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CYYACHUUN CTAH
NABOPATOPHOI AIATHOCTUKU
B YKPAIHI JTIM®OIOHUX
HOBOYTBOPEHDb 31 3PIJIUX
B-KJ1ITUH

Jimghoioni HosoymeoperHts 3i 3pinux B-kaimun ckaadaiome eemepoeeHHy epyny
3GX680pPHBAHY 3 HAO3GUUAIIHO PIZHOMAHIMHUMU KATHIYHUMU NPOSEAMU, AKI 6a-
pioiomsb 8i0 iH0oAeHMH020 00 8UCOK0AZpecu8H020 xapakmepy nepebiey. Ilepe-
enanyma (2016 p.) kaacugpikayis BOO3 napaxosye nonad 50 ¢hopm ma kainiko-
NamMoN02IMHUX 8APIAHMIE MAKUX HOBOYMBOPEHb. Y cmammi npedcmaeneHo xa-
PAKMEPUCMUKY OKpemMux (popm AiMgoioHux Hoeoymeopems 3i 3piaux B-xaimun
(XpoHiunuil Aimghoselikos/nimpoma 3 marux Aim@poyumie, 6010CK0BOKAIMUHHULL
NelK03, AIMponaasmoyumapHa aimpoma, rimpoma mapeinarbHoi 30uu, Goaiky-
AAPHA AiMpoma, MaHMIUHOKAIMUHHA Aimpoma, aimpoma Bepximma, oughysna
B-eeaukokaimunna aimghoma ma MHOICUHHA MIEAOMQ), PO32ASTHYMO A1A00paAMOop-
HI Kpumepii ix diaeHocmuku 8i0noeioHo 0o cyuachux eumoe. Jiaenocmurka H080-
YMBOPeHb UI€i epynu OHK02eMamonN02iMHUX 3aX80PH6AHb TPYHMYEMbCA HA 8U-
561eHHI MUNOBUX MOPHON0IMHUX 03HAK , 2ICIMOA0TYHOMY Ul IMYHO2ICMOXIMIYHO-
MYy aHanizi mpenanodionmamie ma iMyHOQEeHOMUNY8aHHI NAMOAOIUHUX KAIMUH
memodom npomournoi yumomempii. Taxoxuc po3easiHymo wupoKuii CheKkmp Kinb-
KICHUX | CMPYKMYPHUX XPOMOCOMHUX Nepedy0o8 ma MOAeKYAAPHO-2eHeMUHHUX
AHOMANII Y KAIMUHAX HOBOYMBOPEHDb 3i 3pinux B-kaimun. 3oxkpema, 062060pio-
FOMbCsL MONCAUBOCII X 3ACMOCYBAHHS 8 0IA2HOCMULI YUX 3aX680PI0BAHb, 0CO0-

MIHIMAAbHA 3aAUUK08A X80POOa.

Cepell YUCIEHHOI Ta JOCUTh T€TEPOTEHHOI Ipy-
M HOBOYTBOPEHbD 3i 3pinux B-nimdounuTiB BUIiII-
JOTh HeXOMKKiHCEKI JTiMbomu (HXIT), 85,0% akux ma-
10Th B-KJIiTUHHE TOXOMXKEHHS, XpPOHIYHUH JiMboet-
KO3 Ta MJa3MOKJITUHHI nyxJiMHU. KJiHiuHI nposiBu
B-xnituHHUX J1iMGpOITHUX HOBOYTBOPEHbD 3ajiexkaTh
Bill Miclisl mepBUHHOI JIoKaJli3allii MyXJIuHU i aKTUB-
HOCTIi ITyXJIMHHOTO POCTYy. 3 ypaxyBaHHSIM KJIiHiKO-Te-
MaTOJIOTIYHUX MPOSIBIiB PO3Pi3HSAIOTH JiMGpOMU 3 TIepe-
BaXXHUM ypaxkeHHsIM JiMdaTunaHux By3JiB (JIB) pizHoi
JIOKaJli3allii, MepBUHHO €KCTpaHOIaJIbHI I AUCEMiHO-
BaHi. 3a XxapakTepoM Mnepeodiry BULISIOTh iHIOJEeHTHI,
arpecuBHi Ta BUCOKOArpeCMBHI HOBOYTBOPEHHSI.

VYIpoaoBXK OCTaHHIX pOKiB OTPMMAaHO BaxKJIWUBi AaHi
PO MEXaHi3MHU, 110 JIeXKaTh B OCHOBI BAHUKHEHHS Ta-
KUX 3axBopioBaHb. [laTorenes nimpoM Moxe OyTH
MOB’s13aHuUi 3 iHbeKiiHuMU areHTamu (H. pylori, Bi-
pyc renatuty C, Bipyc Emureitna — bapp, Bipyc reprie-
Cy JIIOOWHU 8-TO TUIY, Bipyc iMyHOIeDIilIUTy TIOAUHN),
MOPYLIEHHSIMMU KJIITUHHOTO LIMKJTY a00 aronTo3y, 3i 3Mi-
HaMM PeryJisiiii KJITUHHUX CUTHAJIIB i TPAHCKPUIILLIl,
3 MICAATPAHCISILIMHUMUY opyieHHsAMU. Jlimdomu, 1110
BUHMKAIOTh 3 KJIITUH, SIKi 3HAXOAAThCSI Ha Pi3HUX PiB-
HSIX qudepeHLIiloBaHHS, Ta MOXOASTh 3 Pi3HUX MiKpPO-
AHATOMIYHHUX 30H Nepru(epUIHUX TiM(MOITHUX OpraHiB,
MaloTh YHiKaJbHi iMyHO(EHOTUITOBI XapaKTepUCTU-
kn. Came BOHM B CYKYITHOCTI 3 I€SIKUMU OiOJIOTiUHU-

AUBO Y BUNAOKAX 3 AMUNOGUMU PE3YAbMamami 1a00pamopHux 00CcAi0NCceHb.

MU O3HAKaMU MyXJIMHU (MpoJidepaTiBHA aKTUBHICTb,
03HAKM aIloNTO3Y TOIIO) BU3HAYAIOTH OCOOJIUBOCTI KJTi-
HiYHOTO Iepediry, BiANOBiAi Ha JTiKyBaHHS Ta MPOTHO3.

VY onosneniit kinacudikanii BOO3 (nmeperasin
2016 p.) [1] HaBeAeHO AiarHOCTUYHI KpUTEPIii 11 BU-
MIJICHHST OKPEMMX HO30JIOTiYHUX (DOPM Ta IIUTOJIOTIU-
HUX BapiaHTiB HOBOYTBOPEHb 3i 3piinx B-KJIiTUH 3 ypa-
XYBaHHSIM MOJIEKYJISIPHO-TEHETUYHUX O3HAK TpaHC-
(dopMoBaHUX KIITUH. 3TiAHO 3 L€l Kaacuikallieto
po3pi3HAIoTh ToHaA 50 ¢popM Ta BapiaHTIB LIUX 3]10-
SIKICHUX HOBOYTBOpeHb (Tabu. 1). CyvyacHi ctangap-
TU AiaTHOCTUKU JIiM(bOITHUX HOBOYTBOPEHD 3i 3pUTHUX
B-x7niTuH getanbHO BUCBITIEHO Y KJIIHIYHUX peKoO-
MeHaauisx HanioHaibHOT KOMITJIEKCHOT OHKOJIOTiUHOT
mepexi (National Comprehensive Cancer Network —
NCCN) [2—4] Ta HacTaHOBaX, aJalITOBAHUX JIJISI CUC-
TeMU OXOPOHU 300pOB’s1 YKpainu [5—7].

Pe3ynbTaTy ricTOI0TIYHOTO Ta iIMyHOTICTOXiMiYHO-
ro (II'X) mocaimkeHs MaTepiaiy 6iomncii JIB abo excrpa-
HOOAJIBHUX OCEPENKiB ypaKeHHs JO3BOJISIIOTh BU3HAYM -
TU (DOPMY HOBOYTBOPEHHSI, XapakTep pocTy (Audy3Huit
a00 HOMYJISIPHUIA), TPOBECTU AUGEPEHIIIHY AiarHOCTH -
Ky 3 MeéTacTazaMM HU3bKOAM(EepeHIIiHOBaHUX MMyXJIUH,
13 3aMMaIbBHUMM TTIpoIiecaMi, peaKTUBHO- T pIUIaCTHY -
Humu 3MiHaMmu. [1py yrouHeHOMY BUIIJIEHHI OKPEMUX
¢opm i BapianTiB B-HXJI BaXXJIMBUM € LIMTOJIOTiUHE BU-
BUEHHS BilOUTKIB BuaajeHux rpu Giomncii JIB.
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VY nesakux XBoprux Ha MOMEHT BCTAHOBJICHHSI IiarHO-
3y abo y pasi nmporpecii 3aXBOpIOBaHHSI BU3HAYAIOTh-
cs OCepellKU YpaxXeHHs B KicTKoBoMmy MO3Ky (KM) Ta
BUSIBJISIIOTBCS TIATOJIOTIUHI KJTITUHU, SIKi LIUPKYTIOIOTh
y nepudepuuniii kposi (ITK). YacTora neiikemizairii
npu pizHux popmax B-HXIJI BigpizHsieThes. Jleiikemiza-
ist 1impom, 3a BuHsATKOM JIB, yacrillie cnoctepira€Tbest
MPU MyXJIMHAX 3 HU3bKUM CTYTIEHEM 3J105IKiCHOCTI IO-
PIBHSIHO 3 BUCOKO3JIOSIKICHUMU HOBOYTBOPEHHSIMU.

OcepenkoBe abo nudysHe ypakeHHss KM, a Takox
BusiBieHHs B [1K maTonoriyHux KJIiTUH MOXe OyTU BU-
KOPHUCTaHO JJIs1 BCTAHOBJIEHHS TTOMEPEIHBOTrO0 1iarHO3Y
X uu iHmmx ¢popm B-HXJI y Bunmaagkax, Koiau oTpu-
MaHHS$ 0ioMciitHOro MaTepiaily AJIsl TiCTOJIOTIYHOTO 10~
CJII>KEHHS YCKJIaaHEeHO (JiMdpoMa CeJIe3iHKU, MyXJIu-
HU CepPeOCTiHHS, KUIIIKiBHUKA TOIO) a00 MepBUHHUMN
OCepenoK YpaxeHHsI He BCTaHOBJICHO. 11 yTOUHEeH-
HsI TIPUPOAU MATOJOTIYHUX KIIITUH, 1110 BU3HAYAIOTHCS
B I1K a6o y KM, 3a3Buuaii 3actocoBytoTh II'X, iMmyHO-
LIMTOXiMIYHi METOJY Ta MPOTOYHY IUTOMETPIiIO 3 BUKO-
pUCTaHHSIM MMaHeJli MOHOKJIOHAJbHUX aHTUTIJT (MKAT)
JIO JTiHiIHO-cTrieu(ivHUX 1 AudepeHLIiIoBaIbHUX aH-
TUTreHiB JiMpouuTis. I1pu npoBeneHHi iMyHO(pEHO-
TUITYBaHHSI HOBOYTBOPEHD 3i 3pinux B-kimiTuH BcTa-
HOBITIOEThCSI BapiaHT 3aXBOpPIOBaHHS (Y paMKax MOp-
(hboiMyHOIOTIYHOTO HiaTHO3Y), OLIIHIOETHCS CTYIIiHb
MOLIUPEHOCTI Ipoliecy (Jielikemizauis, ypaxkeHHs KM),
KOHCTAaTYETHCS HASIBHICTb 200 BiICYTHICTh MiHiMaJIbHOT
3aIMIIKOBOI XBopoOu. CyTTEBY 1iarHOCTUYHY KOPUCTh
Ma€ BU3HAUYEHHS CIeUM(IiYHNUX aHOMAaJIiii XpOMOCOM
Ta MOJICKYJISIPHO-TEHETUIHUX IMOPYIIEeHb, 32 IKMMH
MaTOJIOTIYHI KJIITUHU NpU oAHUX popmax (BapiaHTax)
B-niHiitHuX n1iMbOigHUX HOBOYTBOPEHb pa3toye Bif-
PI3HSIOTHCS Bif TAKMX TTpU iHIINX popMax. Takum un-
HOM, Cy4JacHa IiaTHOCTHKa HOBOYTBOPEHB 3i 3piINX
B-xiiTuH Mae rpyHTYBaTUCS Ha pe3yabTaTaxX KIiHiu-
HOTO 00CTEeXEeHHS, ricTojioriuHoro, IT'X, uromopdo-
noriuHoro pocaimkeHHs [1K i mynkraris KM, imyHO-
(beHOTUTIYBAaHHS, ITUTOTCHETUIHOTO Ta MOJICKYJISIPHO-
reHeTUYHOro aHaniidy. PoOoTy mpucBsiueHO aHalizy
MOXJIMBOCTENM BUKOPUCTAHHS METOMIIB JIaOOpaTOpHOi
JIaTHOCTUKM JIJIs ineHTUdiKallil MaToJOriYHUX KIIITUH
3a MOP(OIOTIYHUMU, UTOXIMIYHUMU, (PEHOTUTIOBH -
MM Ta TEHETUYHUMU O3HAKaMU MPpU OKpeMux opmax
JiM(OITHUX HOBOYTBOPEHb 3i 3piiux B-kiIiTuH Bigmno-
BimHO o knacudikauii BOO3.

MOLWUUPEHICTb, KJIIHIYHI NPOABU
TANMATOMOP®DOJIOIN4YHI O3HAKHU

XILI/JIMJI € naiiniommpeHinowo Gopmolo JimMdo-
nposichepaTUBHUX 3aXBOPIOBAHB Cepell HaceIeHHS Kpa-
iH 3axinHoi €Bponu Ta [1TiBHiuHOT AMepuKu. Y cepel-
HbOMY YOJIOBIiKM XBOPilOTh y 1,7 pa3a yacTillie, HixX >KiH-
KU1, X04a Y 3HAUEHHSIX IIbOTO MTOKA3HMKA Bi3HAYAIOThCSI
pacoBo-HalioHaJIbHi BimMiHHOCTI [8]. CepenHiit Bik
xBopux Bapitoe Mix 70 i 72 pokamu. TeHaeHLis 11010
BiIHOCHOTO 30iJbLIEHHS KiabKOCTi XxBopux Ha XJIJI/
JIMJI BikoM 10 55 pokiB, sika BiZMiua€eTbCsl OCTAaHHIM
yacoM, HalliMOBIipHillle TTOB’s13aHa 3 IiABUIIIEHHSIM PiB-
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HS OiarHOCTMKH Ta JIiIKyBaHHSsI. ICHye criagkoBa reHe-
TUYHA CXWJIBHICTB A0 LIMX 3aXBOpIOBaHb [9]. Y He3Ha-
yHOT yacTuHu (2—8%) xBopux Ha XJIJI/JIMJI BHaci-
ok TpaHcgopMalii po3BuBaeTbest JIBBKII (cunapom
Pixtepa). ¥ 1-2% nauientis i3 XJIJI/JIMJI, siki nepeOy-
BAIOTh ITiJ, HAIISZIOM MOHA 6 POKiB, MOXYTh JiarHOC-
TYBaTH rOCTPUIi TiM(pOOIACTHUI JIeiiK03. Y pe3yabTari
€BOJIIOLIT MAaTOJOTIYHOTO KJIOHY B-s1iMdo1uTiB MOXIIH-
BOIO TaKOX € TpaHchopMmariss XJ1JI/JIMJI y mma3mMoKiTi-
TUHHUI Jeifiko3 abo MM.

