (IgM-MT'H3) Ta imyHOr00y/1iHiB iHIINUX KJIaciB
(IgG, IgA, IgD). IIpu MTI'H3 yacTto BigOyBaeTbcs
nmporpecis 3 po3BUTKoOM MM, MakporioOyiaiHeMmii
Banbnencrpema (MB) (okpemuii minTun npimdornias-
MOLUTAPHOI JIiMPOMU B cydacHii Kiaacudikalii) Ta
inmux JITI3. IgM-MT'H3 posrnsimaetrscs sIK cTaH,
TicHo noB’s13aHuit 3 MB. lle 6a3yeTbcst Ha BUCOKII
4acTOTi BUABJIEHHS MyTauii MYDS8SL265P y xnitnHax
000x 3axBopioBaHb (10 80% Bunankis IgM-MI'H3,
90% Bunankis MB). I'en MYD&S xonye peLentop
xemokiHy CXCR4, mogBa MyTauii nIpu3BoOaUTH 10
KOHCTUTYLiITHOT akTuBAallii (hpakTopa TpaHCKPUITLIii
NF-«B ta cnipusie B-knituHHii nponigepanii. On-
Hak, yactoTa iHmwux myrtauii npu IgM-MTH3 3Ha-
YHO MEHIIIa, 30KpeMa Jiejiellisi XxpoMocoMu 6q 3ycTpi-
YaeTbCcsd y MOJOBUHU XBopux Ha MB i He onucaHa
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I rrornda HA MPOBJIEMY

npu IgM-MTI'H3. Pusuk po3Butky MB y nmauien-
TiB 3 IgM-MTI'H3 nigBuiennii y 262 pasu, mopis-
HSIHO 3 16-KpaTHUM ITiABUINEHHSM PU3UKY iHIIUX
JITI3 [44].

Y BOO3-TJIII5 nns ctpaTudikallii XBOpUX 11010
BiporinHocTi po3BuTtKy JIT13 y nauienTiB 3 MI'H3 Bu-
KOPUCTOBYEThHCS Miaxin, 3ampornoHoBaHuit S.V. Raj-
kumar Ta cmiBaBT., a camMe OlliHKa TpboX (aKTOpPiB
pu3uKy: 1) cniBBiZHOIIEHHS Kalma Ta JsM0mia Jier-
KHUX JIJAHIIOTiB iMyHOTJI00YJIiHiB BUIle a00 HUXYeE
pedepenTHnx 3HayeHb 0,26—1,65; 2) cekpeuig IgM
abo IgA; 3) cupoBaTKoBHi1 piBeHb MOHOKJIOHAJILHOTO
iMyHoroOyniHy Buiie 3a 15,0 r/a. 3a BincyTHOCTI ycix
3a3HavYeHUX (PAKTOPiB aOCOMIOTHUI PU3UK Mporpecii
npotsiroM 20 pokiB cTaHOBUTH 5%, 3a HAsIBHOCTI OJ1-
Horo 3 Hux — 21%, nBox akTopiB — 37%, ycix TpbOX
dakropiB — 58% [45].

MTYH — BiTHOCHO HOBa HO30JIOTiYHA OMMHMUIIS
(Tepmin BBeaeHuit y 2012 p.). 3rinHo 3 OHOBJIEHUMU
KputepisiMu MixKHapOIHOT IPyIy AOCHTiIKEHHS HUPOK
i MOHOKJIOHAJIbHUX TaMManariii, kpurepismu MI'YH
€: ypaxXeHHs ofHiel a00 TBOX HUPOK BHACIIIOK TIpsi-
MOi Ta ornocepeaKkoBaHOl HE(PPOTOKCUUHOCTI MOHO-
KJIOHaJIbHOTO Ig; HasIBHICTh KJIOHAJBHOI MpoJiidepa-
1ii B-nmiMpouuTiB ab0 mia3MaTUUYHMUX KJIITUH, 110 HE
BUKJIMKA€E MYXJIMHHO-aCOLIMOBAHUX YCKJIaIHEHb Ta
He BiIoBiga€e Oyab-IKMM IMTOTOYHUM reMaToJIOTiYHUM
KPUTEPIisIM IIJIg MpOBeAeHHS creln@iuyHoi Teparii
[46]. TemaTonOTiuHI MOKA3HUKM OIJIBIIOCTI MALIiEHTIB
BiITIOBigalOTh TakuM 3a giarHo3y MI'H3. JliarHos
MI'YH BCTaHOBIIOETHCS HA OCHOBI TiCTOJOTiIYHOTO
MOCIIIXKEeHHS YpaXXeHUX TKAHUH HUPOK 3a MPUCYT-
HOCTi a00 BiICYTHOCTI I€IO3UTiB iMyHOIJIOOYJTiHiB,
JIeTalbHIl YIBTPaCTPYKTYPHIll XapaKTepuCTUlLIi Aemo-
3utiB. MI'YH xapakTepusyeTbcsl TpboMa BaXKJIMBUM
O3HaKaMU: Pe3UCTEHTHICTh N0 iMyHOCYITPECUBHOI Te-
parii; BUCOKa 4acToTa pelMIUBIB MicJsl TPAHCILIAH-
tawii HUpoK (1m0 90%, Ko raMManarisi IepCUCTYE);
pu3uk TpaHcdopwmariii B JII13 [47].

