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B-KJIITUHHI HOBOYTBOPEHHY
NIM®OIgHOI TKAHUHU

Y M’ATOMY NEPErNS 4l
KJIACUDIKALIT BOO3
FEEMATOJIIM®OIAHUX NYXJIUH
(2022 p.)

1. SaranbHi npuHUMnu knacudoikauir.
HoBoyTBOpEeHHS 3 B-kniTMH-nonepeaHuKiB

Hoeoymeopenns aimghoionoi ma kposomeopnoi mkanuH € 00OHIEN0 3 NOWUPEHUX
2PYN 3A08KICHUX NYXAuH. Pi3Hi munu nyxauH, wo UHUKAOMy 3 KAIMUH 1iM-
@oionoi mxkanunu, cmanoeasme docums cemepozenny epyny. Tomy pospodka
3A2aNbHOBU3HAHOT cucmemu Kaacuikauii 3105KICHUX HOBOYMBOPEHb Yiei epynu
cmana Ha2anbHolo HeobOXioHicmio, a ii 6npoeaddceHts 6 KAIHIUHY NPAKMUKY
npunecno geauuesny kopucmo. Hoee il 6inbur enuboke po3ymiHHA namoeeHesy
HOBOYMBOPeHb NiIMPOIOHOI MKAHUHU UMAAE NOCMIIH020 nepeaasdy ixX Kia-
cugirauii. Y 2022 p. ¢paxieuyamu BceceimHnboi opeanizayii oxoporu 300pog’s
0yn0 nideomoesaere uepeose 5-e eudanus Kaacugikayii eemamonimpoionux
NYXAUH, Ke cmano nepeensdom nonepednvoeo eudanns 2017 p. B oensdi,
AKUI cKAadaembesa i3 060X HACMUH, 6UKAAOHO OCHOBHI NOA0JICCHHSA OHO8e-
HoI Kaacughikayii wjodo B-kaimunuux Hosoymeopenv Aim@oioHoi mxaHuHu.
lon06HY yeaey 30cepediiceno Ha OCHOBHUX 3MIHAX Y NOPIGHAHHI 3 NONEPeOHIM
sudanHam Kaacugixayii. Y nepwiti yacmuni 0eas0y po3easHymo maki ocHO-
8HI Kameeopii AK NYXAUHONOOIOHI ypadceHHs 3 NepesaidcanHim B-kaimun ma
nyxaunu 3 B-xkaimun nonepednuxie. 0620680proomucs 1ad60pamopHi Kkpumepii,
AKI € 8ANCAUBUMU 0N 6CIAHOBAEHHS OCMAMOYH020 0iaeHO3y npu OKpemux
HOo30102iuHUX (hopmax yux nyxaun. [lyxaunu 3i 3piaux B-kaimun, naazmoxni-
MUHHI BYXAUHU Ma [HWI 3aX80PIOBAHHA, NPU AKUX CHOCMepieaemscsa napa-
npomeinemis, 6y0ymo po3easiHymi y HACMYRHOMY 8UNYCKY.

“O0’eKTH pO3PI3HSIOTH i Mi3HAIOTh, KJIACU(IKYIOUM IX METO-
IUYHO Ta Jalo4u iM BinmoBigHi Ha3BU. Tomy Kiiacudbikallis
Ta iMEHyBaHHs Oy1yTh OCHOBOIO HAIlOi HAyKU ™.

Kapa Jlinueii, 1735

“Hine B maroJiorii xaoc Ha3B Tak He 3aThbMapIO€ YiTKi Mo-
HATTS, K Y HapUHi JiMGbOITHUX MyXJIMH”.
Pynepm Binnic, 1948