ITincraBoto mst 06’enHanHsa XJIJI B onHy HO30510-
riuny ¢popmy 3 JIMIJI crana ineHTUYHICTL TUTOMOP(DO-
JIOTIYHUX 03HAK, iIMyHO(EHOTHUITY Ta pe3yJIbTaTiB MOJIe-
KYJISIpHO-TeHeTUYHOro aHanizy. XJIJI xapakrepusyeThb-
cs iHdinbTpatiero KM, JIB, iHIIKMX TKaHUH Ta MOSIBOIO
B 1K atunoBux CD5-no3utuBHux B-KaiTHH, 1110 Cy-
MPOBOMXKYETHCS JTiMGPOLIMTO30M, JiMdaaeHOoIaTieo Ta
CIJIEHOMETAJIEIO.

BKJI cranoButh 0113bK0 2% ycix niMdonpoide-
PaTHBHHX HOBOYTBOPEHb. 10T0 BUSIBIISIIOTS B 3—4 pas3u
yacTillle y YOJIOBiKiB, HiX y XiHOK, CepelHiil Bik
MiJ yac AiarHOCTYBaHHSI CTAaHOBUTH 55 pOKiB. Y Kii-
HIYHI KapTUHI Ha TP TJIAaH BUXOAUTH 301JIbIIIECH-
HS CeJIE31HKM, 10 BUSIBISIOTH OUIbII HiX y 80% XBO-
pux. Y 50% BunankiB criocTepiraeThCst reraToMeratisl.
36inbenHs JIB Busasisaiors pinko [10].

Cucrema craniroBanHss BKJI € monioHor mo 3a-
npornoHoBaHoi a1t XJIJ1. [Tpu mabopaTtopHOMy AOCITi-
mkeHHi [TK BUSBISIOTh aHEMIIO, SIK TTIPABUJIO, HOPMO-
LIUTAapHY, HOpMOXpOMHY. Y 70% BuMaakiB crioctepira-
eTbcst TpoMOoLmToneHis (<100 - 10°/1) Ta neiikorneHis
(<1,5-10°/71). Y mazkax [1K xBopux rpu MiKpoCKOITi4-
HOMY JIOCITIKeHHI BUSBIISIOTH TiM(DOIITHI KITITUHY 3 BO-
JIOCKOBUMH 200 3 BOPCMHYACTUMU BiIpOCTKAMU, BMiCT
SIKUX Y JISMKOTpaMi KOJMBAETHCI B MIMPOKUX MeXKax.
ITocTiliHOIO 03HAKOIO € MOHOLIMTOIIEHiSI.

Panime knacudikoBanuii ax mintun BKJI BBKJT
oymno Bu3dHaHo BOO3 y 2008 p. okpemoio ¢GopMoIo
B-K1iTMHHHUX HOBOYTBOPEHD, 110 Ma€ BinMiHHi Big BKJI
KJIiHiYHi Ta natonoriyHi ocoonmbocTi. BBKJI € mopiBHSI-
HO PiAKiCHMM 3aXBOPIOBAHHSIM OCi0 CTapIIOro Ta MoXM-
JIOTO BiKY (CepelHili Bik Ha MOMEHT BCTAHOBJICHHS [i-
arHo3y — 71 pik). BBKJI y mopiBusiHHi 3 BKJI € 6inbin
arpecMBHUM 3a CBOEIO TIPUPOIOI0; Y XBOPUX BimMiua-
I0Th BUIILY CTiliKicTbh A0 XximioTeparii [11]. Ha Biaminy
Bin BKJI y xBopux Ha BBKJI yacriie cnioctepiraethb-
¢Sl IEMKOLMTO3 0e3 HEeMTpoTeHii a0 MOHOLIUTOMEHII,
iHdinpTpanis KM. Acmipat KM, gk npaBuiio, Jieriie
oTpuMaTHU, Ha BigMiHy Bin xBopux Ha BKJI.

JIIIJI — pinkicHe 3aXBOPIOBaHHS, SIKE NiarHOCTY-
I0Th MEPEBAXHO B OCi0 MOXUJIOro BiKy, YacTille y 4o-
JoBikiB. CepefHiil Bik Ha MOMEHT BCTaHOBJICHHSI fia-
rHo3y — 70 pokiB, i MeHII 1K 10% XBOpUX — MOJIOMIILI
3a 50 pokiB [12].

HasBHicTh mapanpoTeiHy B cUpoBaTLi KPOBi Mpu-
3BOJIUTh 10 BUHMKHEHHSI aBTOIMYHHUX MPOsSIBiB 200
Kpiorio0yiHemii mpu6iusHo y 20% XBopux Ha Makpo-
rnobyniHemito BanpaeHcTpema, mo € migrurom JITTT.
Y yacTuHM nalieHTIB po3BUBA€ETLCSI HeBpomnarisi. Bim-
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Tabnuusa 1

HoBoyTBOpeHHs 3i 3pinux B-nim¢pouutie BignosigHo ao nepernaHyroiy 2016 p. knacudikauii BOO3

HoBoyTBOpEHHS

CKOpoyeHHs*

XpoHiyHuit nimponeikos/nimboma 3 Manux NiMpouuTie

X1/NMN

MoHoknoHanbHwuii B-nimpoumnTtos

B-KniTMHHMIA nponiMboLUTapHNii Neiiko3

B-TJ1

Jlimpoma mapriHanbHOi 30HM CENe3iHkn

JIM3C

B0n0CKOBOKNITUHHIIA NEIKO3

BKN

B-knitnHHa NiMPOMAa/Neiiko3 3 ypDaxXeHHIM CENe3iHku, HeknacupikoBaHa

Jndy3Ha ApibHOKNITUHHA B-KniTnHHA NiMGOMa YePBOHOI My/bu CENe3iHkn

BapiaHT BOI0CKOBOKJITUHHOIO 1€/KO3Y

BBKJI

JlimponnasmouutapHa nimpoma

nnn

MakpornobyniHemis BanbaeHcTpema

MoHOKI0HaNbHA raMmanaris HEBU3HAYEHOr0 3Ha4eHHs, IgM

XBopo6a Baxkux [-NaHLoriB

XBopo6a Baxkux Y-NaHLoriB

XBopo6a BaXKuX 0-NaHLIOTiB

MoHOKnOHanbHa raMmanaris HeBU3HA4eHOro 3HayeHHs, 1gG/A

[1na3mMoKNiTUHHA (MHOXMHHA) MiEnoOMa

MM

ConitapHa KicTKoBa NniasmoLuToMa

lo3akicTkoBa nna3moumTomMa

XBOpo6U, NOB’s13aHi 3 BifIKNA[EHHSIM MOHOK/IOHAJIbHOTO iMYHOTI00YiHY

ExcTpanofanbHa B-knituHHa nimpoma maprinanbHoi 3041 MALT-Tuny

Jlimdpoma mMapriHanbHoi 30HM NiMdaTUYHOro By3na

JIM31B

Jlimpoma MaprinanbHoi 30HU NiIMPaTUIHOro By3na AUTSHOO Biky

®onikynsipHa nimpoma

W]l

DonikynapHe HOBOYTBOPEHHS in Situ

®onikynsipHa nimdoma ayofeHanbHoro Tuny

oNnaT

DornikynspHa nimboma AnUTS4Oro Biky

®noB

B-BenukoknitnHHa nimgoma 3 nepebynosoio IRF4

lNepBuHHA NiMPOMa 3 ypaXEeHHIM DONIKYNAPHUX LIEHTPIB LIKIpU

MaHTiiiHoKniTUHHA NiMboma

MK/

MaHTINHOKNITHHE HOBOYTBOPEHHS in Situ

[udy3Ha B-BenmkokniTuHHA NiMpoma, HeyToyHeHa

JIBBK

Tun 3 B-kniTH 3ap0JKOBOro LEHTPY

Tun 3 aKTMBOBaHMX B-KniTuH

B-BenuKoKNiTMHHA NiMpoma 3 HAAIUWKOM T-KITUH/riCTiouNTIB

MNepBuHHa B-BennkokniTMHHA NiMdoma LieHTpanbHoi HepeoBoi cuctemu (LIHC)

lNepBrHHA WKipHa B-BenuKOKNiTMHHA niMdOMa 3 N0KaNi3aLield Ha HUXHIX KiHLiBKaX

Enwreitn — bapp Bipyc-no3utueHa andy3Ha B-BennkoknituHHa niMpoma, HeyTouHeHa

Enwresin — bapp Bipyc-no3utuBHa BUpaska cam30B80i 00010HKU/LKIpYU

[BBKJ1, acoujiioBaHa 3 XpOHIYHUM 3ananeHHsm

JlimpomatoigHuit rpaHynboOMaTos

lNepBuHHa B-BennKokNiTMHHA NiMpOMa CepeoCTiHHS

BHyTpilwHbOCYAMHHA B-BennkoknituiHa nimpoma

ALK-no3utneHa B-BennkoknituHHa nimdoma

Mna3mo6nacTHa nimpoma

lNepBuHHa nimdoMa ekcyaaTis CepO3HUX MOPOXHMH

Jundysna B-BenmkokaitnHHa niMpoma, no3uTBHa 3a BipycoM repnecy 8-ro iy, HeyTo4HeHa

Jlimbpoma bepkitra

JIb

bepkitTonoaibHa nimgpoma 3 abepauiero 11q

B-kniTHHa niMmdoMa BUCOKOro CTyneHs 3n0sKicHOCTi, 3 nepebynosoto reqis MYC it BCL2 1a/abo BCL6

B-KkniTuHHa niMmpoma BUCOKOr0 CTYNEHs 3109KICHOCTI, HEYTOYHEHA

$oMoIo XomxkiHa

B-kniTuHHa nimpoma HeknacudikoBaHa 3 03HakaMmu, NPOMIXHUMU MiX AdY3HOK B-BENNKOKNITUHHOK NiMGOMOIO Ta KNACUYHOIO NiM-

MpuMiTKN: KYypCUBOM BUAINEHO NONepesHi HO3010riYHI hopmu.

*HaBepneHo nuiue ckopoyeHHs anst dopm NiMdoigHUX HOBOYTBOPEHb, NPO ki AETLCS Y CTATTi.

knaneHHs1 IgM MoXyTh criocTepiraTvcs y iKipi Ta B op-
raHax IIUTYHKOBO-KHUIITKOBOTO TPAKTY.

Jlo ckiany MyxJIMHU BXOISATh MaJli B-niMmdouuTu,
JTiMGOIUTH 3 03HAKAMU TIJIa3MaTHU3allil (BUpaXkeHOIO
0azodiniero HUTOMIA3MU Ta eKCLEHTPUYHO PO3TaLIO-
BaHUM sApOM) Ta ruiazMaTuuHi KiaituHu. JITIJI xapak-
TePU3YETHCS MEPeBaXXHUM ypaxeHHsIM KM, y 15—
30% BunaakiB ypaxeHHsim JIB, cenesinku ta nediH-
K1. MOXIMBUNA TaKOX PO3BUTOK €KCTpaHOAATbHUX
BOTHMIII ypaXXeHHsT (JIeTeHsI, OpraHu ILIYHKOBO-

KMIIIKOBOT'O TPaKTy, HIKipa), MosiBa MaTOJOTiYHUX
kiituH y T1K. Y cenesiHui npu ricToJorivHOMY BU-
BUYEHHI BUSIBJISIETbCS JiMdornaa3MoLuTapHa iH)iab-
Tpailist 3 YTBOPEHHSIM HEBEJIMKHNX BY3JIMKIiB y UepBO-
Hill myJIbIi.

JIM3 cranosnath Bin 5 mo 10% ycix HXJ1 y nopoc-
Jux [ 1]. 3aXBOpIOBaHICTb 3pOCTAE 3 BIKOM; CepeHill BiK
Ha MOMEHT BCTaHOBJIEHHSI AiarHO3y CTaHOBUTH 60 po-
KiB, 3 HEBEJIUKUM TepeBakaHHSIM cepell )KiHOUOro Ha-
cenenns [12]. Jo JIM3 nanexars JIM3C, JIM3JIB it
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ekcTpaHonanbHa JIM3, ska acoliloeTbes 3 AiMpoin-
HOIO TKAHWHOIO CJIM30BO1 OOOJOHKMU.

JIM3C, 1m0 Ha3uBajacst TAKOX JTiM(OMOIO CeJle3iHKI
3 IUPKYTIOI0YMMI BOPCUHYACTUMU JTiM(OIIMTaAMH, Bill-
3HAYAETHCS PIIKO i CTAHOBUTH H0 2% ycix miMdoimTHUX
HOBOYTBOpeHb. Jlelikemizarito mpu JIM3C BigmiuatoTh
3HAYHO YacTillle, Hixk 3a iHmmx ¢popm JIM3. Tomy JIM3C
paHillie HepinKo AiarHOCTyBanacs sIK OMH i3 LIMTOJIOTIY-
Hux migBapianTiB XJIJI. CriiBBigHOILIEHHST YOJIOBIKiB Ta
xiHOK cepen xBopux Ha JIM3C craHoBurts 1:1. Bik maiti-
€HTIB 31e0i1b1I0ro repeBuiye S0 pokiB.

st 6inbiocti xBopux Ha JIM3C xapakTepHUM € Ha-
SIBHICTb CIJIEHOMETAJTil, 1110 MOETHYETHCS 3 aBTOIMYHHOIO
TPOMOOLIMTOTIEHIEI0 Ta aHeMmielo [13]. ¥V maronoriyHuii
npoliec 3amyJaroTbes JIB Oins BopiT cene3iHku, mediH-
ka ta KM. Ypaxkenns nepudepmnunnx JIB criocrepira-
etbes pinko. KinekicTs nefikouutiB y I1K, sk mipaBuio,
He TIepeBUIIYE HOPMAJIbHUX MOKA3HUKIB 200 AEI0 301/1b-
LIeHa, X04a y MOOAMHOKMX BUIIAAKAX BOHA MOXE Iepe-
BHUIIyBaTH 3HaueHHs 25 - 10°/11. Maiixe y yBepTi XBOPUX
BincyTHi# abcomoTHuii diMdouunTtos. Tlpu gocaimkeH-
Hi MaskiB [1K Bu3HauaoThCs JiMQOLIMTH 3 BOpCMHYAC-
TUMM BiIPOCTKAMU, KiTbKICTb SIKUX Bapitoe. Y 30% marti-
€HTIB MIPU JOCTIIKEHHI CUPOBATKU KPOBi Bi3HAYAETHCS
rnomMipHa MOHOKJIOHa/IbHA raMMararis Tury IgM, B okpe-
mux Bunagkax — tuiry IgD. JlimpaaeHonarist Ta HasIBHICTb
€KCTpaHONATbHUX BOTHMUILL YpaXkeHHST He HaJleXKaTh 10 Xa-
paKTEepHUX O3HAK 3aXBOPIOBAHHSI.