3axBoproBaHHS, MOB’A3aHi 3 BiAK/IaJIeHHSIM MOHO-
KJIOHAJILHOTO iMyHOIOOYJiHy. [pyIia BKJloYae aMijioi-
1103, acOllilioBaHUIi 3 iIMyHOIJI00yJIiHAMU, Ta XBOPOOY
BiKJ1aIeHHSI MOHOKJIOHAJILHOTO iMYHOTIJIOOYITiHY.

Aminoido3, acouiiiosanuii 3 iMmynozao0yainamu —
3aXBOPIOBAHHS, CIIPUYMHEHE BiAKIaJeHHSIM Y TKa-
HUHaX (parMeHTiB JIeTKMX a00 BaxKKUX JIAHIIIOTiB
iMYHOTJIOOYIIiHIB, 110 MPOAYKYIOTHCS MATOJOTIYHUM
KJIOHOM TIJIa3MaTUYHUX KIiTUH. KliHiuHI cumMnToMu
BU3HAYAIOThCSI YpaxkKeHHSIM OKPEMUX OpraHiB, ajie 3a-
3BMYall BKJIIIOYAIOTh CepleBY HEMOCTATHICTh 3i 30epe-
JKEeHOI0 (hpaKIli€lo BUKUIY, HEPPOTUUHUI CUHIPOM,
nopyueHHs1 QYHKIIT TTeYiHKu, nmepudepudHy Hel-
pomarito Ta o3Haku MI'H3 a6o tinitouoi MM. [iar-
HO3 0a3yeThCsl HAa BU3HAYEHHI BiZKiageHb aMiIoiny
npu 3abapsiaeHHi KoHro yepBonum. /Ins crpatudi-
Kallii XBOpUX 11010 TIPOTHO3Y BUKOPUCTOBYIOTH I10-
Ka3HUKMU (PYHKIIOHATBHOTO CTaHY KapHaiOMiOIIUTiB
(piBeHDb ceplIeBOro TPOMOHIHY Oinbin Hix 40 1r/Mi
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Ta N-TepMiHAJIbHOTO ITPOTOPMOHY MO3KOBOT'O HATPiii-
ypeTUYHOTO nenTuay oiabur Hix 1800 rir/mi) Ta Bpa-
XOBYIOTb ITiIBUILIEHHST KOHLIEHTPAllii OHOTO 3 BiTbHUX
JIETKMX JIAHIIOTiB iMyHOIIOOYJIiHIB B CUPOBATIIi KPOBi
i3 MOpYIIEHHSAM iX HOpMaJbHOTIO CIiBBiAHOIIEHHS
[48]. JlikyBaHHS cIpsIMOBaHO $IK Ha MOJOJIAHHS Cep-
1IeBOi/HMPKOBOI HEIOCTATHOCTI, TaK i Ha epaauKalliio
MyXJUMHHOTO KJIOHY [49].

Xeopoba eidkiradenns MOHOKAOHAAbHO20 iIMYHO210-
Oyainy BiIpi3HSIETHCS TUM, 1110 BiIKJIaAeHi iMyHOIJIO-
OyJiHM HE YTBOPIOIOTb aMIJIOITHUX CTPYKTYp Ta He
3a0apBioI0Thcsd KOHro yepBOHMM. 3a TUTIOM BigKJia-
JIeHb PO3Pi3HSIIOTh XBOPOOY JIErKMX JIAHITIOTIB, BAXKKMUX
JIQHITIOTiB 200 JITKUX Ta BaXKKMX JIAHIIOTiB. AcCOIli-
iioBaHa 3 MI'YH (66%) ta MM (34%). OcHOBHUM
MPOSIBOM € CUMIITOMM MATOJIOTii HUPOK, MPUOIU3HO
TPEeTHHA XBOPUX MA€ O3HAKM YPaXKECHHs MEYiHKU Ta
cepueBoro M’s13a. JlocarHeHHsI MO3UTUBHOI BiIOBIi
Ha JIiKyBaHHS XiMioTepaneBTUYHUMMU mpernapatamu (i3
BKJIIOUEHHSIM iHTiOITOPY IIpoTeacoM GopTe3oMiny) Ta
BiICYTHICTh IHTEpPCTULIATBHOTO (DiOPO3Yy BAXKKOTO CTY-
MeHs € He3aleXKHUMU pakTopaMu mporHosy [50].