ICTOPISl KJIACUDIKALLIA
HOBOYTBOPEHbDb JIIM®OIAHOI
TA KPOBOTBOPHOI TKAHUH

J1o YMCIeHHOI Ta JOCUTh FeTePOTeHHOI IPyNnu HO-
BOYTBOPEHbB JTiM(POINHOI TKAHUHU HaJIeKaTh MyXJIUHU
3 B-, T-niM@oLuTIB Ta MPUPOTHUX KiJIEPHUX KITITHUH 3
HaJA3BUYaHO Pi3HOMAHITHUMMU KJIIIHIYHUMU TIPOSIBa-
MU, SIKi BapilolOTh Bifl iHIOJEHTHOTO 10 BUCOKOarpe-
CUBHOTO XxapakTepy Iepebiry. CBoro yacy nomioHe
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Pi3HOMAHITTS HO30J0TiYHUX (GOPM LIMX HOBOYTBO-
peHb, cepel IKUX BUMISIOTh TPYITY HEXOIKKIiHChKUX
niMmpom (HXJT), moTpebdyBasio neBHOI yHi(dikalii ix
HOMEHKJIaTYypH, HEOOXiAHOI K A1 TOYHOI JAiarHOC-
TUKM, TaK i TpOBEAEeHHS aJeKBaTHOTO JIiKyBaHHs. /1o
noyaTtky 80-X poKiB MUHYJIOTO CTOJIITTSI TeMaTOMNaTO-
JIOTaMU 3 Pi3HUX KpaiH OyJ10 3alpoIOHOBAaHO YMMAJIO
knacudikanit HXJI, sxi rpyHTyBanucst Ha MmopdoJio-
TiYHUX O3HaKax, HUTOJOTIYHUX Ta (PYHKIIOHATBHUX
BJIACTUBOCTSX 3JI0SIKICHO TpaHC(POPMOBAHUX KIIITUH
JNiM@GOITHOI TKAHWHU, OCOOIMBOCTSAX MYyXJIUHHOTO
pocty (HoOyJsipHU abo nudy3HMII) Ta XapaKTepy
nepebiry 3axBopioBaHHs [1—10]. Xoua kKoxHa i3 3a-
nponoHoBaHux kinacugikauii HXJI ogepxxana cBoix
MPUXWILHUKIB, HANOINBIIOT TOMYJISIPHOCTI cepen re-
MAaToMaToJIOTiB 3100yau Kiaacudikauii 'enpi Panmna-
nopra [1], Kapna JlenHepra Ta itoro rpynu 3 MmicTa
Kinb, HiMmeyunHa (3a mo orpuMana Ha3By KinbchbKoi
knacudikarii) [6], a Takox Pob6epra Jlykeca ta Po-
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6epra Kosurinza [7]. IHwi kaacudikaliii, BKJIroyaodu
nepiy kiacudikaiito BcecBiTHBOT opraHisanii oxo-
ponu 3n0poB’s (BOO3) [8] (maba. 1), manu HU3KY
iICTOTHUX HEIOJiKiB: He3aBepIllIeHICTh MOOYI0BU, 00-
MeXeHa KibKiCTh HO30J0TTYHUX (OPM, TEPMiHOJIO-
riyHa CKJIaJHICTh Ta pi3HOMAHITTS HaliMeHYBaHb ITyX-
JuH omHoro tuny. Knacudikaiis Pannmanopra 3Haii-
1IJIa MPUXUIIBHICTh Yepe3 i1 BIIHOCHY MPOCTOTY Ta
JIETKIiCTb 3aCTOCYBaHHSI, OHAK HOBI BiIKpUTTS y ce-
pi KAITUHHOT iMyHOJIOTii BUSIBUJIM 3HAYHi Bagu B ii
oCHOBHUX nosioxxeHHsX. Kinbcbka kiacudikaiis ta
knacudikaiis Jlykeca—Kouninza Manu nmoaioHy KOH-
LIeNTyaJlbHY OCHOBY, X04Ya He OyJM iIeHTUYHUMMU.
IIpore, micas MopiBHAHHS LMX ABOX KiIacuikaliii y
OaraTornapaMeTpUYHUX JOCTiIKEHHSIX Oy OTpUMaHi
Maiike TOTOXHI pesyabratu [11], o 3ade3meynino
po60oYy OCHOBY 11 CTBOPEHHS HACTYITHUX KJ1acui-
Kaliift HOBOyTBOpEHb JiM(MOiTHOI TKAHUHMU.
Po3po6ka HOBITHIX TEXHOJIOTiii, 30KpeMa Tiopu-
JOMHOTO METOAY, MPOTOUYHOI LIUTOMETpii, mojaimMe-
pa3Hoi JIaHIIOTOBOI peakllii, iHIIUX METOMdIB MoOJie-
KyJISIpHOI 0i0JIOTi1 Ta TEHETUKM, Ta iX BIPOBAIXKEHHS
y DiaTHOCTUYHIi OOCHIiIKEeHHS T03BOJUIN OTPUMATHU
HOBE pO3yMiHHS MaTOreHe3y HOBOYTBOPEHbD JTiM(pOin-
Hoi TKaHuHMU. [lepiroio crmpoboio CTBOPEHHS cydac-
Hoi Kiacuikallii IMX 3aXBOpIOBaHb HAa OCHOBI TiCTO-
MOPGONOTiYHUX TIPUHIIUATIIB Ta HOBUX YSIBJIEHb MPO
MOXO/I>KEHHS, eTanu IudepeHiloBaHHS Ta (PYHKIIi0-
HaJIbHi 0COOJIMBOCTI KJIITUH iMyHHOI CUCTEMHU CJIiJI
BBaXkaTU Tak 3BaHy MePErITHYTY €BponeiichkKo-AMme-