JM3JIB — pinkicHa cdopMa JTiMGbOiTHUX HOBOYT-
BopeHb, 1o Haragye JIM3C Ta ekctpaHomaiabHy JIM3,
aJie MMPOSIBISIETbCSI BUHSITKOBO JIiM(paIeHOMaTi€elo.
JIM3JIB cranosars jmmre 1,5—1,8% ycix aimdoinHnx
HOBOYTBOpEHb. [liarHOCTY€EThCSI HaituacTillle y XBOPUX, Ce-
PEIHIl BiK SIKMX CTAHOBUTB 6J1M3bKO 60 pokiB. Y 20—22%
MALiEHTIB BUSIBJSIETHCS Bipyc rernatuty C.

KiiHiyHO xapakTepu3yeTbcst 0€3CUMITTOMHUM TEpe-
0iroM 3a HasIBHOCTI JIOKaJ1i30BaHOI Y4 TeHepaTi30BaHO1 Ti-
nepruasii JIB. 13 i€l kateropii MatoTh OyTH BUKJTIOUYEHi Ma-
LIIEHTU 3 IEPBUHHUMM eKCTpaHOmaTbHUMU JIM 3, y siKux
ypaxkeHHs1 JIB € HacninkoM auceMiHallii TpaHchopMoBa-
HUX TiMPOITHUX KITiTUH. YpakeHHs1 KM BinzHavaeThcs
y 32% Bunankis [14]. 3pinka KTUHU J1iMOOMU MOXYTh
BusiBsitTucs y TK.

MALT-aimghoma (exctpanonanpHa JIM3, acorriiioBa-
Ha 3 JIiM(bOITHOIO TKAHMHOIO CJTM30BOi 000JIOHKM) CTAaHO-
BUThH 7—8% ycix HXJI Ta 6museko 50% ycix epBUHHIX
JimdoM 1tyHka. HaiiGinbin nommpeHi eKcTpaHoaaIbHi
JUJISTHKY BKITIOUAKOTh IITYHOK (30%), TpraaTKoBUii ana-
par oka (12%), mikipy (10%), nerexto (9%) i cnviHHi 3a-
no3u (7%) [14]. MALT-nimbomMu BUSIBISIIOTH Y YOJIOBI-
KiB Ta XiHOK Pi3HOTIO BiKY.

IinBuiuennit pusuk po3Butky MALT-nimcbom Bia-
MIUYa€eTHCS 32 HASIBHOCTI XPOHIYHOTO 3aMaIbHOTO MPOLIe-
cy, TIpU racTpuTi, acouittoBaHomy 3 Helicobacter pylori,
TIpY aBTOIMyHHUX 3aXBOPIOBAHHSIX, TAKUX SIK TUPEOITUT
Xammmorto abo cuHapom Lllerpena (acoriarist 3 MALT-
JIiIM(OMOIO IITUTOITOAIOHOT 3371031 a00 CAMHHUX 3aJ103
BiIMOBIAHO).
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DJIHaneXNTh 10 HANOLIBII ITOITMPEHUX ITYXJIMH JIiM-
oimHOI TKaHMHM, TTocinatoun apyre mictie Ticiist JIBBKIT.
CepenHiif Bik XBOpMX Ha MOMEHT BCTAHOBJICHHSI [liarHO-
3y CTAaHOBUTH 63 POKM ITPH CITiBBiIHOIIIEHH] YOIOBIKiB Ta
JKiHOK mpu6au3Ho 1,2:1 [15]. Pinko giarHOCTyeThCs y 1i-
Tel (TepeBakHO y XJIOMUYMKIB) Ta MOJIOAMX JIIOAEH BIKOM
110 20 poKiB.

Y nepeBakHili OibiocTi BumaakiB MJI Mae domiky-
JIIpHUT (HOMYJIIpHUIT) XapakTep pocty. Dotikym, yTBo-
peHi TpaHchOPMOBAaHUMU KJIITUHAMMU, B TiICTOJOTIYHUX
Mpenaparax yacTo BaxkKO BUSHAUUTH, OCKIJTbKY B HUX He-
Mae MaHTiitHOi 30HU. DJI cKIagaeThes 3 IBOX TUITIB KITi-
THUH 3apOAKOBUX LIEHTPIB JTiM(POITHUX DOJTiKYJIiB — LIEeH-
TPOLIMTIB Ta IeHTpobIacTiB. SIK mpaBmiio, v ckiam DJI
MepeBaKaroTh LIEHTPOLMTH. Y pe3yJIbTaTi pH riCTOMIOTi Y-
HoMmy nociimkeHHi DJI, Ha BiIMiHY Bill peaKTUBHO 3MiHe-
HUX JTIM(POITHUX (DOTIKYJIiB, BUSIBISIOTH MOHOMOP(hHUIA
KIITUHHUU CKIIa.

IMpu @JI, sk paBUIO, BUSIBISETbCS MiX(DOTIKY-
JIIpHE TOIIMPEHHST HEOIUTACTUYHMX KIIITHUH, IMepeBak-
HO LIEHTPOLIUTiB. MOXYTh BU3HAUATUCS TAKOXK 30HU TH-
(y3HOTO ypaxkeHHsI, 4acTo 3 O3HaKaMu cKJieposy y JIB
OpIKi Ta 3a04EPEBUHHOTO MPOCTOPY. 30HU TUPY3HO-
TO YpasKeHHST BUSIBJISIIOTHCST Y BUTIISIII TiITHOK TKaHU-
HU, TIOBHICTIO M030aBieHUX (POMiKyJiB, IO MIiCTATh
CD21/CD23-no3utuBHi DOJiKyIsSIpHi IEHAPUTHI KJTi-
tuHU. [Ipu tunosiit AJI, 0co6GMMBO KON AiarHo3 BCTa-
HOBJIIOETHCSI HA PAHHIX CTaIisIX pO3BUTKY Iipolecy, y JIB
MOXYTb 30epiratricss HemyXJIuHHi (omikymu. Lli doiky-
JIM MOXYTb YaCTKOBO 3a3HaBaTy KOJIOHI3allil KJIITUHAMU
®J1. TomiOHi X MyXJIMHHI KITITUHA MOXYTh BHUSIBJISITU
y JIB, 110 npunsraiors 10 ypaxkeHux JIB. Y moognHokux
BUTIAAKax JiM(pomu 3 MOpQOJIOTIYHUMU Ta iIMyHO(PEHO-
TunoBMH o3Hakamu PJI MaroTh mificHo mudy3HMit Xa-
paktep pocry. HiarHo3 mrdpy3Hoi DJI BCTAaHOBIIOETHCS
y pasi, Ko JliMpoMa CKIaJa€THCS 3 KITITHH, 1110 Haraay-
IOTb LICHTPOLIUTH, 3 MiHOPHUM KOMITOHEHTOM, ITPEICTAB-
JIEHUM LIEHTPOOJIaCTaAMMU.

®J1 BKTI09atoTh (hOITIKYJIIpHE HOBOYTBOPEHHS i1 Sifu,
®JIAT TaBapiaat OJIJIB. DJI in situ TiarHOCTYETHCS, KOIA
oiomncist JIB neMoHCcTpye 3araibHi HOpMasbHi FicTOMOT Y-
Hi pe3yJIbTaTH 3i 30epeKeHHSIM apXiTeKTypH By31iB. I1po-
Te B simMdoinHux domikynax inentudikytorscss BCL-2-
no3utuBHi B-xmituau. [pubausHo y 5% Takux maiieH-
TiB 3ronom po3BuHeThest PJI a6o JIBBKIT [16].

DJIT € nimruniom PJI, sikuit Oyj0 BUBHAHO OKpe-
MOIO HO30JIOTTYHO10 (hOPMOIO 32 OHOBJIEHOIO KJlacuika-
miero BOO3y 2016 p. [1]. Xoua @®JIAT nepeBaxkHO BUSIB-
JISIETbCSl Y HUBXIIHIN YaCTUHI IBAHAALSTANANOL KUIITKH,
BOHA TAKOX MOXE PO3MOBCIOAUTUCS MO BCbOMY LILTYHKO-
BO-KHUILIKOBOMY TpakTy [17].

DJIJIB — pinkicauit Bapiant MJI 3 BimMiHHMMMU Tic-
TOJIOTIYHUMU, iIMyHO(DESHOTUIIOBUMU Ta MOJICKYJISIPHU-
MM OCOOIMBOCTSIMA. 3aXBOPIOBAHHST HAMYACTIIIIE TIPOSIB-
JISIETHCS JIOKaNi30BaHOI0 JiMpaaeHOoIaTieo (IepeBaXkHO
JIB rosnoBu Ta 1mui, piaiie neprudepuyHi), i3 cepeaHim Bi-
KOM MoyYaTKy 3axBoptoBaHHsI 11—18 pokiB 3 MOMITHUM Tie-
peBaxkaHHSIM OCi0 YOJI0BIUOI CTaTi (CITiBBiTHOILIEHHS XBO-
pUX cepel J0NIOBIKiB i xKiHOK >10:1).
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MKII € pinkicHoro dopmoro HXJI, Ha saxy npumnanae
npubm3Ho 6—7% ycix HXJI [18]. CepenHiii Bik Ha MO-
MEHT BCTAHOBJIEHHSI JiarHO3y 3a3BMYail CTAHOBUTH 60—
68 pOKiB; 3aXBOPIOBAHHS OLIBLI MOLIMPEHE Y YOIOBIKIB,
HiX Yy XiHOK (criBBigHOWIEHHS 2:1). XBopoOa XapakTe-
PU3YETHCST HAABHICTIO JliM(ameHomaTii, Ternaro- Ta Cruie-
HoMeraii, ypaxeHHsaMm KM Outbit HixX y 60% BUITAIKiB.
3minnm y I1K, sKi peecTpyroThes TTiI Yac BUKOPUCTAHHS
IIPOTOYHOI LINTOMETPIT, BU3HAYAIOThCS TPUOIN3HO Y 65%
MaLieHTIB. Y IeIKMX 3 HUX MOXE CIIOCTEPIiraTrcs BUpaxKe-
Huit tiMpormTos. 3minu B ITK 3 pizHuM piBHEM J1iMpo11-
TO3Y € MOIIMPEHUM SIBULLEM HE TiJIbKU MPU JIEHKEMIUHI
HeBY3/10Bili (hopwmi, ase i1 nmpu kinacuuHii MKJI. B okpe-
MMX BUITAQJKAX MOXYTh BUSBIISITUCS OCEPEIKN €KCTpa-
HOMAJIbHOTO YpaXKeHHSI.

XapakTtep pocty MKJI HomynsipHUil un Augy3HUIA.
Ilepumit BindHauaeTbesl y BUIanakax, Kojau y JIB 36epe-
JKEeHi peaKTUBHI 3apOAKOBi LIEHTPU 3 LIMPOKOIO 30HOIO0
myxJIMHHOI MaHTil. [Tin yac mporpecyBaHHS ITyXJIMHHOTO
pocTy, 3aceieHHsI LIEHTPiB oiKyIiB TpaHC(HOPMOBaHU-
MM KJIITUHAMMU Ta 3JIUTTSI MAHTIi CycimHix oJtiKyJIiB Bil-
OyBa€eThCs yTBOpeHHS nudy3HUX iHDiTBTpaTiB. YacTo Bu-
JIUISIOTBCS CBITII Tapa JeHAPUTHUX KiThH. Cepen myxX-
JIMHHUX KIIITUH BUSBIISIIOTh XapaKTepHi IS IIbOTO TUITY
JliMOM MOOIMHOKI eMiTeTi01MHi FiCTIOLUTH, SIKi y TESTKUX
BUIMAIKaX CTBOPIOIOTh KAPTUHY «30PSTHOTO HEOa».

ITpu MKIJI, Ha Bigminy Bix DJI, rictosoriyHe cramiro-
BaHHSI He TIPOBOIUTHCS. BaxkiiBe MpOrHOCTIYHE 3HAYCH-
HS Ma€ BU3HAYEHHS (PpaKilil KIITUH, 110 MPoJTihepytoTh,
Ha OCHOBI 00J1iKy BiZICOTKOBOTO BMICTY KJIiTHUH, $IKi €KC-
npecytoTh anThreH Ki-67.

JIBBKJI, sika cranoButb 20—30% ycix HXJI, € 3nosikic-
HUM HOBOYTBOPEHHSIM 3 BEJIMKUX KJIITUH B-11iMoinHOoro
MOXOMKeHHs1. BUSIBISIIOTH ii yacTile y JoAeil moXuiaoro
BiKy (cepenHiii Bik — 60—70 pokiB), ajie MOXKe BUHUKA-
TU i B MOJIOZIOMY Billi Ta y AiTeli. Y XBOPUX BUSIBIISIIOTHCS
ITyXJIMHOMNOMiIOHI YyTBOPEHHS (COoJTiTapHi 800 MHOXXWHHI)
JIB, ki mBraKO 30UTBIIYIOTECS B po3Mipax. Maiixke 40%
JIBBKIJI € excTpaHoganbHUMU 3 TIEPBUHHOIO JIOKAJTi3aLli-
ero y mikipi, ITHC, xicTkax ckesera, sIEUKy, JiereHi, HUp-
1Ii, MeYiHIIi, IMTONOAIOHIH 3271031, CIMHHUX 3aj103aX. 3a-
JIy4eHHS 0 arooriyHoro rpouecy KM crioctepiraersb-
cs1y 11-27% Bunazakis.

PospizasioTs Tpu Mopdosnoriuni Bapianti JIBBKJI
(ueHTpoOIACTHUI, IMyHOOJIACTHU Ta aHATLJIACTUYHUIA),
SIKi BUSIBJISIIOTD HaluacTille, i Kiibka MiHopHux. JIBBKJT
XapaKTepU3yI0ThCs TU(y3HUM XapaKTepoM POCTy. Y BOT-
HUIIAX ypaXkKeHHS BiIMIYaeThcs Mpostidepalliss BETUKIX
JiM(OITHUX KJIITUH, 110 CYITPOBOIKYETHCS TIOBHUM a00
YaCTKOBUM 3HULIIEHHSIM apxiTekTypu JIB. Ypaxenns JIB
MOXe OyTH TaKoX IHTEep(OJIKYISIPHUM, i3 3aTy4YeHHSIM
CUHYCIB, HasIBHICTIO BOrHMUIL ckjiepo3y. Llentpobnact-
HUMI BapiaHT BUSBJISIETbCA MpUOIM3HO y 50% BHUMaaKiB
i XapaKTepU3y€EThCS CIIPUSTINBUM IIPOTHO30M. [InToma
Bara IIeHTPOOJIACTHOTO Ta aHATUIACTYHOTO BapiaHTiB CTa-
HoBUTH 30 i1 20% BioNoOBiTHO; IPOTHO3 TIepeOiry ATt aHa-
IJIACTUYHOTO BapiaHTy 3HAYHO TipILIMiA.