XB0poOH BaKKHX JIAHIIOTIB iMyHOro0ymiHiB (XBJII) —
rpyra 3aXBoploBaHb B-KITITMHHOTO MOXOIKEHHSI 3 CeK-
peliero 3MiHeHUX BaXXKUX JIaHUOTIB Ig, 1110 BHaCITi-
JIOK YMCJIEHHUX AeJeliil y KOHCTAaHTHOMY JoMeHi 1
(anen. constant domain; CH1) BTpavyaroTb MOXJIM-
BiCTb YyTBOPIOBATU AUCYJIb(iAHI 3B SI3KU 3 JIETKUMU
naHioramu Ig. B HopMi 3a BinmcyTHOCTI acouialii 3
nerkuMu naHioramu Ig, CH1 nomeH 3B’s13yeThes 3
6inkom terioBoro moky 78 (HSP78), i BinbHi Baxki
naHutoru Ig nerpanyioTs y poreacomax. [1pu nenerii
CH1 BOHM CEKpeTYIOThCST Y KPOBOOOIT Ta MOXYTh OyTH
BU3HaueHi npu pocnimkeHHi 3paskiB [1K Ta ceui.

3a KjJacoM BaxXKuX JlaHUIOTiB Ig po3pi3HSIOTH
anbda-, ramma- ta mo-XBJII. Lli ctanu (xBopodu
BiIKJIaAeHHS) CYTTPOBOMXKYIOTh TJIa3MOKJTITUHHI ITyX-
JIMHU abo gimMdonaasMoLUTapHy diMEPOMy, OgHAK
HepiaKo BigKIaJeHHs iMYHOTJIO0Y/IiHIB MepeayoTh
PO3BUTKY JiMponpoaipepaTuBHOIO MpolLecy Ta yTBO-
peHHIo niMdoinHux iHdinbTpaTiB. Haiibinbm Bimo-
Ma aavgpa-XBJII Briepiiie Oyjia onucaHa e y 1968 p.
J.C. Rambaud Ta cmiBaBr. [51]. XBopi nepeBaxkHoO
MOJIOJOTO BiKy, MEIIKaHIli KpaiH cepea3eMHOMOp-
cbKkoro periony, Innaii, [TiBmeHHOI AMEpUKU HU3b-
KOTO COLiaJIbHO-€KOHOMIYHOTI'O CTaTyCy, 3 03HaKaMu
YUCIEHHMX iHMEKIIili KMIITKOBO-IIUTYHKOBOTO TpaK-
Ty Ta TeabMiHTO3iB. OCHOBHI MPOSBU Ha MOYaTKO-
BHUX eTarax MoB’s13aHi 3 CMUHAPOMOM MaibadbCcopOIlii,
piniie BpaxaroTbhcs AUXalibHi misxu. Ha mizHix eTa-
Mnax po3BUBAETHLCS TeHepanizoBaHa JiM@aaeHona-
Tis1, opraHoMeranis. IicTosoriyHi o3HaKu BigmoBiga-
oTb MALT nimMmdowmi 3 penorunom kiitun: CD19T,
CD138*%, CD20-, CD5—, CDI10-.

Tamma-XBJII acouiiioBaHa 3 ayTOIMyHHUMH 3a-
XBOPIOBAaHHSIMU, SIKi TIepeayIOTh il po3BUTKY (Haiyac-
Tillle peBMAaTOIAHUI apTPUT). XBOPIIOTh MEPEBAXKHO
KIHKM cepeaHboro BiKy. OmnucaHo AekilbKa Gpopm
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ramMma-XBJII: nucemiHoBaHa, JToKaJlbHE ypaxkeHHS
KM, exctpaHonanbHi popMu (1IKipa, IMTONOAIOHA
3aj03a Touo). [TyxnmHHI iHGIIBTPaTH CKIAAAI0THCS 3
JiM@ouuTiB, TiM¢pOIUIa3MOLUTAPHUX KJIITUH, T1a3Ma-
TUYHUX KIiTHH. Tunosuit perorun: CD19%, CD207,
IRF4/MUMI1*, CD38%, CD138*, CD5—, CDI10~.

Mio-XBJII — naii6ineiu pinkicHa ¢popma, go 2018
poKy onucaHo 10 50 BUMajaKiB 3aXBOPIOBaHHSI. XBO-
pilOTh MepeBaKHO YOJIOBIKM CepeaHbOTO BiKYy, €B-
porneoinHoi pacu. 3a nepedirom mio-XBJII Haranye
XJUJI/JIMJL. TunoBuit heHOTUIT CyOCTPATHUX KIITUH:
CD19*, CD20*, CD38", CD5"/~ [52].