PUKaHCHKY Kiacudikailito 1iMoiTHMX HOBOYTBOPEHb
(anen. Revised European-American classification of
Lymphoid neoplasms — REAL classification) [14].
g xnacugikauisa po3pobiasiiaach K HaUIMOBHIILIWI
Ta CUCTeMaTHU30BaHU Mepeik BiloMUX Ha TOM yac
HO30JI0TiUHUX ()OpM Ta BapiaHTiB TiMOOiTHNX HOBO-
YTBOpPEHbD, SIKi BU3HAYAIOThC KOMOiHali€E0 MOp(O-
JIOTIYHUX, iIMyHO(EHOTUITOBUX, TEHETUYHUX OCOOJIN -
BOCTel MyXJIMHHUX KJIITUH Ta KJIiHIKO-TeMaTOJOTiYHUX
0O3HaK 3axBOploBaHHS. BimHOCHA BaXKJIMBICTh KOXHO-
ro 3 LIMX MapaMeTpiB pi3Ha B 3aJI€XKHOCTI BiJl HO30-
JIOTiYHOI (hopMU: I AESIKUX MYyXJUH MepLUIOpsiIHE
3HaYeHHs Ma€ Mop@oJioris, A iHINUX — iIMyHO-
¢enorur, ceuundivyHa reHeTUYHa aHOMatist abo KJli-
HiuHi o3Haku. OGHUM 3 BaXXJIMBUX HACIiIKiB MOSIBU
REAL-knacudikaiiii ctajgo po3yMiHHS HeOOXimHOCTI
CTBOpEHHS “po00YUX Ipyn” 3 BiZOMUX €KCIIEPTiB Y
LIApUHiI OHKOTeMaToJIOTii, SIKi 31aTHI po3pO0JIsSITU Ha
KoJieTialbHili OCHOBI KOHCEHCYCHI JoKyMeHTHU. He3a-
6apomM nicns ctBopeHHss REAL-knacugikaiii moya-
JIoCs TUTaHYBaHHS Ha i1 OCHOBI cydacHOI Kiacudikaiii
MyXJMH KPOBOTBOPHOI Ta NiM(POIAHOI TKAHUH MiJI
erigoro BOO3. Y3romkeHicTh i KoJieriaJlbHiCThb (paxiB-
1[iB, SIKi Opayiiv y4acTb Y IbOMY IPOLIECi, TTPU3BEIH 10
nyoaikawii y 2001 p. HoBoi kiacudikariii (ska, BTiM,
He MaJia Hidoro CHiJIbHOTO 3 MePIIo0 Kiacudikalliero
BOO3 1976 p.).