JIb — 11e BUCOKOarpecuBHa IyxJIMHa B-KJTiTHHHOL
TIPUPOIN 3 TIEPEBAKHOIO €KCTPAHOIATHHOIO JIOKATi3alli-
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€10. 3aXBOPIOBaHHS Ma€ 3 pi3Hi mintunu. Exdemiuny JIB
BUSIBJISIIOTD B €KBaTOpiaibHiii Adpulli. BoHa € o0CHOBHUM
TUIIOM IYXJIMH y [IiTe! Y IbOMY PETiOHi Ta 3a3BUYaii Bpa-
>xae o0Myuus maiieHTiB. [Tik 3aXBOpIOBaHOCTI MpuIIa-
Ja€ Ha Bik 4—7 pokiB. CriBBiTHOLIIEHHST XJIOMYMKIB Ta i~
BYATOK CTAaHOBUTH 2:1. Cnopaduyna JIb iommpeHa y BCix
KpaiHax, IEpeBaXKHO Y JiTeli Ta TOPOCIMX MOJIOIOTO BiKy
(gacrTiIrie 90I0BiUOi CTATi), ITPOTE PIKO TPATUISIETHCS Y I0-
pociux IliBHiuHOi AMepuku Ta €Bporn (1—2% nopoc-
JIiX 3 JiMpoMaMu y LMX perioHax). Lleit minrtum craHo-
BuTh Bit 30—40% ycix HXJ1 nutstuoro Biky. JIb, noe’sazana
3 iMyHOOeghiyumom, MOXKe BUHUKATH B 0Ci0, iH(iKoBaHUX
BLJI (mo 30% Bin ycix BlJI-acouiitoBanmx HXJT). Lleii mmia-
TUII (CepenHiii Bik XBopux — 44 poku) 3a3BUYail MposiB-
JIieThes ypaxkeHHs M JIB, ane MoxyTb OyTu 3airyyeHi KM
ta IITHC [19].

IlyxnuuHi knitunu npu JIb cepeaHix po3mipis.
I1pu JIb eHmeMiuHOTO Ta CIOPAgUYHOIO MiITUIIB BOHU
MaloTh CXO0Xi LMTOMOP(OJIOriUuHiI 03HaKU. Snpa KIiTuH
OKPYIJTi 3 HIXKHOIO CTPYKTYPOIO XPOMATHUHY, MiCTSITh MHO-
KUHHI sinepus. LluronnasMa KiIiTUH iHTEHCUBHO 0a3o-
(inbHa, BigMiYarOThCs KUPOBi BAKYOJTi. Y CKJIaIi MyXJIMH
BUSIBJISIETBCS 3HAUHA (bpaKlilisg KIITUH, IO Tpoidepy-
10Th. OTHOYACHO CMOCTEPIra€EThCs GaraTo KJITUH 3 O3HA-
Kamu arnonTo3y. Ha rictosioriyHux 3pizax BU3HAYAETHCS
KJIACMYHA KapTHUHA «30PSTHOTO Hebay.

MM — 1IMTOTEHETUYHO reTepOoreHHe Mporpecyioue
3aXBOPIOBAHHS JTiM(OITHOI TKAHWHU, B OCHOBI SIKOTO Jie-
KUTh KJIOHAJIbHA TIpoJTidhepallis mia3MaTUYHUX KITITUH,
SIKi IPOMYKYIOTh MOHOKJIOHAJTbHI iIMyHOTJIOOYJTiHU. 32 Mo-
mpeHicTio rocigae apyre (micas XJ1JT) miciie cepen HOBO-
YTBOPEHb KPOBOTBOPHOI Ta JIiM(POIAHOI TKAHUH Y KpaiHax
€sponu Ta CLHIA; npu6mm3Ho 13% 1ux myximH Kiacudi-
KytoTb 5K MM [20]. Haituacriie 3axBoptoBaHHSI, OUTbII
MOLIMPEHE Cepell YOJIOBIKiB, AiarHOCTYIOTh B OCi0 BikoM
65—74 poxu. CepenHiii BiK YOJIOBIKiB HA MOMEHT BCTa-
HOBJIEHHSI JiarHO3y CTAHOBUTH 68 pOKiB, KiHOK — 70 po-
KiB. MM He BUSIBJISIIOTD Y iTeH i Ay»e pinKo — B 0ci0 Bi-
KOM 110 35 poKiB. OKpiM IOXMJIOTO BiKY, OCHOBHUMU (DaK-
TOpaMu pU3KKY po3BUTKY MM € reHeTUUYHa CXUJIbHICTb,
TpUBaJIa CTUMYJISILLSI iIMyHHOI CUCTEMU TTPU YaCTUX iH-
(hex1isix, aBTOIMyHHMX Ta aJIepriyHUX 3aXBOPIOBAHHSIX,
OXXMPIiHHS, KOHTAKT i3 XiMiYHMMU MyTareHamu (a30ecT,
IHCEKTULIMIN) Ta BILIMB iOHi3yI0UOTrO BUTTPOMiHIOBAHHSI.

binbiricts BunankiB MM BUSIBISIIOTECS de novo, ane
3aXBOPIOBAHHIO MTPAKTUYHO B YCiX XBOpUX Mnepenye dasza
0e3CMMIITOMHOI MOHOKJIOHAJIbHOI TaMMariaTii HeBU3Ha-
yeHoro 3HaueHHs (MI'H3). 11151 nesikux martieHTiB xapak-
TEPHOIO MOXKe OyTH MpoMixkHa cTanist Mixk MITH3 Ta MM,
110 HA3UBAETHCS OE3CUMITTOMHOI MHOXWHHOIO Mi€JIO-
moro. Pusuk nporpecyBanHst MI'H3 1o MM ctaHOBUTD
6:u3bKo 1,5% Ha pik, Toji SIK BipOTiIHICTh TpaHchopMa-
i1 6€3CMMNTOMHOI MHOXXMHHOI MIi€JIOMU Y 3JIOSIKICHUI
mpotiec € Habarato Buioio (~10% mopiuno) [21].

KuniniyHi nposiBu MM 6arato B YoMy BU3HAYAKOThCS
ctyneHeM ypaxeHHs1 KM maroiorivHUMu Tia3mMaTuy-
HUMU KJIITUHAMU, HasIBHICTIO iH(MIBTPATIB B iHILIUX Op-
raHax i TKaHMHax, XapakTepoM Ta piBHEM iMYHOIJI00Y-
JIiHiB, 10 ceKpeTyoThes. LIBUAKICTS HAPOCTAHHS ITyX-
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JIMTHHOI MacH BU3HAYa€ CIEKTP KIIIHIYHUX TTposiBiB MM
(Bim 6€3CMMIITOMHOTO 10 BHCOKOATrpeCUBHOTO Tiepe0i-
ry). OnHUM 3 OCHOBHUX MposiBiB MM € ypaxkeHHs Kic-
TOK CKeJIeTa, 1110 CYITPOBOMKYEThCS BUPAKEHUM OOJIbO-
BUM cMHAPOMOM. JIiTUUHI 3MiHM PO3BUBAIOTLCS Halfyac-
Tillle y TUTOCKMX KicTKax (deperr, pedpa, TpyarHa, KiCTKI
Taza, XpebeT) Ta 3HaYHO Piflle — y MPOKCUMAaJIbHUX BiJIl-
Jinax TpyoyacTux Kictok. I[TocuneHa pe3op0uist KicTKOBO1
TKaHWHU MPU3BOINTD 0 TilepKanbliemii. [nepkaibii-
€Mis1 Ta rpoTeinypist beHc-/IXKoHca 3yMOBIIOIOTh PO3BU-
TOK HUPKOBOI HetocTatHocTi. Y 60—70% xBoprx Ha MM
BXX€ TTPY IEPBUHHOMY 3BEPHEHHI 32 MEIMYHOIO I0ITOMO-
TOI0 BUSBIISIIOTH aHeMilo. [TommpeHnMuy Takox € nepio-
JIMYHI 200 MOCTiliHI 6akTepiabHi iH(eKIIil.

LHutomopdonoriuHi 03HAKM Mi€TOMHUX KJIiTHUH,
1110 BUSIBJISIIOTBCS B IyHKTatax KM, Bigpi3HSIOTbCS Be-
JIMKOIO Pi3HOMAHITHICTIO — Bil 3pijiuXx opM, CXOXKUX
Ha HOpMaJlbHi I1a3MaTUYHi KJIITUHU, 10 HE3PUIUX, TIOJTi-
MOpGhHUX Ta aHATUTACTUYHUX KJITUH. 3piJli M1a3MaThy-
Hi KJIITUHU OBaJIbHOI 200 OKpYyIIol (hOpMU, MAIOTh EKC-
LIEHTPUYHO PO3TallIOBaHE OKPYIJIE AP0, 10 HE MiCTUTh
saaepellb, iIHTEHCUBHO 0a30(DiIbHY LIUTOTUIA3MY 3 TIEPUHY-
KJIeapHOI0 30HOI0 NpocBiieHHs. Hespini dopmu MatoTh
O3HAKM TUIa3MOOJIACTiB — HIXKHIIILy CTPYKTYpPY SIIEPHO-
TO XPOMAaTUHY, MIiCTSITh SAEPLIs, IUPIIUIA 00iT0K IUTO-
ma3Mu. [IpubmusHo y 10% xBopux y KM BUSIBIISIIOTH-
Csl MEPeBaKHO IJ1a3MOOJIACTH, 110 aCOLIIOETHCS 3 OB
HECIPUATIMBUM MporHo3om. ¥ KM yacTiHU Nalli€eHTIB,
KpiM OIHOSIIEPHUX KIIITMH, BU3HAUYAIOTHCS MOJTIMOPdh-
Hi OararosiiepHi, 0araToaoJbYacTi ra3MaTU4HI KJiTH-
HU, KJIITUHM 3 «ITOJTIYM’ STHOI0» LI TOIIa3MolI0. [1pu moci-
mokeHHi [TK HaliO1TbIL BUPasKeHOI0 03HAKOIO € YTBOPEHHS
€PUTPOLIUTIB, CKJIANEHUX Y BUTJISITI «<MOHETHUX CTOBITYM -
KiB». MOXyTb BUSIBJIATUCS HOpMOO1acTu 1ay 15% Buran-
KiB HEBEJIMKA KiIbKiCTb MJ1Ia3MaTUYHUX KJIITUH.

LUTOXIMIYHI OBHAKU MATOJTIOIN4YHUX
KNITUH NEPUDEPUYHOI KPOBI
TA KICTKOBOIo MO3KY

LwuToximiuHi mocmimkeHHs mipu gimMdonporidepa-
THBHUX 3aXBOPIOBAHHSIX BUKOPUCTOBYIOTh HacaMIlepe
IS THATBEPIKEHHS JTIM(OITHOTO TTOXOIKEHHST TpaHC-
(popMOBaHUX KITITMH, 110 OCOOJIMBO NOIIBHO 32 HEBU-
3HAYEHUX IMYHOJIOTIYHUX MapKepiB (ci1adka eKkcrpecis
AHTUTEHIB MOBEPXHEBUX MeMOpaH, KOEKCITPeCisl MapKe-
PiB KJTITUH Pi3HOTO TeHe3y). I3 11i€10 MeTOI0 BUKOPUCTO-
BYIOTh BU3HAUYCHHS aKTUBHOCTI Mi€JIOTIepOKCcHIa31, He-
crieliMigyHO1 ecTepasu, KMCJI01 HecrielMdiuyHoi ecTepasu,
kucioi ¢ocdarazu (KD), xnoparnerarectepasu, IpoBe-
neHHs1 PAS-peaxkiiii (BU3HAYeHHS TJTIKOMPOTEiHiB, TTOTi-
caxapuiB, TJIIKOJIIITiIiB Ta AeSIKUX SKMPHUX KUCJIOT 3a J10-
TMIOMOT010 0OPOOKHM MpernapaTiB HOTHOIO KHMCIOTOIO Ta pe-
areHToM Iludda).

JlimoinHi KimiTMHM, Ha BiAMiHY Bill KJTiTUH Mi€JI0OiTHO-
TO psILy, HEe MICTSITh Mi€JIonepoKcuaa3u. AKTUBHICTh He-
crieliivyHoi ecTepasu, XjiopaleTrarectepasu, KUcao1 He-
crienndivyHOoI ecTepa3u He BU3HAYA€ETHCS ab0 € c1abKolo
IU(PyY3HOIO (BMCOKA aKTUBHICTh (DEPMEHTIB XapaKTep-
Ha U KIITUH MOHOIIMTapHO-MaKpodaraibHOTO psimy).
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Hasnaku, nosutnBHa PAS-peakiiist Tunosa mjist JimM@o-
imHux kmitiH. PAS-peaxiis mpy B-KmiTmHHIX HOBOYT-
BOPEHHSIX 3a3BUYall BUSIBJISIETHCS Y BUIJISIII LIMTOTUIA3Ma-
TUYHUX TPAHYJI Pi3HOTO pO3Mipy Xo4a 0 B YaCTUHI KJTiTHH.
VY nimcormrax 3 o3HaKamMu IIa3MaTU3allii, Iia3MaThy-
HUX KJiTnHax ipu MM ta JITTJI Moxke OyTu iHTeHCUBHO
nudy3HOIO (peakilis 3 UUTOIUTa3MaTUIHUMU JIENO3UTa-
MM iMyHOIIOOYJTiHiB). Bifblll BUpa3Ha peakilist BUSIBJISI-
€Tbecs B KJniTiHax MM, 1110 cuHTe3y10Th IgA, Moekyau
SIKOTO MiCTSITh BUILIMI BiICOTOK KapOOTiIpaTiB MOPiBHSI-
Ho 3 IgM a6o IgG. B okpemux Bunankax PAS-peaxitito
MPOBOIATH 3 TONABAHHIM aMijia3u, siKa PO3LIETUTIOE TJTi-
KoreH. Lle mo3Bosnsie Kpaiiie ineHTU(iKyBaTH MIa3MaTU4Hi
KJIITUHU, Y SIKMX, Ha BiIMiHY BiJl iHILIMX KJIITUH, 30epira-
€ThCS MO3UTUBHE 3a0apBieHHs. PAS-peakiiig 3 aminazoro
TaKOX KOpUcHa JUTs1 nrdepeHlliallii iHTEHCUBHO 3a0apBiie-
HUX METaKapiolUTiB Ta MraHTChKUX O0araTosiaepHMX KJli-
tiH bepesoBcrkoro — Pum — IlltepHOepra (peaxiris He-
raTMBHA) P XBOpobi XomKKiHa.