Jlo rpyny miaa3MoKJIiTHHHAX MyXJIMH Hajiexxatb MM,
Mnjaa3MoLMTOMAa Ta KJOHaJIbHI Npojidepalii mmas3-
MaTUYHUX KJITUMH 3 acOLii0OBAHUM HEIJIACTUYHUM
CHUHIPOMOM.

MM — 310s9KicHa MyxJIMHA, 110 TIOXOAUTD i3 TIJ1a3-
MAaTUYHUX KJIITUH, SIKi epeBaKHO JIOKaTi30BaHi B
KM. 3axBoproBaHictb Ha MM ckianae npubInu3HO
7 na 100000 HaceseHHs, 1m0 cTaHOBUTL 1—2% ce-
pel BCix oHKoJIoriyHKX 3axBoproBaHb (10—15% cepen
OHKOTeMaToJIOTiYHUX XBOP00). XBOPilOTh MEPEeBAXKHO
ocobu MoXuaoro BiKy; B 1,5 pa3a yacTillle XBOpPilOTb
YOJIOBIKM.

Kpurepii giarnoctnkn MM Bxitouaiors: > 10%
M1a3MaTUYHUX KJIiTUH B myHKTaTax KM (6inbin Hix
60% sIKMX HAJIEXKUTh 10 OJHOIO KJIOHY), IPUCYTHICTh
MOHOKJIOHaJbHOTO Ig y cupoBaTui kpoBi > 3,0 r/mn,
HasgBHicTh xoua 0 ogHoro CRAB cumnTomy (rinep-
KaJIbIliEMisl, HUPKOBa HEAOCTATHICTh, aHEMisl, JTITUUHI
ypaxkeHHs KicToK). MixXHapoaHa cucTteMa cTalilo-
BaHHg MM (ISS), zanpononosana y 2005 p., 6a3y-
€TbCSl HA BU3HAYEHHI IBOX MapamMeTpiB (piBeHb [35-
MiKpOTJ00YyJIiHY Ta albOyMiHY y CUPOBATIi KpOBi)
[53]. ¥V nmepernsiHyTiit cucTeMi BU3BHAUEHHS CTaliid
MM (R-ISS) ui napameTpu 1OMOBHEHI LIUTOTEHETHUY -
HUMU MapKepaMHU Ta JOCHiIXKEHHSIM PiBHSI JIJAaKTaT/Ie-
rigporenasu (JIIAT). I cranis 3a R-ISS Bu3HavaeThcs
gk I cranist 3a ISS (koHLeHTpaList B,-MiKpOTI00yIiHY
<3,5 mr/n, ane0yminy > 3,5 r/0J1), BiICYyTHICTb He-
CTIPUSATINBUX IUTOTEHETUYHUX aHOMaJil (menewis
17p, Tpancaokauii t(4;14) ra t(14;16)), pisenn JIAT
HIDKYE 332 BEPXHIO T'PAHMIII0 HOPMaJIbHOTO TTOKa3HUKA
(5-piuna BuzkuBaHicTh 82%). KpuTepisiMu BCTAaHOBJICH-
Hs cranii I11 3a R-1SS e: cramis 111 3a ISS (koHueHT-
pauis B,-Mikporiao0yminy > 5,5 Mr/i), IpucyTHiCTh
Xoua 06 OfHi€T MPOrHOCTUYHO HECTIPUSATINBOIL LIMTOTE -
HETUYHOI aHoMalii a0o Bucokoro piBHs JIAT (5-piuHa
BrokuBaHicTh 40%). 11 cranist 3a R-ISS BcTaHOBIIOETH-
csl, KILIO CYKYITHICTh O3HAK HE MiIXOOUTh aHi ajs I,
ani g 111 cragii (5-piuHa BukuBaHicTb 62%) [54].
IMyHOMEHOTUT TJIa3MaTUYHUX KIITUH npu MM Bin-
Pi3HSETBHCS Bill IJIa3MaTUYHUX KJIITUH Y HOpMi. BoHn
zazsuuait CD38%, CD138%, CD45—, CD19-, CD56%,
CD27-, CD81-, CD117*, CD200" Ta mokasyioTh
KJIOHAJIbHY €KCIIpeciio IMUTOoILIa3MaTuYHux Ig, 1o
BU3HAYaIOThCS 3a TUIIOM JIeTKuX JlaHutoriB Ig (vac-
Timle kamnra). PeakTuBHI ia3MaTu4yHi KJIITUHU Ma-

101 penorunn CD38", CD138%, CD45" (xoua piBeHb
excrpecii Husbkuit), CD56-/1ov, CD27", CDS81™,
CDI117—, CD200~ Ta ekcrnpecyoTh MOJiKJIOHaAbHI
Ig. TIpoTe MiHOpHI MOMyNsALil HOpMaJbHUX TJIa3Ma-
TUYHUX KJIITUH MOXYTbh MaTU (D€HOTUII, 110 30ira€Th-
csl 3a eKCIIPECi€l0 OKpPEeMUX aHTUTEHIB 31 3JI0SIKiCHO
TpaHC(GHOPMOBAHUMMU MJa3MaTUUHUMU KIIITUHAMMU.
Tomy nipu giarHOCTUIII MiHiMalbHOI pe3uayaabHOIL
XBOPOOM BUKOPUCTOBYETHCSI BUBHAYEHHST KOMILIEKCY
AHTUTEHHUX MapkepiB [55].