Sk BimoMo, Tiepiie BugaHHs cepii “MixHapoaHa
ricroyioriuHa kiacugikauig nyxaua” BOO3 (“Cuni
kHurn” BOO3), sika 0XOruIio€ BCi OCHOBHI JIoKatiza-

Tabnuus 1
Knto4oBi eTanu cTBOPEHHs Cy4acHOi Knacudpikawii nyxauH KpoBOTBOPHOI Ta NiM(POIAHOT TKAHUH*
Pik ony6nikyBaHHs Ha3Ba Po3po6uuk Ixepeno

1976 [icToNOrivyHi Ta LMTONMOrIYHI BapiaHTU NYXAUHHUX 3aXBOPHOBAHb BOO3 [8]
KPOBOTBOPHOI Ta NiM(OiIAHOT TKAHWH

1982 MpoekT Knacudikalii naTonorii HeXoKKiHCbKNX NiMOM HauioHanbHUIA iHCTUTYT paky [12]

(CLUA)

1983 YaromxeHHsa KinbCbkoi knacudikauii ta knacudikauii Jlykeca— K. Nennept, P.[. Konnius, [11]
KonniHza HeXomKKiHCbKUX niMgom P.I>x. Ilykec (PPH, CLUA)

1992 lictonarosnoria HEXOMKKIHCLKUX NIMOM K. Nennept, A.K. ®ennep (OPH) [13]

1994 MepernsHyTa eBponNencbKo-amepukaHcbKa Knacudikauis nimgo- MixHapogHa rpyna [14]
iAHNX HOBOYTBOPEHb 3 BMBYEHHS Nimdom

2001 Knacudikauis nyxnuu BcecBiTHbOT 0praHisadlii 0XOpoHuW 30p0B’s. BOO3 [15]
Matonoria Ta reHeTMKa NyxanH KPOBOTBOPHOI Ta NiIM(POiAHOT TKa-
HUH. 3-8 BUJAHHSA

2008 Knacudikauis BcecBiTHbOI opraHisallii 0XOpoHu 340P0B’ NYXJIUH BOO3 [16]
KPOBOTBOPHOI Ta NIM(OILHOT TKAHWUH. 4-€ BULAHHA

2017 Knacudikauis nyxnuH KpOBOTBOPHOI Ta NiM0ifHOT TKaHUH Bce- BOO3 [17]
CBITHbOI OpraHisauii oxopoHu 310poB’s. MepernaHyTte 4-Te BU-
JaHHs

2022 5-e BMAAHHA Knacudikauii rematoniMoiaHmx nyxnnH BeecBiTHLOI BOO3 [18]
OpraHisaLii 0XOpoHU 340P0B’A: NiMMOILHI HOBOYTBOPEHHS

lMpumitka. * — novnHato4m 3 1-ro BugaHHa knacudikauii BOO3 nyxnanHHMX 3aXBOPIOBaHb KPOBOTBOPHOI Ta NiM0iLHOI TKAHMH.

OHKOJIOTIA o T. 25 e No 2 e 2023
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il MyXJIMH Ta MiCTUTb MOPQOJIOTiuHI Koau MixHa-
ponHoi Kiacuikallii OHKOJOTIYHUX 3aXBOPIOBAHb LIS
KOXXHOTO HOBOYTBOpPEHHSI, Oysio po3noyaro y 1967 p.
i1 TpuBaio mo 1981 p. (3arasom 15 TomiB). [lpyre Bu-
paHHsg “Cunix kaur” BOO3 BigOyBasiocs mpoTIroM
20 pokiB, 3 1982 mo 2002 pp. (25 TomiB), 3-¢ BugaH-
Ha — 3 2000 o 2005 pp. (10 TomiB), a 4-e BUmaHHS
tpuBaiio 3 2006 o 2018 pp. (12 TomiB). KoxHe 3 Bu-
naHb kiaacudikanii myxaud BOO3 MicTuiio KHUrY,
MPUCBSAYEHY HOBOYTBOPEHHSIM KPOBOTBOPHOI Ta JIiM-
(oigHOI TKAaHWH, 32 BUKJIIOYUEHHSIM 2-TO BUJAHHS,
sike OyJ10 3aIlJIJaHOBAHO, ajie 3 HeBIIOMUX IIPUYMH HE
Binoynocs. LlikaBo, mo kinacugikaiis BOO3 2017 p.
[17], saxa OGyna abCOMOTHO HOBUM BUAAHHSAM, OTPU-
mana Ha3By “Ilepernanyrte 4-Te BugaHHs Kjiacudi-
Kalii MyXJIMH KPOBOTBOPHOI Ta JiM(oinHOi TKaHUH”
(BOO3-TT1KIJIT4), ockinbku cepist 4-ro BugaHHs “Cu-
Ha OyJIo HaliMEeHYBaTU 5-M BUIAHHSIM.