AKTHUBHICTB JizocoMasbHOTro depmeHTy KD
npu B-kaiTuHHUX niMdonpoidgepaTUBHUX 3aXBOPIO-
BaHHSIX 3a3BMYall € CJ1a0KO10 a00 ITIOMipHOIO, iHTEHCUMBHA
smie B kinitruHax mpu BKJL. Kpim toro, npu BKJI, a ta-
kox 1ipy B-TIJIJT ta JIM3C (aktuBHicTh K momipHa)
MaTOJIOTIYHI KIIITUHU €KCIPECYIOTh He TiJIbKY 3BUYaii-
Hy JizocoManbHy K@ (423 aMiHOKMCIOTHUX 3aJIUIIIKH),
aste i Tak 3BaHm 1sitril Tunn KO (325 a.a., reH po3ranio-
BaHUM y aiisiHLi xpomocomu 19p13.2—13.3), akTUBHICTb
SIKOi HEe MPUTHIUYEThCS 3a Iil ioHiB TapTpary. Ha i mig-
CTaBi BU3HAYeHHs TapTpar-pe3rcreHTHol KM Bukoprcro-
BYETbC Npu audepenuiiiHii aiarnoctuui BKJI 3 BBKII,
XJUJI 3 B-TIJLJT, BKJI.

TpuBanuii yac Oysiu cripoOU MPOBOANTH TUEpPEeHLIiI-
HY JiarHOCTUKY MiX JTiMoIpotipepaTUBHUMU 3aXBOPIO-
BaHHAMU T- Ta B-KIIITMHHOrO MOXOIKEHHS Ha MiacTaBi
BU3HAYEHHSI XapaKTepy BilKJIaIeHHS KiHLIEBOTO MPOAyK-
Ty peakuii akruBHocTi K®. HasiBHiCTB 4iTKOI OHIET Tpa-
HYJIM B LIUTOITIA3Mi € OiTbII TUTTOBUM 151 T-J1iM(OLINTIB,
y B-kiitnHax cnoctepiraetbes audysHe 3a0apBiaeHHS
LIMTOIUIa3MU a00 HAsIBHICTb YMCEIBHUX TPaHYJI, SIKi MO-
XYyTh 3MBatucs. OmHaK 1151 03HaKa He € abCOJIIOTHOIO,
TOMY Ha ChOTOJHI OTpMMaHi JaHi o0 posnoainy Kd
B KJIITUHAX [UTS BUPIIIICHHS ITUTAHHS IIOIO TTOXOMKCHHS
JIEMKEMIYHMX KJIITUH PO3MISIIAIOTCS SIK IPUITYILEHHS.

PEHOTUMNOBI O3HAKU MATOJIOMNYHUX
KJIITUH

Jns iMyHO(DeHOTUIYBAaHHS Ta JiaTHOCTUKU Pi3HUX
GopM MyXJIMH KPOBOTBOPHOI Ta JiM(OigHOI TKAHUHU
IIMPOKO 3aCTOCOBYIOThCs MeTonu II'X, imyHoIMTOXIMIT
Ta MPOTOYHOI LIUTOMETPil. Y IOCKOHAJIEHHSI BIIPOJOBX
OCTaHHIX POKiB MPWIaLiB, MPOrpaMHOro 3abe3neueHHs
Ta peareHTiB CIIPUSIIO 3HAUHOMY MiIBUILIEHHIO Yy TJIMBOC-
Ti JOCJTiKEHb Ta TOYHOCTI TiarHOCTUKMU. Y TabJ1. 2 HaBe-
JIeHO IpodiJli aHTUTEHiB TTOBEPXHEBUX MEMOpaH IaToJI0-
TYHUX KJIITUH, TAMOBI JJ1s1 AesIKUX (pOpM HOBOYTBOPEHbD
3i 3piux B-KJ1iTvH, poaHasizoBaHUX y MOINEPeIHbOMY
posmini. ami Oyae cTHCIo oXapaKTepru30BaHO HAMOLTBIIT
XapakTepHi iMyHO(EHOTUIIOBI 03HAKU TaKUX KJIITUH.
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XIT/JIMJL KnacuuHuii (heHOTHUIT ATOJOTTYHMX KJTi-
tvH 1ipu XJIJI/JIMJI € HacTymHUM:
e xoekcnpecig Tpiagm antureHiB CD19, CDS5i
CD23;

® 3HIUKEHA EKCIpecis iHIuX B-KITiTUHHUX Map-
kepiB (CD20, CD79b, FMC7, noBepXHEeBUX
iMyHOTrJ100Y/iHiB), aHTUreHy CD81 Ta 3araiabHo-
ro neiikouuTapHoro antureny CD45;
e MenmiaHa ekcrpecii CID20 € HUK4010, HiXK TP iH-
KX B-KJIITMHHMX 3105IKICHUX HOBOYTBOPEHHSIX
Ta Ha B-kjIiTHax B HOpMi;

® BUCOKMI piBeHb ekcrpecii aHTureHiB CD43,
CD200;

® HeraTuBHA peakilis 3 MKAT NpOTH aHTUTEHIB
CD10, CD103, CDI123, a TakoxX T-KIIITUHHUMUT
(xpim CD5) Ta MieT0oimHUMM MapKepaMu.

JiarHoCTUYIHE 3HAYCHHST MA€ TAKOX BUSIBJICHHS 3 JI0-
nomoroto ITX 6inkiB LEF1 ta SOX11.

Hapa3si €Bponeiicbka mocaigHUIbKA iHilliaTUBa
3 XJIJI (European Research Initiative on CLL — ERIC)
Ta €Bporneiicbke TOBApUCTBO KIIIHIYHOIO aHaIi3y KJli-
tnH (European society for clinical cell analysis — ESCCA)
11t nupepeHLiiHOT JiarHOCTUKY Ta BUSIBJICHHS MiHi-
MaJIbHOI 3AJIMIIKOBOI XBOPOOU MiC/Is1 TIKYBAHHS Ta PEMi-
Cil peKOMEHIYI0Th PO3LIMPEHY MaHe b MKAT (BKJTI0Yaro-
yu CD43, CD79b, CD81, CD200, CD10 Ta RORI1) [22].
ITpu JIMJI naTosioriyHi KJIiITMHUA JEMOHCTPYIOTh TOM ca-
muit imyHogenoTut, 1o i ipu XJIJI, ToMy, oKpiM BU-
3HAYEHHST aOCOJIIOTHOI KiIbKOCTI KJIOHY B-mimdonuTis
y IIK, miarHo3 JIMJI Mae O6yTu miATBEpAKEHUN pe3yib-
TaTaMu TiCTOJIOTiYHOrO AocaiakeHHs 6ionTaris JIB [23].

JndepeHuiiiHa AiarHOCTUKA HalifyacTillle TPOBOAUTh-
cs1 3 MOHOKJIOHAJIBHUM JieiikoruTozoM i MKJI. MoHo-
KJIOHAJIbHUI JIEHKOIIMTO3 XapaKTEePU3YEThCS HASIBHICTIO
B 1K Menur Hix 5 - 10°/n B-nimbouutiB 3 heHOTUIIOM
xitituH XJ1JI 3a BincyTHOCTI AimManeHorarii, opraHoMe-
rajii, eKCTpaMemyIsIpHUX YPAXKEHb.

'V He3HauHo1 yacTiHM XBopuyx Ha XJLJI marooriuHi Koti-
TUHU MalOTb aTUTIOBUIA iMyHO(DEHOTUIT (HU3bKAa eKCITPECist
antureHiB CD23, CDS5; Bucoka abo MopiBHSIHHA 3 HOP-
ManbHUMU B-nimpormramu excripecist CD20, CD79b).
Y Takmx BUNagKax IpoBOAUTHCS AUepeHIIiiiHA TiarHoC-
tka Hacammnepen 3 MKJI. ITpu MKJI TunioBum € (peHOTUIT

CD19°CD20"CD79*FMC7+*CD5*CD23-CD81"CD200~
CD43~. Y cknanHux BUMNaaKax IOLUIBHAM € BU3HAYEHHS
criermivarx MapkepiB MKJI, Takux sk mkotia D1 (3a go-
noMororo MKAT) abo Tpanciokatii t(11;14), sxa npusso-
JIATB J10 Tirepekcrpecii uukiiny D1.

OKpeMi aHTUIeHU TaToJOTiYHUX KIiTUH npu XJIJI
€ MapKepaMU MPOrHo3y Mepeobiry 3axBoproBaHHs. Tak,
3 HEeMYTOBaHMMM TeHaMU BapiaOeTbHUX TISTHOK BasKKIX
JIAHIIOTiB iIMyHOTJIO0YJTiHIB Ta HECTIPUSTIIMBUM TTPOTHO-
30M ITepeOdiry 3aXBOpIOBaHHs ITOB’s13aHa eKcrpecist CD38
(Bute 3a 30%) Ta Zap70 (y OinbirocTi KiitnH). Excripe-
cist antureHa CD49d (Buiia 3a 30%) acorriifoBaHa 3 Tpy-
COMi€r0 XpoMocoMu 12 Ta IBUAKOIO MPOIPeCiero 3aXBO-
proBaHHs [24].

BKJI. 'Y GinblIoCcTi BUTIAAKIB HA TTOBEPXHEBUX MEMO-
paHax IaTOJIOTIYHUX KJITUH CITIOCTEPIraeThbCsl MoMipHa
a00 BUpaXKeHa peaxilis Mpy BUSIBJICHHI iMyHOTJIOOYITiHiB
(gactimre 3a Bce IgM um IgM + IgD, inoni IgG um IgA).
VY nesxux mauieHTiB iMyHOIJIOOYJIiHU BUSIBJISIIOTH Y LIU-
TorIa3Mi KJnituH. KnacuyHuii iMyHO(EeHOTUITOBUI MPO-
dinp xnituH pu BKJI — ekcnpecisa anturenis CD19,
CD20,CD21,CD22, CD11cTa CD200. Oxpim 1imx map-
KepiB, BUSBIAIOTECS Takoxk CD25, CD103, CD123 ta
CD305, siKi € BaXXJIMBUMU ISl BCTAHOBJIEHHSI TiarHO3Y
3a iMyHO(peHOTUIIOM. Bu3zHavaeThcs cnabka ekcrpecist
mukiiHy D1. ¥V 6inbiiocti Bunankis ekcrpecist CD10,
CD23 abo CDS5 He BusiBnsieThest. Haitoinbin criermgiu-
HuM MapkepoM BKJI € anekcun Al, skuii He eKcripecy-
€TbCS MIPU iHILIMX HOBOYTBOPEHHSIX 3i 3pinmx B-kitiTuH.
Peakuiist BusiBieHHs1 aHeKcuHY Al Moxe OyTH BUKOpUC-
TaHa B qiudepeHuiliHii giarHoctuiii Mixk BKJI, IM3C ta
BBKJI. BcTaHOB/IEHHIO AiarHO3y MOXE CIPUSITU BUSIB-
neHHs TRAP, myroBaHoi (popmu BRAF ta CD72 3a no-
nomoroto II'X-aHamizy.

Imynodenornnosuii mpodins mpu BBKJI nmoxionmii
1o kinacuyHoro BKJI, ane xapakTepu3yeThesl BiICyTHICTIO
HU3KM KJTIOYOBUX aHTUTEHIB, Takux Ik CD123, CD200 ta
aHekcuHy Al. Peakuis 3 MKAT npotu CD25 ta nukIi-
Hy D1 takox HeratuBHa [25]. JludepeHuiiiHa miarHoc-
tka BBKJI Takox BkiIoyae augy3Hy IpiOHOKITITUH-
Hy B-xmitnHHY niMdomy 4epBOHOI ITyJIbIIU CENe3iIHKI
ta JIM3C. AnekBaTHOMY BCTAaHOBJICHHIO JIiarHO3y MOXKE
CIPUSITU PETEIbHUI aHaJIi3 KJIIHIYHUX, TiCTONATOJIOT Y-

Tabnuusg 2

XapaktepHi iMyHodpeHoTUNOBI Npodini aHTUreHiB NaToNOriYHUX KNITUH, peKOMEHA0BaHI ans audepeHUiiHoi AiarHoCTMKU oKpeMux popm
HOBOYTBOPEHD 3i 3pinux B-kniTuH (3a AaHUMM iIMYHOLMTOXiMIYHOrO Ta iMYHOrICTOXiMIYHOrO AOCAIAKEHHS)

Hosonoriyxi popmu CD5 CD10 CD23 CD43 CD 200 Linknin D1 BCL-2 BCL-6
XIMa +* _ +* + T — " —
J-”-IJ-I _x _ Kk Kk + _ + _
MKJ‘I + _** — *k Kk +* — + + —
(] - + — k¥ - - - + +
JIBBK1 ¥k + - rEEk _ _ ] n
JIb - + - + - - - +
JIM3 - - - +# — — + _

puMITKN: KYPCMBOM BMAINEHO HANMOLUMPEHILLi GOPMU HOBOYTBOPEHD;
*TPanAsoTbCs HEraTUBHI BUMAAKM 32 LIMM aHTUTEHOM;

**TpannsioTbCs NO3WUTUBHI BUNALKM 3a LM QHTUrEHOM;

***myxe pigko — BUMagku 3i cnaboio eKCrpecieo 3a LiM aHTUTEHOM;
****BuaBngeTbC y 25% XBOPUX; MapKep HECPUSTAMBOrO NPOrHO3Y;
*usiBnseTbcs y 40—-60% xBopux;

*BiIMiYa€TbCS B YACTWHI BUNAJKIB, ane He BUSBNSAETLCS Y pasi nepBuHHOi JIM3C.
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HUX XapaKTepUCTUK Ta Pe3yJIbTAaTiB BUBYEHHS iMyHO(EHO-
TUIIOBOTO MPOMIITIO.

JIM3. Ha noBepxHeBUX MeMOpaHax IMaToJIOTiYHUX
KJIITMH JOCUTh 4acTo (ajie He B yCiX BUMaJIKax) CIOCTe-
piraeTbcst ekcrpecia IgM Ta IgD. TTo3uTuBHOIO TaKoX
€ peaxilis MpU BUSIBJIEHHI MaH-B-KIiTMHHUX MapKepiB
CD19, CD20, CD79a. IIpote ipu JIM3C 3a3Buuaii Bi-
cytHi anturenn CD10, CD23 it CD5, xoua y 20—25%
BunankiB ekcripeciss CDS5 crioctepiraetscst. [1o3utrBHa
peakiis pu BusiBieHHi aHtTurenHy CD79b BigmivaeThb-
cs1y 75% nauientiB. Auturen CD25 BUSIBISIIOT y He-
BEJIMKOT'O BilIcOTKA MauieHTiB, a antureH CD11¢c maitke
y 50%. He BusHauaiotbest iukiiid D1, aHekcun Al Ta, sSIK
npasuio, CD103. BincytHicts nukiiny D1 ta CD23 no-
3Bosisie Bukimtountu MKJI ta XJ1JI BignosinHo. Heratus-
Ha peakllis IMiJ yac BUSIBJICHHSI aHeKCHUHY Al Joromarae
mudepentioBaTy 3 BKJI, a BincyTHicTh eKcripecii aHTH-
reny CD10 moxke OyTi BUKOpUCTaHa U TubepeHIIIHOL
nmiarHoctuku JIM3 ta OJI.