Oxpemum nigTunom MM e tak 3BaHa Tiritoya MM.
i ocHoBHi 0o3Haku: BincyTHicTs CRAB cummnTOMIB
a00 amiyoigo3y Ta piBeHb MOHOKJIOHAJILHOTO MPO-
teiny (IgG a6o IgA) y cuposartii kposi > 30,0 r/n
ab0 MOHOKJIOHAJIbHOTO TIpoTeiny y ceui > 500,0 Mr 3a
24 ronuHU Ta/abo0 BiACOTOK IJIa3MaTUYHUX KJTiTUH Y
KM, 1mo HanexaTb 10 OAHOTrO KJIOHY, ckiiagae 10—
60%. 3a xyniHiYHMMU naHUMU Tiailoda MM 3aiimae
npomixue micue Mixk MTH3 ta MM. i miarHoctuka
BaxXJIMBa, OCKIJIbLKM pU3MUK TpaHchopmaluii B MM
3HAYHO MepPEeBUIYE pU3KK TpaHcdopMmartii mpu MI'H3
i craHoBUTh Npuoan3HO 10% Ha piK MPOTSATOM Iep-
IIUX 5 POKIiB MicJsl BCTAHOBJEHHS AiarHo3y. Pusuk
nporpecii B MM nipu6ausso 80% npoTsaroMm IBOX
POKiB MalOTh MalieHTH 3 > 60% m1a3MaTUIHUX KJIi-
tiH y KM, 1110 HanexaTb 10 OMHOTO KJIOHY, 3HAUHUM
MOPYIIEHHSIM CIiBBiIHOIIEHHSI KaIllla Ta JsiM0/1a jier-
KMX JIJaHUOTIB Ig, HagBHICTIO OiJIbII HiXK OMHOTO JIO-
KaJIbHOTO ypaXKeHHs KicTOK (5 MM abo Oiyblle 3a po3-
Mipom) 3a nanumu MPT [56].

Ilrazmouyumoma — pinkKicHe 3aXBOPIOBAHHS 3 yac-
toroto 0,15 Ha 100000 HaceneHHs, XapaKTepU3yEThCS
HasIBHICTIO OMHOTO (3pigKa JeKiJIbKOX) JIOKaJIbHOTO
MyXJMHHOTO BOTHUIIA KJIOHAJIbHO TpaHC(HOpMoOBa-
HUX MJIa3MaTUYHUX KJHTUH 3 MiHIMaJIbHUM TIJIa3MO-
uutozomM y KM (no 10%) ta BincyrHictio CRAB
CcUMITOMiB. IMyHO(EHOTUITOBI 03HAKM TJIa3MaTUU-
HUX KJIITUH 30iratoTbcs 3 (P€HOTUTIOM KIIITUH MpU
MM. Po3pi3HSAIOTh eKCTpaMeayIsspHY IJ1a3MOILIUTO-
My (JloKaiizoBaHa HalfyacTille y BEpXHiX IUXaabHUX
LISIXaX — CUHYyCaX, pOTO- Ta HOCOIJIOTIIi, a TAKOX Y
LIJIYHKOBO-KMIIKOBOMY TPaKTi, JIET€HIX, Y M’ SIKUX
TKaHMHAaX) Ta i30JIbOBaHY KiCTKOBY IJIa3MOLIMTOMY.
Pusuk nporpecii y MM nipoTsirom TpboX pOKiB miciist
niarHosy ckianae 10 60% mnpu i301b0BaHii KiCTKOBIi
ta 20% npu excTpaMenyiaspHiil maasmouutomi. Jlo
IOJATKOBUX (PaKTOPiB PU3UKY TMPOrpecii BiTHOCITh
mia3zMouuTo3 y KM, aHoMmallbHe CMiBBIIHOILIECHHS
Kammna Ta JaM0aa Jerkux jaHioriB Ig y cuposarii
I1K, o3Haku aHTioreHe3y MpU TiCTOJOTIYHOMY J10C-
JiKEeHH] BOTHUILL yxJuHu [57].