3a ocraHHi 47 pokiB 10 Kiaacudikalii HOBOyTBO-
pPeHb KPOBOTBOPHOI Ta JTiM(0iTHOI TKAHWH OYJIM BHE-
CeHi 3MiHH, sIKi BimoOpaxkaroTh TpaHchopMallito iCHY-
IOUYHUX YSIBJICHD IIIOJ0 MPOIIECY KPOBOTBOPEHHS, (DYHK-
LiOHYBaHHS KJiTUH iMYHHOI CMCTeMU, MEXaHi3MiB
JIeliKeMOTeHe3y TOII0. 3HaYHUI BHECOK Y PO3BUTOK
KJlacuikaliii 0ys0 3po0JieHO 3aBASKM BIPOBAIXKEH-
HIO Y KJTiHIYHY MPaKTUKY HOBITHIX TEXHOJOTIii Ta pe-
3yJIbTaTiB YMCIEHHUX (DYHIAMEHTAIbHUX NOCIiIKEHb.
OcHoBu 5-ro BuganHg kinacudikanii BOO3 (BOO3-
[JIT15) O6ynyTh BUKAaAEHi y BinmoBinHiii MoHOTrpadii
MiXHapOaHOTO areHTCTBA 3 AOCIIIKEHHS paKy (aHea.
International Agency for Research on Cancer, IARC),
nyouikanis skoi 3araHoBaHo Ha 2023 p.

BoaHouac B pamkax ToBapucTBa reMaTonaroJioriB
(amnen. Society for Hematopathology) ta €Bporeii-
CbKOT acoliallii remaTtomnatoorii (a#ea. European As-
sociation for Haematopathology) nmapaneiabHo po3po-
Onsmach e omHa Kiacudikallis myXJuH KPpOBOTBOP-
Hoi Ta 1iMdoigHOT TKAHWH, 0OTOBOpPEHa Ha 3acimaHHi
CHiJIbHOI KoMicii ekcrieptiB (aues. Clinical Advisory
Committees) y BepecHi 2021 p., sika oTpuMasa Ha3By
MixxHapomHOI KOHCEHCYCHOI Kiacudikallii Mieaoin-
Hux i niMmdoinaux HoBoyTBopeHb (MKK) [19, 20].
Jlo po3po0ku 1i€i Kitacudikaliii, ska Ha BiZMiHy Bin
BOO3-TJIII5 He € aginiiioBanolo i3 BOO3, oynu
TaKOX 3aJlyyeHi YMcJIeHHi (axiBli — reMaToJorHu,
reMaToIlaToJI0rM, OHKOJIOTU Ta TeHETUKHU, YaCTUHA 3
sSKux Oynaa aBTopamu nonepeaHboi BOO3-TIKJIT4.
MKK He ciig po3risgaaTi K aJbTepHATUBHY Kia-
cudikalilo, ocKiJIbKM BOHa MOOygoBaHa Ha THUX Xe
3acagax, 1o i kimacudikaiii BOO3 (ax momnepenHi,
tak i BOO3-TJIIT5). Pazom 3 TuM, iCHYIOTH i JesIKi
PO30iXKHOCTI MixX KnacudikalissMyu y BU3HaUYE€HHi TIeB-
HUX HO30JIOTIYHUX T'PYII, 1110 MOSICHIOETHCS SIK Pi3-
HUMU TIoTAsaaMu ¢daxiBIiB 11040 KJAiHIYHOTO 3Ha-
YeHHS BUIIJIEHHS TUX YU iHIIMX HO30JIOTiil Ta IXHbOI
TreTepOreHHOCTI, TaK i CKJIaJAHICTIO TTOOYI0BY KJIacH-
(ikanuii 3aragom yepe3 iCHYBaHHS y psIAi BUIIaAKiB
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MEePEKPUTTSI KJIIOUOBUX O3HAK MiX HOBOYTBOPEHHSI-
MU pi3HUX KJaciB. JlesKi cyTTeBI po30iXKHOCTI MixX
BOO3-TJITI5 ta MKK OynyTh cTHCIO 3a3HaYeHi y
BiIMOBimHMX po3ainax Lporo orsgay. BoueBunb HeoO-
XiIHUM € CTBOpEHHS yHi(iKoBaHO1 KJacu@ikallii Ha
OCHOBI MOJAJBIIOr0 MPOTPECY y MTOCHiAXKEeHH] Mie-
JIOIAHUX 1 TiM(POIZHMX HOBOYTBOPEHb Ta OKPECIEH-
HsI BU3HAYaJIbHUX MOJEKYJISIPHO-010JIOTIYHUX O3HAK
HO30JIOTiYHUX TPYII.