JITLL TTpy iMyHOLIMTOXIMIYHOMY TOCTiIKEHHi Ha TT0-
BepxHeBuXx MeMOpaHax kiaitnuH KM Ta ITK, a takox
y LUTOIUIA3Mi IIa3MaTUYHUX KJIITUH YacTillle BUSIBIISI-
10Th ekcrpecito IgM. Ha moBepxHeBrX MeMOpaHax maTo-
JIOTIYHMX KJIITUH BU3HAYAIOTh acolliifoBaHi 3 B-kiitnHaMu
anturenu CD19, CD20, CD79a, CD22, CD25, CD27 Ta
anturenn CD38 it CD138. Ekcnpecii CD5, CDI10,
CD23 i1 CD103 B 6aratbox BUIaAKax He CIIOCTEPIraloTh,
Xoua ix BusiBIieHHsI (mpuban3Ho y 20% BUMAIKiB) HE BU-
kmovae miarnosy JIIJI. Excripecito anturenis CD356,
CD28,CD117 taCD81 Ha ria3MaTUYHUX KJTITHHAX MOXK-
Ha CITOCTePiraTu sIK MapKepy abepaHTHOCTI.

@JI. Ha moBepxHeBMX MeMOpaHax IaTOIOTTYHUX KJTi-
THUH eKCITPeCYIOThCsT Haituacrimne IgM (3 abo 6e3 IgD)
ta B-xmitunni anturenn CD19, CD20, CD22, CD79b,
PAXS. Ak npaBuso, He BUSBISIOTbCS aHTUTeHU CDS,
CD23 ta CD43. Peaxuiist Ha BCL-2 € nmo3utuBHO0 y 85—
90% Bunaakis DJI 1-iTa 2-i cranii. T-KITUHHI MapKepu
CD2, CD3, CD4, CD5, CD7, CDS8, takox CD43 it 1iu-
xi1iH D1 He Bu3HauatoThbcs. XapaKTepHOIO € HASIBHICTD
Ha MOBEepXHEeBUX MeMOpaHax rnatosioriyHux Kiitud CD10.
Xoua B JIesTKMX BUTTaaKax, ocoomBo mipu DJI cranii 3B,
1Iei1 aHTUTeH MOXKe OyTH BilICYTHIM, aJie B TAKOMY pa3i 30e-
piraeTbes ekcripecist simepHoro 6iika BCL-6. Indepen-
LiliiHYy AiarHOCTUKY HEOOXiTHO MTPOBOAUTH 3 PEAKTUBHOIO
(hotikysIpHOIO Tinepruiasi€lo, MPOrpecyrouoro TpaHchop-
Malli€lo 3apOIKOBUX LIEHTPiB, XBOpoOoto KactiemaHa, HO-
IYJASIPHUM BapiaHToM JiMdomu XOmKKiHa 3 TepeBaxkaH-
HaM Jimpountis, MKJI ta JIM3 [16].

MKJI. TlaTosnoriuHi KITHHU ekcnpecyiots CD19,
CD20, CD22, CD79b Ta PAXS. Ha noBepxHeBux MeM0O-
paHax BiIMiYa€ThCs TOCUTh BUPaXkeHa a00 B YaCTUHI BU-
nankiB momipHa ekcrpecist IgM/IgD. CnoctepiraeTbes,
nomioHo mo XJIJI, excripecis CDS5, oqHak, Ha BilMiHY Bin
XJIJI, CD23 3a3Bnuaii He BUSIBISIETHCS [26]. Y wacTuHi
BUIIAJIKIB CIIOCTepiraeTecs ekcnpecisg antureHy CD43.
AnoMasbHa ekcripecist 6iika BCL-6 Moxe crioctepiratu-
cs1 ipu63HO B 10% BuriankiB. He BUSIBISIIOTBCSI aHTUTE-
Hu CD200, CD10, CD25 Ta CD103. BaxxiimBuM giarHoc-
TUYHUM MapKepoM € IMKJIiH D1, HaBiTh y pa3i HeraTuBHOL
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peakuii npu BusiBieHHi CDS5; 11eii Mapkep 103BOJISIE MPO-
Bectu nudepeHiiny giarHoctuky 3 MJI ta JIM 3. binbir
YYTJIMBUM, HDK IIMKJTiH D1, BBakaeThcest 6itok SOX11 (11o-
3UTUBHA peakiiisa y 93—95% sunankis MKJI, 3a BUHATKOM
JIeMKeMiYHUX eKCTpaHOJATbHUX (DOPM).

JloCUTb CKJTAAHUM Yy TiarHOCTULII € OJIACTOIMHMIA Ba-
piant MKJI (BB-MKJI). 3a pe3yiapratamu iMmyHO(MeHO-
TUMYBaHHs cyocTpaTHUX KIiTMH npu BB-MKJI y Binmi-
JIi OHKOTreMaToJIorii [HCTUTYTy eKCriepruMeHTaIbHOI Ta-
TOJIOTi1, OHKOJIOTI i panmiobiosorii iM. P.€. KaBenpkoro
HAH VYxkpaium okpeciieHO 2 Ipymnu, 10 PO3Pi3HSIIOTh-
cs 32 iIMyHO(EHOTUIIOM Ta BUALICHO OKpPEeMi BUITAIKH,
SIKi He BBIMIITN 1O LINX IBOX IpyII [27]. 3/10sIKiCHO TpaHC-
dopMmoBaHi kiiTuHU XxBopux Ha bB-MKJI niepioi rpynu
Manu imyHodeHotun CD197CD20"CD22*CD5 umkiiH
D1CD23-CD10-, opyroi — CD19*CD20"CD22*CD5~
mukiniH D17CD23-CD10*, a okpeMo BUIiJIEeHO TaKi BU-
magku: CD19-cyCD79a*CD20*CD5*CD10-sA sy cyu;
CD19-¢cyCD79a*CD20*CD5-CD10*sA*su*cyut ta
CDI19¢cyCD79a*CD20"CD5 CD10-sA su*cyu™.

JIBBKJI. Ha nyxnunHux kiaituHax npu JJBBKIJI
BiAMIiYa€eThCsl eKcrpecisl maH B-KIITUHHUX aHTUTEHIB
CD19, CD20, CD22 ta CD79a (xo4a omviH 4M Bimpa-
3y JEKiJIbKa i3 1IUX aHTUTEHIB MOXYTb HE BUSIBJISITUCS
nipu ITX-gocmimkenHi). Y 50% BumnankiB Ha TOBepXHe-
BUX MeMOpaHax UM B IMTOTUIa3Mi MOXXYTh BUSHAYATHCSI
iIMyHOIJIOOYJTIHM TOTO YHM iHIIOro Kiacy. Y 5% BUIaaKiB
Ha mnaroJjioriunux kiuituHax npu JIBBKJI, siki BuHUMKA-
I0Tb de novo, BU3HAYA€ThCA ekcnpecis antureHy CDS.
Leit Mapkep 3a3BUUail He BUSIBIISIETHCST HA TIATOJIOTIYHUX
kiituHax nipu JABBKJI, o po3BuBaetscs 3 XJIJI/JIMJIL.
IIpu anaractuunomy BapianTi JIBBKJI Moxke Bu3Ha-
yatucs ekcrnpecig antureny CD30. s nudepeHiii-
Hoi aiarHocTuku 3 bB-MKJI BaxJiMBOIO € BiICYyTHICTb
ekcnpecii nukiainy D1. udepeHuiliHy AiarHOCTUKY
TaKOXX MPOBOJATH 3 iHIMMMU B-TiHIHUMU BEJIMKOKJTi-
TUHHUMMU JliMboMamu, 3 tiMmdomoro Xomkkina (y KM
HasBHi CD30*CD15"-kmituan), 3 Me30TeTioMor0 (Ha-
SIBHICTb LIMTOKEPATUHIB Ta BiICYTHICTh B-KIITUHHMX
aHTUTEHiIB) [28].

JudepeHiiialiisi HeHTpoOaaCTHOrO (3 KJIITUH 3apo/i-
KoBoro 1LieHTpy (germinal center B cell-like — GCB)) Ta
iMyHOOJIacTHOTO (3 aKTMBOBaHMX B-xiiTuH (activated
B-cell-like — ABC)) BapianTis JIBBKJI poBomnThCs
3a ajJiroputMoM, 3anpornoHosaHuMm C.P. Hans ta cmiB-
aBT. [29]. GCB-BapiaHT XxapakTepU3yeThCsI iMyHO(PEHO-
turiom CD10* a6o CD10-BCL-6"MUMI1-IRF4-, toni
K KJITUHM iHIIMX BapiaHTiB MatoTh (peHotnnn CD10~
MUMI*IRF4*BCL-6" a60 BCL-6". IcHyIOTb TAaKOX iHIII
anroputMu nudepeHiiiaiii okpemux BapiaHTiB JIBBKJT
3a gonomoroio 1T'X [30].

JIb. Ha noBepxHeBUX MEMOpaHaX KJIiTUH BUSIBIISIIOTh-
cs IgM abo IgMA Ta exkcripecytotbest aHTureHu CD19,
CD20, CD22, CD79a, CD10, CD38 Ta CD43. Hasas-
HicTb aHTUreHy CD45 Ta 6inka BCL-6 € nocutb Tumo-
Boto. Ak npasuio, 6i1ok BCL-2 ta cytTdT (Mapkep mo-
nepeaHukiB B- Ta T-KIiTUH) He BUSIBIISIIOThCS.

MM. HamoBepxHeBMX MeMOpaHax Mi€JIOMHUX KJIITUH
ekcrpecytotbesd anturenn CD38 ta CD138. BeaxkaeTn-
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cs, mo came CD138 6epe akTUBHY ydacThb y (hOpMYyBaHHi
KOHIJIOMeparTiB ma3MaTnyHuX KiitiH B KM. Ha BigmiHy
Bix CD19"CD138*CD38" rra3aMaTiIHuX KJITUH B HOP-
Mi Ta IIpM peaKTUBHMX I11a3MOLIMTO3aX, Ha MaTOJIOTTYHUX
KJIITUHAX BiAMIYa€ThCs eKCIpecis Mostekyt aaresii CD56,
CD58 ta anturenis CD28, CD81, CD117. Bkpaii pinko
CIIOCTEPIiraeThes HasiBHICTh aHTUreHy CD27. Y nuroruiaz-
Mi 3/TOSIKiCHO TpaHC(OPMOBAaHWX KJTITUH BUSIBJISIIOTH OUH
3 JIETKUX JIAHIIIOTiB iMyHOTJIOOYJTiHiB.

LUUTONrEHETU4YHI TA MOJIEKYJIAPHO-
FEHETU4YHI NOPYLUEHHSA

HoBoyTBOopeHHSI KpOBOTBOPHOI Ta TiM(pOITHOI TKAHWH
ICTOPMYHO BUSIBUIMCSI B aBaHTap/Ii cepel OHKOJIOTIYHUX 32~
XBOPIOBaHb, TS SIKUX TCHETUIHI TOCTTIKCHHS BUKOPHC-
TOBYIOTb Y IIarHOCTHLII, TTijl Yac Kiacudikarlii, MporHo3y-
BaHHSI Ta BUSHAYCHHST ONTUMATBHMX IIPOTpaM JIiKyBaHHSI.
Ycnixy reHeTUYHKX TOCTiIKEeHb JO3BOIMIN CYTTEBO A0~
noBHUTH Kiacudikailii BOO3 mist roctpux Mi€IoifHuX,
TOCTPUX JIiM(POOIACTHUX JIEIKO3iB, XPOHIYHOTO MI€JIOII-
HOTO JIEWKO3Y i AesIKUX MinTuIiB JiiMdoM. OTHUM 3 BU-
3HAYHUX Pe3y/bTaTiB MUHYJIUX AECSTUIIITh CTAJIO CYTTE-
BE€ BIOCKOHAJIEHHST TEXHOJIOTi MOJIEKYJISIPHOI 1iarHOCTU-
KU Ta iX BIIPOBAKEHHST Y JOCTiIAHULIBKY Ta JiarHOCTUYHY
MPaKTUKY. 3aCTOCYBaHHSI METOIB KapiOTUITyBaHHSI, (DJTy-
OpECIICHTHOI TiOpuan3allii i situ Ha iHTepda3HUX sapax
(fluorescence in situ hybridization — iFISH), mopiBHsUTE-
HOI TeHOMHOI Tibpuau3alii (BKJIIOYHO 3 BUKOPUCTAHHSIM
JAHK-mikpouimiB), ceKkBeHyBaHHSI HACTYITHOTO MOKOJIiH-
HS1 IO3BOJIMJIO BUSIBUTY HOBIi TeHETUYHI aHOMaJTil Ta MyTa-
LikHi mpodini a1 pizHUX GopM HOBOYTBOPEHD 3 B-3pinnx
KJIITUH, SIKi pO3IJISIIAIOTHCS SIK IarHOCTUYHI TECTHU ab0 SIK
BaXKJTMBE JOMOBHEHHSI 10 Pe3Y/IbTaTiB TPAIULLIITHIUX MOp-
dooriyHnX ToCIiIKeHb Ta iMyHO(EHOTUITYBaHHS.

JlocaimKeHHSIMU OCTaHHIX OeCSTUJIITh BCTAHOBJIE-
HO, 1110 MaToreHe3 OiIbIIOCTI HOBOYTBOPEHD JIiM(Oia-
HOI TKAHWHU MOB’sI3aHU 3 TIOSIBOIO ITEBHUX T€HETUYHUX
nopyuieHb. JIo HaiOLIbII TTOIMPEHNX MeXaHi3MiB (hop-
MYBaHHSI aHOMAaJIbHUX KJIOHIB HEOOXiTHO BiTHECTH KiJlb-
KicHi (TpucoMii XpOMOCOM) Ta CTPYKTYpHi (aesewii Ta
TpaHCJIOKallii) mepedya0BU XpOMOCOM, BUSIBIIEHO TaKOXK
MyTallii 2800 03HaK1 HaleKCIpecii MeBHUX TeHiB (Taoir. 3).
Ctig 3a3HaYNTH, 110 JesIKi TeHETUYHI aHOMAJTil CITocTe-
PpiTaloThCS Y BarOMOMY BiZICOTKY BUITAIKiB KOHKPETHIX
¢opM HOBOYTBOPEHD 3i 3pianx B-KIiTUH, aje BOHU MO-
JKYTbh TAKOX BUSIBJISITHCSI (X04a i BKpaii piiko) MpH iHIINX
dopMax myxJimH L€l rpynu. Pazom 3 TUM 3a pigKiCHUMM
BUHSITKAMM ITOKM HE BU3HAYEHO I'eHeTUYHI aHOMAJTil, sIKi O
MaJli 3HaueHHs 17151 Kjlacuikallii LIuX HOBOYTBOPEHb.