Ilyxaunu 3 naazmamuuHux KaimuH, acouiiogai 3
napaneonsacmuunumu cunopomamu. POEMS-cuno-
pom — piIKicHa hopMa MmapaHeoIJacTUUHOIO CUH-
JPOMY, 1110 PO3BMBAETHCS BHACIIOK MOHOKJIOHAJb-
HoI mpouipepanii mIasMaTUYHUX KIITUH. AKPOHIM
POEMS, 3anpomnonoBanuii B 1980 p. P.A. Bardwick
Ta cmiBaB. [58], BimoOpaxkae OCHOBHI 03HAaKU 3aXBO-
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pIOBaHHS: MOJipaaduKyJIOHENPOMaTilo, opraHomMera-
JIil0, eHJIOKPUHOTIATiI0, MOHOKJIOHAJILHY rammaria-
Tito 3i mKipHUMHU nposiBamu (arnes. Polyneuropathy,
Organomegaly, Endocrinopathy, Monoclonal protein,
and Skin changes). Cnix 3a3HauyuTH, IO HE BCi 1Ii
O3HaKM € HEOOXiTHMUMMU i TTOCTAHOBKM AiarHo3y.
[TaToreHe3 ocraTouHo He3’sicoBaHMiA. BimMiHHiCcTIO
Bin k1acuuHoi MM e iHII KJIiHiYHI cuMIiToMu (B oc-
HOBHOMY T1OB’513aHi 3 HeiipomnaTi€lo Ta eHIOKPUHHOIO
IUCGYHKIIIEIO, a HEe 3 YpaXkKeHHSIM KiCTOK 200 HUPKO-
BOIO HEIOCTATHICTIO); CKJIEPOTUYHI 3MiHM Yy KiCTKaX;
npoidepallis nepeBaxkHo IgA, 19M0aa-TTO3UTUBHUX
TUTa3MaTUYHUX KJIITUH; BUCOKA KOHLIEHTpAllisl y CUPO-
BaTIi KpOBi (haKTopa pOCTY eHIAOTENiI0 CYaIuH (aHen.
vascular endothelial growth factor; VEGF); cnipusr-
JIUBU mepebir 3aXBOpIOBaHHS.

JliarHo3 6a3yeThcsl Ha HAsIBHOCTI Y MaliieHTa 000X
000B’I3KOBUX KPUTEPIiB, X0ua O OMHOTO 3 TPHOX OC-
HOBHMX Ta Xo4a 0 OJHOI0 3 6 MiHOPHUX KPUTEPIiB.
O00B’s13KOBI KpUTEPii: 03HAKM MOHOKJIOHAJIBHOI TTPO-
Jidepanii m1a3MaTUYHUX KJIITUH Ta JAeMi€eliHi3ylouoi
noniHelipornatii. OCHOBHI KpUTepii: 03HaK1 XBOpOOU
KacTtnemana, ckjiepoTUuHi 3MiHU y KiCTKax, BUCO-
kuii piseHb pakropa VEGFE. MiHopHi KpuTepii: op-
raHomerajis abo JimMdanaeHonarisi; HabpsIKU, acluT,
MJeBpaTbHUI BUIIT; eHIOKPUHOMATII (BpaxoByHOuun
LIMPOKE PO3MOBCIOIKEHHS B IOMYJISALIT LIYKPOBOTI'O [i-
abeTy Ta MaToJIOoTii IUTONOAIOHOT 3aJ103U, 11i HO30J10-
Tii IK caMOCTiliHiI HEe PO3MISIIAI0ThCS); IIKiIPHi MPOSIBU
(rimepmirMeHTallisl, TiNePTPUX03, aKpolliaHO3); Ha0-
PSIK IMCKY 30pOBOTO HEpBa; TPOMOOILIMTO3 (TimepIuia-
3is] MerakapioluTapHoi JaHKHU Ta KJIaCTepU Meraka-
pioLUTIB BUSIBJIAIOTHCS Y 54 Ta 93% maiieHTiB, Biamo-
BinHo, ane mytauia JAK2V6!7F gincytna) [59].

TEMPI-cundpom — BKpaii pinkicHa (hoopmMa MOHO-
KJIOHaJIbHOI ramMmmarnarii KJaiHiY4HOTO 3HaueHHs (10
2022 p. ornucaHo 29 naitieHTiB). AKpOHiM, 3aIIpOIIO-
HoBanuit D.B. Sykes ta cnisast. y 2011 p. [60], Bi-
JToOpakae OCHOBHI O3HAaKM 3aXBOpPIOBAHHS: TeJlaH-
rioexkTasii, MaBUILIEHUN piBeHb EPUTPOTIOECTUHY Ta
€PUTPOLIMTO3Y, MOHOKJIOHAJIbHA TaMMarnarist, CKyII-
YeHHsI HaBKOJOHUPKOBOI PiAUHU 3 apTepiOBEHO3-
HUM LIYHTOM JiereHb (anen. Telangiectasias, Elevated
erythropoietin level and erythrocytosis, Monoclonal
gammopathy, Perinephric fluid collections, and Intra-
pulmonary shunting). OCHOBHUMU KpUTEPisIMU JTiar-
HOCTHMKU € Tepili Tpu o3Haku [61].

Mo 2021 p. onucaHo 18 BUMaaKiB 3aXBOPIOBaH-
Hs Ha AESOP-cundpom. AKpoHiM 0OYMOBJICHU A
OCHOBHMMHU O3HaKaMM 3aXBOPIOBAHHS: aleHOIATisI
(po3BuBaeThes y 75% XBOpHUX) Ta MOYEPBOHIHHS
pPO3JIOTUX AiMSTHOK WIKipW Ha MiNsTHKAMU KiCTKOBOIL
mazmouutoMu (anen. Adenopathy and Extensive Skin
Patch Overlying a Plasmacytoma). YpaxkeHHs LIKipu
CIIPUUMHEHI Tineprpoidepanieio KanijaspiB y Aepmi.
YV XBopuX BUSIBIISIETHCS TiJIbKU i30JIbOBaHA KiCTKOBA
niaazMouuToMa (He eKCcTpaMeayJsipHa), 110 JloKa-
ni3yeTbes y pedpax (55%), rpynuHi (20%), nonariii
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(10%), xpebusax (10%), kmounui (5%), KicTkax ye-
pena (5%). IlatoreHe3 HeBiZOMMUIi, ajie BBAXKaloTh,
110 IKipHi IPOSIBU 0O0YMOBJIEHI TinepnponyKIi€eio
dakropa VEGF [62].

SAKJTIOYEHH4A

V 5-e BupaHHa knacudikauii remaToaiMboigHNUX
MyXJUH, 1K€ CTaJIO MePEerjsaaoM MOIepeaHbOro BM-
nanHs 2017 p., BHECEHO PsIll CYTTEBUX 3MiH, SKi CTO-
CYIOTBhCSI MYXJIUH 3i 3pinux B-xmitnH. 30kpema, BU-
nydeHo B-TIJIJI gk camocTiiiHy HO30JI0Til0, 3Baxa-
J0UM Ha il reTepOreHHICTh. Y 3aJIeXKHOCTI BiJl Xapak-
TePHUX O3HAK BUITAAKHU, SKi paHille po3misiaainuch
gk B-T1JIJI, BigHocsaTh a6o no MKIJI 3a HasgBHOCTI
31uTTs TeHiB IGH ta CCND1, a6o go XJIJI/JIMJI 3
npoJiiMmpounToinHOIO TpaHcdopMaliieto, a0o 10 HOBOL
kareropii — JICBSI, ska 06’eqnana Bapiant BKJI ta
CD5-neratusnuit B-T1J1JI. BBeneHno Taky HOBY KaTe-
ropito K TpaHcgopMmallist iHAoJIeHTHUX B-KIiTMHHMX
JiMdOoM, Mia KO pO3yMilOTb BUHUKHEHHS HOBOI
0inbII arpecUBHOI JiM(pOMU Yy XBOPUX Ha paHille
niarHoCTOBaHi JiM(MOMHU 3 BiTHOCHO CIIPUSTIUBUM
nepedirom. Lle, 3okpema, TpaHcopmaiis PixTepa
ta nepexin ®J1 y JIM3 a6o JIBBKJI. 3HauHo po3iiu-
PUBCS Mepestik HO30JI0TiUHUX (pOpM, JJ1 MOCTaHOBKHU
niarHO3y IKMX HeoOXinHi abo OaxkaHi MOJIEKYISIPHO-
0i0JIOTiYHI METOIM NOCTIIKEHHS, TaKi IK BU3HAYECHHSI
reHHUX nepedbynoB. Hampuknan, BaxkJuBY poJib MpU
niarHocTuli neakux gopm iMpoM HaOyBa€e BU3HA-
yeHHd nepedynos reHiB MYC, BCL2 ra BCL6. Oco6-
JIUBO 1I€ CTOCYETbCS OKPEMUX HO30JOTIYHUX (HOPM
B-BenukoximiTuHHUX niMpoM. BusBiserbes, 1110 HOBI
MOJIEKY/ISIPHO-TEHETUYHI O3HAKU J103BOJISIIOTH BUIi-
JIUTHU MArpynu JT1iM@poM, sIKi € Oinbil OmHOPiZTHUMM
3a CBOiMM 0iOJIOTiYHMMHU BAaCTUBOCTSIMU. Benuke
3HAYECHHS IJIs Kiaacuikallii meBHUX JiMbOM TIpUIi-
JISTIOTH HasIBHOCTI ab0 BiJCYTHOCTI acoliauii 3 mep-
CUCTEHTHUMMU BipyCHUMHU iH(PEKILisIMU, TAKUMU SIK
BEDB ta BTACK/BIJI-8, 1110 MOXe BU3HaYaTH Xapak-
TepUCTUYHY O3HAKY BiIMiHHUX 3a Oiojorieo ¢hopm.
Pa3oM 3 TUM BU3HAETHCS, 1110 Y MEBHUX BUIIaIKax
He BIA€EThCI 0e33acTepeKHO BimHeCTU JiM(pOMY 10
KOHKPETHOI HO30JIOTiuHOI rpynu. BusBieHHs miepe-
XigHUX (OpM 3 O3HAKAMMU, SIKi € XapaKTepHUMU JJIsT
NeKiJIbKOX JTiM(OM, € BaXKJIMBUM [IJIsI BCTAHOBJIEHHS
MOXOJI>KeHHSI JIiM(OM Ta CTYIEHS CIIOPIAHEHOCTI MixX
JiM¢poMaMu pi3HUX TPy, 1110, 0€3YMOBHO, BUSIBUThCS
BaXKJIMBUM JUJIS1 TIOAJIbIIIOTO YTOYHEHHS Ta TIePEIIsiLy
Kiacudikailii, a Takox 1JI1s1 po3po0JIEHHS ONTUMAaJb-
HUX CXEM JIiIKyBaHHS.