Heneuii mosroro rieya xpomocom 13 Ta 11 (del(13)
(ql14), del(11)(g22.3)) Ta KOPOTKOTO IJIeYa XpoMocoMu 17
(del(17)(p13)) Haituacriie BimMivaroTs y xsopux Ha XJIJ1,
TOMi SIK JieJellisl JOBroro rjeda xpomocomu 7 (7q32.1—
32.2) € MapKepHOIO LIUTOTeHeTUYHOI0 o3Hakow JIM3C.
VY pesynbrari genemniii del(11)(q22.3) tadel(17)(p13) BTpa-
yatotbest reHu ATM ta TP53, 1110 Moxke CHpUYUHUTY KJTO-
HaJIbHY eKCcraHCito B-k1iTuH 3 TakMu aHoMasisimu. ba-
raTopivHi JOCTIIKEHHS TiATBEpAIIN, 1110 XBopi Ha XJLJI
3del(17)(p13) ado 3 MyTatieto reHa 7P53 MarOTh HAMOLTHIIT

HEeCTIPSITJIMBUI TTPOTHO3 Ta HU3bKi IMTOKA3HWKMU BUKMBA-
HOCTI MicCJIsI JTIKyBaHHS 32 CTaHIAPTHUMU CXeMaMU. 13 1ux
MNPUYMH aHaIi3 MyTalliifHoro ctatycy 7P53 HelmonaBHO
OyJ10 BKJTIOUEHO 10 HOBOro MiXKHapOIHOTO MPOrHOCTUY -
HOTO iHJEKCY JJIs1 paHillle HeJlikoBaHUX XBopux Ha XJLJT
(CLL International Prognostic Index) [31].

BuzHaueHHs1 KOMOiHALIi pi3HUX XPOMOCOMHUX aHO-
MaJliii 3Ha4HO MiABUILYE iarHOCTUYHY Ta IMTPOTHOCTUY-
HY 3HAYYLIiCTh LIMTOT€HETUYHUX MOCTiIKeHb [32, 33].
Tak, nas XJIJT Ta MM B 0OCHOBHOMY 3aCTOCOBYIOTh Me-
ton iFISH, ockinbku npu KapioTUIyBaHHi BiICOTOK pe-
€CTpallil XxpOMOCOMHUX aHOMAaJIiii Jy>kKe HU3bKuil. Po3-
POOJIEHO Ta IMMPOKO 3aCTOCOBYEThCS CIICITia/TbHA ITAHETh
3oHMiB w1t XJIJT (TpricoMist xpomocomu 12 (+12), del(11)
(q22.3),del(13)(q14) Tadel(17)(p13)) Tampu MM (t(14;v)
(q32;?), del(13)(q14), amp(1)(q21), del(1)(p36), del(17)
(p13)). Ha ocHOBI criiBCcTaBIIEHHSI BUSIBJICHAX XPOMOCOM-
HUX aHOMaJTiii 3 e(DeKTUBHICTIO Tepariii OyJI0 BU3HAYE-
HO TPy UUTOTEHETUYHOTO MporHosy nepebdiry XJIJI ta
MM (1a6:1. 4). TakoxK po3po6JIeHO HOBI MOXKJIMBOCTI ITiJI-
TBEPIKEHHS peMicii Ta i MOHITOPUHTY ITiCJIsl MPOBEACH-
HsI JIIKyBaHHSI 3aJIeXKHO BiJl HASIBHOCTI TUX UM iHILIUX I'e-
HETUYHUX aHOMAJTii B 37I0SIKICHUX KJTITUHAX.

BignmoBinHo mo octaHHboi Kiacudikauii BOO3
JUTSl BCTAHOBJIEHHS NiarHo3y «B-kiiiTnHHa JiMpoma BU-
COKOTI'O CTYNeHS 3105IKiCHOCTi» 3acTocoBytoTh iFISH-
aHaJli3 [J1sl BUSIBJIEHHSI TpaHC/IOKAllil i3 3aTy4eHHSIM Te-
HiB MYC, BCL2ta BCL6.

MoJiekyasIpHO-TeHEeTUYHI TOCHiIXKEHHS 3pa3KiB
ITK Tta KM nauieHTiB 3 HOBOYTBOPEHHSMU 3i 3piTnX
B-xitiTvH mokasanu, 110 MyTallii B IeBHUX I'eéHax Ta-
KOX MOXYTb OyTH XapaKTepHOIO 03HAKOIO MPHU 1TUX 3a-
XBOpIOBaHHSX. Hampukian, BUSBICHHS CITeMMiYHIX
MyTamiit B reHax BRAF, MYDS&S, BCL2ta MYC maiothb
3HAYHY JIiarHOCTUYHY LiHHICTb MPU CKJIAJHUX BUIAA-
kax BKJIL, JITIJT, ®JI ta JIB, BinnoBigHo. BinkpuTtst Mmy-
tauii BRAF"F 3a6e3neunio MOJIEKYISIPHO-T€HETUUHY
ocHoBY 11 muepentiiiHoi miarHocTrku BKJI Bim BBKJI
(B ocTaHHBLOMY BUIAAKY MyTallist BRAF"F ne Busipisi-
€ThCS, X04a IOBOJIi YaCTO CIOCTEPIraroThes MyTallii reHa
MAP2K1 [34]). BapTo 3a3Ha4uTH, 1110 KPiM MOJIEKYJISIP-
HO-TEHETUYHOTO TECTYBaHHSI, MyTallito BRAFVE Mmox-
Ha HaOilAiHO BUSIBJISITU iIMYHOTICTOXIMIYHUM METOIOM
(3a mommomororo MKAT IIpOTH MyTaHTHOI (popMm OifI-
ka BRAF) [35]. Inentudikauis myrauiii iHILIKX TeHiB,
sIKi 3a3Ha4YeHi y Ta0J1. 3, Hapasi He BKJIIOUeHa B pyTUHHY
KJTiHiYHY MTPaKTUKY, OCKIJIbKY iX JiarHOCTUYHA LiHHICTh
e Ma€e OyTH MiATBEpIKEHA B MaOYTHIX MPOCTIEKTUB-
HUX TOCITIIKEHHSIX.

HerionaBHo 3a noromoroto raatgopmu « NanoString»
0yJ10 po3p00JIeHO MOJIEKYISIPHUI KitacupikaTop JiM@o-
ITHUX HOBOYTBOPEHb 3i 3piivx B-KIIiTMH Ha OCHOBI BU-
3HaYeHHs ekcrpecii 35 reniB [36]. 3okpema, BuU3Haye-
Ha MOXJIMBICTb MpoBeAeHHS AudepeHLiHOI AiarHoCc-
tiku MixX XJIJI/JIMJI (BTLA, ARHGAP44, ZBTB24,
CLNK, CD200), xnacuunoro MKIJI (SOX11, PLEKHG4B,
ZNF711,CCNDI1, FAM129C, ABCA6), ®JI1 (BCL2, EML6,
ELL3, CTLA4, FCER2, IGF2BP3, RGS13, EBFI), neiike-
MigHUM HeBY310BUM migTunoM MKJI (CCND1, ZNF331,
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PAX5, CNRI),JIM3 (FCRLA, HDAC9, MS4A1, SIGLECG,
ZBTB32, BHLHE4I) ta JITIJI (CCR2, HOPX, FKBPI11,
ANK3, ZNF226, MFAPS5, MEF2A).

3aBasiku po3poO1li HOBUX Te€pPareBTUYHUX METOIIB,
SIKi 3aCTOCOBYIOThCS MpH pi3HUX BapiaHTax JIBBKJI, nu-
depenuianis GCB- it ABC-BapiaHTiB 1IbOTO 3aXBOpIO-
BaHHSI TIOCTYIIOBO CTa€ HEOJMiIHHOIO CKJIAIOBOIO CyJac-
HMX IIarHOCTUIHMX TpoLieayp. BUKopucToByouM naHe b
J1s BU3HaueHHs ekcrpecii 27 reniB ipu JIBBKJT, J. Devin
Ta CITiBaBT. [37] IToKa3aim, 1110 piBeHb €KCITPECii YOTUPHOX
i3 Hux B GCB Ta ABC po3pi3HsI€EThCS — aKTUBALlisl TeHiB
MME/CD10i BCL6 6yna nputamanna GCB-BapiaHTy,
Toxi sik reHu ENTPD1/CD391it BCL20ynu akKTUBOBaHi
B kimitnHax ABC-BapianTy. BusiBuocs, 1110 BUCOKHIA pi-
BeHb excnpecii reHiB BCL2, LAIRI, CD39a6o ITGAE/
CD103 acouiitoBaHuit 3 KOPOTKOIO MeAiaHOIO 3arajabHO1
BWDKMBAHOCTI, TOMI sIK Hajekcrpecist reHiB BCL6, CDS1,
CD10a60 ITGAX/CD11C10oB’s13aHa 3 KpallliMU 3HaYeH-
HSIMU 1IBOTO TTOKa3HUKa. [1pyr oMy HesaneskHuM (ak-
TOPOM MPOTHO3Y, SIK CBIMYaTh pe3yJIbTaTu 6ararohakTop-
HOTO aHai3y, Moxe OyTH piBeHb eKkcrpecii reHiB BCL6,
BCL2,CDI11Cit LAIRI. BuzHauyeHHSI piBHSI eKCITpecii BKa-
3aHUX 'E€HiB J03BOJISE ineHTU(hiKyBaTh xBoprx Ha JIBBKJI
BMCOKOTO pU3uKy (Tad. 5). LlikaBo, 1110 B KJTITHHAX XBO-
pux Ha JIBBKJI peectpyeThbcst HamMipHa eKCIpecist TeHiB
BCL2, LAIRI# CD1IC ta cyTTeBe 3HMXKEHHS eKCIpecii
reHa BCLO6 TIOPiBHSIHO 3 HOPMAJIBHUMHU TIEHTPOLIUTAMM
abo 1eHrpoodnactamu [37].

IneHtudikanisi reHeTUYHUX TTPOMINIB 1T OKPEMUX
TUIIIB HOBOYTBOPEHb 3i 3piinx B-KiliThH f1a€ OLIbLI I~
OOKe PO3yMiHHS ITATOTeHE3Y LIMX 3aXBOPIOBAHb Ta PO3IIH-
PIOE MOXJTUBOCTI JIJIS1 BUSIBJIEHHST HOBUX ITIPOTHOCTUYHUX
MapKepiB, 110 CIIPUSATUME PO3POOILIi LTI e(heKTUBHUX
TeparieBTUYHUX CTpaTEriii.

AoceBig BUSHAYEHHA
IMYHO®DEHOTUMOBUX O3HAK
NATOJTOTNYHUX KNITUH

YV upomy posnini Oyzie HaBeleHO TPUKIAIU Pe3yJib-
TaTiB BIIACHUX JOCTIKEeHb iMyHO(eHoTuIty KituH [TK
ta KM nauieHTiB 3 Mig0o3poto Ha HasiBHICTb JTiM(OITHUX
HOBOYTBOpPEHb 3i 3piiix B-KJIiTHH, 5IKi OyJ10 BUKOHAHO
3 METOIO BCTAHOBJICHHSI OCTATOYHOTO iarHO3y. AJITO-
PUTM iIMYHO(DEHOTUITYBAHHS 3 BUKOPHCTAHHIM IIPOTOY-
HOI IUTOMETPIi Ta CriewiaJbHO MiTidpaHoi cTaHAapTU30Ba-
HOI IiarHOCTUYHOI MaHe i MKAT IipeicTaBjIeHo B Ta0JI. 6.
Ha ertami mepBUHHOTO CKpUHIHTY IM(pepeHIIiIOI0Th ITAaTO-
JIOTiYHi MPOIIECH Bill peaKTUBHUX 3MiH. JIpyruii Ta TpeTiit
eTarnu Jal0Th MOXJIMBICTh MPOBOAUTY TU(EPEHLIINHY dia-
THOCTUKY 3 iHIIMMU popMamMu B-miHiliHUX miMpoiTH1IX
HOBOYTBOPEHb 3 ITOMIOHUMHU [ITTOMOP(OIOTIIHIMH Xa-
PaKTePUCTUKAMU CYOCTPATHUX KITITHUH.

Ipuxnan 1. Xsopuii K., 43 poxu. [TonepenHiit mia-
THO3 — XpOHiuHe TiMdorpotihepaTUBHE 3aXBOPIOBAHHSI.
I1imyac o6cTeXXeHHS BUSBIIEHO 30UIbIIIEHHS MUTITAINKIB.
ITpu KT-gocnimxeHHi BimMivyaeThbes rineptpodist miaHe-
OiHHMX, SI3UYHOTO Ta TIIOTKOBOro Muraaaukis; JIB mmmi
yCiX rpyn — MHOXUWHHI Big 5 10 13—14 mM. JleiikonuTu
y K —23,7 - 10°/m1; B,-mixpornoGysin y [TK — 1,63 mr/m.
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ITynxraT KM noMipHOKTITUHHMIA, TTOTIMOP(HMIA, 3 CYy0-
ToTaJIbHOMO iHDimETpariero KM xiitmHamu 3 Mopdosio-
TIYHUMU O3HAKaMU Maux JiiM@ouwmtis. EputpoH 3Byxe-
auit (10,8%), 6e3 mopyiieHHsT no3piBaHHs. [ paHyIom-
TapHMIA psin 3BYXKeHui (27,6%) 3 TiepeBaskaHHSIM 3piIuX
¢dopm. MerakapiolmTapHuii psif 3By>keHui. BinmivaeTnb-
¢Sl IOMipHUI KIITUHHUIA po3maz TUITY JISHKomi3y. 3a na-
HUMM iMyHO(eHoTUITyBaHHS B KM BUsIBIEHO MOHOKJIO-
HajbHy (%*) nmonyssito B-niMdouuTiB 3 heHOTUITIOM
CD5*CD19"CD23*CD20*CD43*CD200*CD79b~. Bpa-
XOBYIOUM JaHi aHaMHe3y, 3arajIbHOro aHaIi3y KpoBi, 11~
TomMopdotoriguHoro aHanizy KM ta nocimkeHb imyHoDe-
HOTUITY BCTAHOBJIEHO OCTaTOuHMIA miarHo3: JIMJI y cranii
Jretikemizatii (ko 3a ICD-0 9823/3).

Ipuknax 2. Xsopa K., 82 poku. Ilix yac obcrexeH-
HS BUSIBJICHO BMpaXeHy cIieHoMeratito (215 - 94 mm),
nimpaneromnarito. Y IK — anemist (60 r/71), 1eiKOLIMTO3
(91,96 - 10°/1) Ta TpoMOoLIMTOIIEH ST (59 - 10°). V neiiko-
rpami 93,97 % nimMbOLIMTIB MATOTO Ta CEPETHBOTO PO3Mi-
py. 3a TaHUMU iMyHOGhEHOTUITYBAaHHS BUSIBJIEHO MOHO-
KJIoHaNbHY (A*) momynsuito B-nimdbouutis 3 dheHoTH-
oM CD5"CD19*CD23-CD20*CD79b*CD2004mCD43-.
Ocob6ymBicTh OTpUMaHOro (heHoTHUITy: ekcrpecis CD38.
Lleii dhbenotun Moxe BianosigaTu jaerikemizauii MKJI
(xox 3a ICD-0 9673/3). PekoMeHI0BaHO TiCTONOrIY-
He/II'X Ta HUTOreHEeTUYHE AOCIIXKEHHST TpaHCJIOKa-
wiit(11;14)(q13;q32). Octarounuii giarno3: MKJI 'y cranii
JIeiiKeMi3allii 3 ypaxkeHHSIM nepudepruIHmx, abaoMiHaIb-
Hux JIB, neviHku, cene3iHKu, aHeMi€lo, TPOMOOIIUTOTE-
Hi€lo, TeMopariyHuM CUHIPOMOM.

Ipuknax 3. XBopa b., 77 pokiB. Ilpu obcTexeH-
Hi BUSIBJICHO 30iJbIIEHHS CeJIe3iHKU, TepudepuaHux
Ta abmomiHaiabHUX JIB, aHeMist 3 TeMOITUYHUM KOM-
MOHEHTOM, JIeMKOMeHisl Ta TpoMOoLUTOIeHis1. Jleri-
kouutu y [NK — 2,4 - 10°/n1; y neiikorpami 6yyio BUsIB-
JiIeHo 56% niMdonuTiB Maoro po3Mipy. KimiTuHHicTh
nynkraty KM 3HumkeHa; 3a ckinanom KM nonimopd-
uwmii. Eputpon rineprmazosanmii (43,6%), y KiiTuHax
BUpaXXeHi 03HAKM muceputpomnoesy. ['panymouurap-
HMIA psn 3ByXeHui (34,8%), 3 rmepeBaxkaHHIM 3PLTHX
¢opM 3 03HaAKaMu AUCTpaHyJoLuToNnoe3y. Merakapi-
OLIMUTHU MOOAMHOKI. [TomepenHiii miarHo3 — Mo4YaToOK
neiikemizanii JIM3, 110 moTpedye ricToJOriYHOro M-
TBepmKeHHs. BpaxoByroun MopoJioriyHi 03HaK1 A1C-
TreMornoe3y B KJIiTUHAX epUTPOHY Ta TPaHYIOLIMTaAPHO-
ro psimay, He MoxkHa BukJtouatu M/IC BTOpMHHOTO re-
Hesy. Myrauii reHa JAK2Y°' ye BusBIeHO. 3a JaHUMK
iMmyHodeHoTnIyBaHHSI B KM BUSIBIIEHO MOHOKJIOHATb-
Hy (A") momyssito B-mimdbonmris 3 heHOTHIIOM CD5
CDI19*CD23-CD20*CD200"CD434mCD79b*. Ha yac-
TUHI CYOCTPaTHUX KJIITUH CITOCTEPIra€TbCs eKCHIpecist
CD200. OrpumaHuii (heHOTUIT BiAIoOBiIae jgeikemiza-
wii JIM3. OcraTounuii niarHos: JIM3 y cranii neiikemi-
3amii (kox 3a ICD-09699/3).

Ipuknan 4. Xsopuii P., 84 poxu. [TonepenHiii mia-
THO3 — XpOHiuHe JiMdornpoitihepaTBHE 3aXBOPIOBAH-
Hst. Jleiikountn y [TK — 88,2 - 10°/1, y neiikorpami 95,4%
JiMdoruTiB Masoro po3Mipy. Kinekicts B-nimdormris
>5,0-10°/71. 3a naHumu imyHodeHotuiryBaHHs B [1K Bu-
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Tabnuua 3

FeHeTM4Hi aHOManii Npu oKpeMunx TMNax HOBOYTBOPEHb 3i 3pinux B-kniTux

Ho3onoriyHa popma

FeHeTuyHi aGepauii

Tenn/mikpoPHK

YacTtota BUHUKHEHHS, %

Xnn del(13)(q14) miR-15a, miR16-1, ~50
DLEU2,RB1
del(11)(g22.3) ATM 10-20
del(17)(p13.1) TP53 5-12 (BKkmioyaioun
TP53* myTauii TP53)
+12 10-15
NOTCH1* 10-14
SF3B1* ~10
IGHV*
BKJI BRAF** ~100
MAP2K1* ~ 50 (y pasi BBKJ1)
nnn t(9;14)(p13;q32) PAX5/IGH ~50
MYD88** 80-90
CXCR4* 20-40
MALT-nimpoma t(11;18)(q21;921) BIRC3/MALTT1 ~50
t(14;18)(q31;921) IGH/MALT1 6,6-70
t(3;14)(p14.1;932) IGH/FOXP1 10
t(1;14)(p22;932) BCL10/IGH 4-9 (npwn nokanisauii
y nerexi abo wnyHky)
TNFAIP3* 10 30 (BKNOYHO

3 BTparoto TNFAIP3)

JIM3C del(7g)(q32.1-32.2) miR29A, miR96, KLF14 20-30
+3 30-40
NOTCH2* 20-40
KLF2* 30-40
BIRC3* ~10
on t(14;18)(q32;921) IGH/BCL2 85-90
BCL2** 50-90
MAP2K1* 43 (y pasi ®Ji
JNTSYOrO BiKY)
del(1)(p36) TNFRSF1B ~16
1(6;14)(p25;032) IRF4/IGH ~15
MK t(11;14)(q13;932) CCND1/IGH >95
del(17)(p13) TP53 ~16
NOTCH1/2* 10-15
OBBKN t(14;18)(932;921) IGH/BCL2 20-30
t(3;14)(927;932) BCL6/IGH 25-30
t(8;14)(q24;q32) MYC/IGH 8-14
JIb 1(8;14)(q24;932) MYC/IGH
1(8;22)(q24;q11) MYC/IGL > 95
t(2;8)(p11;q24) 1GK/MYC
ID3* ~70
TCF3* ~30
MM t(14;v)(q32;v) IGHA 60-80
v > 20 reHiB-napTHepiB
t(4;14)(p16;q32) FGFR3/IGH 5-20
t(6;14)(p21;932) CCND3/IGH 2-6
t(11;14)(q13;932) CCND1/IGH 15-17
t(14;16)(932;923) MAF/IGH ~5
del(13)(q14) RB1 ~45
amp(1)(g21) CKS1B, MCL1 ~40
del(1)(p36) CDKN2C 10-30
del(17)(p13.1) TP53 8-10

Mpumitkn: * — myTauii reHis; ** — BUSIBNEHHS MyTaLlii Ma€ LiarHOCTUYHE 3HAYEHHS

SIBJIEHO MOHOKJIOHAJIbHY (%) momyssiito B-niMgouutis
3 penoruniom CD5*CD19"CD23*CD20*CD43*CD200*
CD79b*CD10-CD38~. Octarounmii miarto3s: XJIJI (ko
3a ICD-0 9823/3).

BUCHOBKMU

JiarHocTuka JiM(pOITHMX HOBOYTBOPEHD 3i 3piJINX
B-xutituH B YKpaiHi NpOBOAUTHCS HA OCHOBI MEPErs-
Hyrtoi y 2016 p. kinacugikauii BOO3 3 ypaxyBaHHSIM
KJIIHIYHUX pekoMeHpaauin HalioHaabHOI KOMIIIEK-

CHOI OHKOJIOTIYHOT MepexKi Ta HacTaHOB, aJarnToBa-
HUX JIJII CUCTEMU OXOPOHU 300pOB’S YKpainu. IneH-
TUdiKalisgs OKpeMUuX HO30J0TiYHUX (opM i BapiaHTiB
B-niHiitHUX TTyXuH J1iM(OITHOT TKAHWUHU IPYHTYETh-
Csl Ha TiCTOreHeTUYHMX 3acagax BU3ZHAYEHHS JIiHiHO1
TPUHAJIEXKHOCTI Ta piBHSA OudepeHLiIOBaHHS TpaHC-
(opMOBaHUX KJIITUH 3 ypaxyBaHHSIM JTaHMX TPO CIie-
UpIivyHI TUTOreHETUYHI Ta MOJIEKYJISIPHO-TeHEeTUYHI
a”Homauii. Takuii minxin BiAnoBigae 3acagaM JA0Ka30-
BOI MEIMIIMHU Ta TO3BOJISIE TIPOBOAUTHU TU(DEPEHITITHY
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Tabnuusa 4
Tpynu umutoreHetnyHoro nporHo3y npu XJUJ1 ta MM
Ho3onoriuna .
MporHo3 XpomMocoMmHi aHomanii
dopma
Xnn/nmn Cnpusgtnusuit del(13)(q14) sk camocTiiiHa aHomanis
MpomixHuit +12, HagBHiCTb <10% KAiTMH 3 XDOMOCOMHOIO aHOMAMI€EI0, L0 HE MAE MPOTHOCTUYHOTO 3HAYEHHS (MOXNMBUIA Ln-
TOrEHETUYHO HOPMAJIbHWIA KapioTun)
Hecnpusatnvnsuil del(11)(q22.3), del(17)(p13), cknagHmii kapioTmn (0AHOYACHO TPU YU BiNlbLLE KIOHANbHIUX XPOMOCOMHIX aHOMaiif)
MM Cnpustansuii t(11;14)(q13;032)
Hecnpustnnsuii amp(1)(g21), del(1)(p36), t(4;14)(p16;a32), t(14;16)(q32;q23), del(17)(p13), del(13)(q14)
Ta6nuusa 5
MporHocTuyHe 3Ha4eHHs BUBHAYEHHS PiBHA ekcnpecii reHis npu ABBKJ
Fipynu puamky PiBeHb ekcnpecii MepiaHa 3aram:uo'|'
BCL2 LAIR1/CD305 BCL6 ITGAX/CD11C BVW)XUBAHOCTI
Lyxe Hu3bknit (31,3% xBopux) | Hu3bkuii Hu3bkuit Bucokuii Bucokuii He pocsirnyta
Huabkuin (40,8%) Hu3bkuii Hu3bkuit Bucokuii nuwe 0aHOrO 3 rexHiB He pocsirHyta
CepepHiit (18,9%) Hu3bKuii nnLLe 0fHOTO 3 reHiB Bucokwii nuwe 0aHOro 3 rexis 46 mic
Bucoknii Bucoknii Bucokuii Bucokuii
Bucokuii (9%) Bucoknii Bucokuii Hu3bkuit Hu3bkuin 9 mic
Tabnuusa 6

ApanToBaHi CTaHAapTM30BaHi AiarHOCTUYHI NaHeni aHTUreHiB NaToNOriYHMX KNITUH AN iMyHODEHOTUNYBaHHA HOBOYTBOPEHD 3i 3pinux
B-KkniTMH MeTOA0M NPOTOYHOT LUTOMETPIT

Tun pocnigxeHus

JLiarHocTU4Hi naHeni

Ho3onoriuHi popmu

MepBUHHNIA CKPUHIHT
A-naHutoryt imyHorno6yniis

CD8, CD56, CD5, CD19, CD3, CD38, CD20, CD4, CD45, k- i1

XIJI/AMA, N0, MKN, &1, ABBKA, Nb, IM3*, BKJ1

CD38, CD56, B,-mikpornobynin, CD19, k-
rnobyninie (umutonnasmartuyni), CD45, CD138, CD117, CD27,

1 A-naHutory imyHo- | MM

YTO4HIOBaNbHA [liarHOCTKKa, | etan

YTouHIOBanbHa fiarHoctuka, Il etan

CD28, CD81

CD23, CD10, CD79b, CD19, CD200, CD43, CD20, CD45 XM, NN, MK, ©)1, ABBKJI, J1B, IM3, BKJ1
CD38, CD56, CD19, CD45, CD138, k- it A-naHworu imyHorno- | JINJ1

6yniviB (uutonnaamarnyni), CD117, CD27, CD28, CD81

CD103, CD305, CD11¢, CD19, CD123, CD25, CD20, CD45 JIM3, BKJ1

Mpumitku: *Bkntoyae JIM3C, JIM3JIB Ta ekctpaHoaanbHy JIM3, sika acouiloeTbes 3 NiMGOiIAHOI0 TKAHWHOIO CNIM30BOT 0B0NOHKM.

NiarHOCTUKY 3aXBOPIOBAHb 1Ii€1 Ipynu. AKTUBHE BIIPO-
BaXKEHHS y JaOOpaTOpHY MPaKTUKY aBTOMAaTU30BaHUX
TEXHOJIOTi} 103BOJUTh CTAaHAAPTU3YBATH 1ialrHOCTUKY
OHKOTreMaToJIOTiYHUX 3aXBoploBaHb. [lomanbina po3-
poOKa T0JATKOBUX KPUTEPIiB IrdepeHITiHOI JiaTHOC-
TUKU JiM(POiTHUX HOBOYTBOPEHbB Oy/ie CIIPUSITU TTOKpa-
1LIEHHIO OHKOJIOTiIYHOI JOMTOMOTY HaCeJIeHHIO YKpaiHu.

JlocninxXeHHsI MPOBEIEHO Y paMKax BUKOHAHHSI
HIP 2.2.5.440 «Po3pobka Ta BIPOBaIXKEHHS B KJTiHi4-
HY MPAKTUKY HOBITHiX iMyHOEH3UMOLUTOXiMIYHUX T€X~-
HOJIOTIi 1iarHOCTUKHU B-KIIITMHHUX TIM(POITHUX HOBO-
yTBOpeHb», 2021—-2023.
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CURRENT STATE OF LABORATORY
DIAGNOSIS OF MATURE B-CELL
LYMPHOID NEOPLASMS IN UKRAINE

A.A. Philchenkov', M.P. Zavelevich’,
LV. Abramenko’, A.S. Polishchuk’, S.V. Andreieva’*,
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Summary. Mature B-cell lymphoid neoplasms constitute
a heterogeneous group of diseases with variable clinical
presentations ranging from indolent to very aggressive be-
havior. The revised (2016) WHO classification compris-
es more than 50 forms and clinicopathological variants
of such neoplasms. The representative forms of mature
B-cell lymphoid neoplasms (chronic lymphocytic leuke-
mia/small lymphocytic lymphoma, hairy cell leukemia,
lymphoplasmacytic lymphoma, marginal zone lympho-
ma, follicular lymphoma, mantle cell ymphoma, Burkitt
lymphoma, diffuse large B-cell ymphoma and multiple
myeloma) are characterized focusing on the current state
of their diagnosing based on laboratory criteria according
to the up-to-date requirements. The diagnosis is based on
the detection of typical morphological features and his-
tological and immunohistochemical analysis of trephine
biopsies combined with immunophenotyping of the neo-
plastic cells by flow cytometry. The landscape of various
types of chromosomal aberrations and molecular genetic
abnormalities in mature B-cell neoplasms and their ap-
plication in disease diagnosis especially in the cases with
atypical laboratory findings are also discussed.

Key Words: hematological malignancies, stage

of disease, atypical immunophenotype, chromosomal
abnormalities, gene mutations, prognosis, clinical
outcome, minimal residual disease.
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