Y HoBOMY BUIaHHI KJlacu(pikalii HeMae rpyr, AKi
y TonepeaHboMy BUAAHHI OyJIM MO3HA4YeHi SIK IO-
nepenHi a6o TumyacoBi. CriocTepiraeTbesl i CKOpo-
YeHHs KiJIbKOoCTi niarHo3iB BOO3 3 nmo3HayeHHSIM
NOS (HeyTouHeHMIT). 3arajgoM, YUCIEHHI 3MiHU Ta
YTOYHEHHS, BHECEHIi Y 5-¢ BUIaHHS Kjiacudikailiii,
BilI3epKalio0Th 3HAUHUH TIpOTpec y pO3yMiHHI Mpu-
pOIM MyXJIMHHUX 3aXBOPIOBaHb 3 B-KIiTUH 3aBasiku
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LIMPOKOMY BIIPOBAIKEHHIO HOBITHIX MOJIEKYJISIPHO-
T€HETUYHUX METO/iB JOCTiI>KEHHSI.

Kputuynuii aHami3 0CHOBHUX HO30J0TiYHUX (popM
B-xniTMHHMX HOBOYTBOpPEHbD JiM(pOiTHOI TKAHUHU,
BkJItoueHux g0 Knacudikaiii BOO3 rematonim-
doigHux nmyxauH (neperasng 2022 p.), IpOBEIEHO Y
pamkax BukoHaHHs1 HIAP 2.2.5.440 “Po3pobka Ta
BIIPOBAJKEHHS B KJIIHIYHY MPaKTUKY HOBITHiX iMy-
HOEH3MMOILIMTOXIMIYHUX TEXHOJIOTii 1iarHOCTUKM B-
KJIITUHHUX JiM(POinHUX HOBOYTBOpeHb”, 2021—-2023
(IETTOP im. P.€. KaBeubkoro HAH Ykpaiuu) Ta HP
01230100785 “HocnimxkxenHs BmauBy COVID-19 nHa
naTtoreHe3 Ta nepedir XxpoHiuHo1 B-kiiTuHHOL JTiM-
douuTapHOi JeiikeMii y mocTpaxkgaJinux BHACTiI0K
aBapii Ha YopHoOunbchkiit AEC”, 2023—2025 (Ha-
LIiOHAIbHU I HAyKOBUI LIEHTP pafdialliiiHOI MEIULIMHU
HAMH VYkpaiun).
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2. Mature B-cell neoplasms, plasma cell
neoplasms and other diseases
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Summary. The in-depth insight into the pathogenesis
of lymphoid neoplasms requires the continuous revision
of the classification of these diseases. In 2022, World
Health Organization specialists prepared the regular 5™
issue of the Classification of Hematolymphoid Tumors.
Our previous report (Oncology 2023; 25 (2): 89—103)
discussed the key milestones in the development of the
modern WHO classification of the tumors of lymphoid
and hematopoietic tissues, the basic provisions of the new
(2022) classification of hematolymphoid tumors. Such
categories as “tumor-like lesions with B-cell predomi-
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nance” and “precursor B-cell neoplasms” were reviewed
in detail. The second part of the report aims at listing
and explaining the principal changes in the 5" issue of
the classification related to the mature B-cell neoplasms,
plasma cell neoplasms and other diseases with parapro-
teins. A particular attention is focused on the practical
aspects of using the new classification for verifying B-cell
lymphoid malignancies taking into account the definitive
molecular-biological features of the clinicopathologically
distinct entities and subtypes. The changes to the clas-
sification are the key to choosing the strategies for the
therapy of the hematological malignancies allowing for
the improvement of the clinical outcomes.

Keywords: World Health Organization, classification,
lymphoid tumors, diagnosis.
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