MeTo10 JaHOTO OIISINY € TepelliK Ta MOSICHEHHS
OCHOBHMX 3MiH y 5-#1 penakuii kinacugikauii BOO3
reMaToJiM(OiTHUX TyXJIUH SIK MPAaKTUYHOTO KepiB-
HUILITBA I (haxiBLIiB y Taay3i OHKOIeMaToJIorii, He00-
XiTHOTO JJIs1 BCTAHOBJIEHHSI KOHKPETHOTO AiarHO3y
BOO3 Ta npuiiHATTS pillleHHS OA0 MOAAJbIIOTO
JIIKyBaHHSI XBOPOTO.

Omsin CKIagaeTbes 3 ABOX YacTUH. B mepiiii yac-
TUHIi pO3MISIHYTO KJIIOYOBI eTaru CTBOPEHHS Cy4yacHO1
KJacu@ikaliii myxJIMH KpOBOTBOPHOI Ta JiM(pOigHOI
TKaHWH, OCHOBHI MPUHIUIN MTOOYI0BU MEPEIISIHY-
TOi Kyacuikaliii, a TaKoX AeTaJbHO PO3MISIHYTO 1Ba
OCHOBHI Kj1acl B-KIIITMHHMX HOBOYTBOpPEHb JIiMDOin-
HOI TKAaHUHU: “TIYXJIMHOTIOAIOHI YpaXkeHHs 3 TiepeBa-
XaHHsM B-kniTuH” (kareropis, 1o € HoBoto y BOO3-
['JITIS) Ta “nmyxnuHu 3 B-kimiTuH nmonepenHuKiB”.

M’ATUN NEPErNA KNACUDIKALIT BOO3
FEMATONIM®OIAHUX NYXJIUH

BOO3-TJIII5 [18] € HaitbinblI CyTTEBUM mepe-
IsIAOM 3 yaciB TpeTboro BugaHHs 2001 p. YTouHeHi
Ta nepersaHyTi ¢popmyatoBaHHS y BunanHi 2008 p. Ta
iioro mepernsgai 2017 p. ctanu OiArpyHTsIM A aia-
THOCTUKM 3aBASIKM Y3TOIKEHUM Ta YHi(DiKOBAHUM BU-
3HAUYEHHSIM HO30JIOTIYHUX (hOPM, sIKi OYyJIM BKITIOUEHI,
SIK BU3HAUYEHHS KOAiB HOBOYTBOPEHb KPOBOTBOPHOI
Ta NiMGOiTHOI TKAHWH B OCTAHHIX BUAAHHIX MixHa-
ponHoi Kiacudikaliii XBopo0. 3 MOSIBOIO LIUX KJIaCH-
¢ikaniit BU3HaueHHs1 (POpPM 3a3HAYEHUX HOBOYTBO-
peHb Ta TEPMiHOJIOTis, IKa TIPU LIbOMY 3aCTOCOBY-
€ThCsI, CTAJIM 3araJIbHOBU3HAHUMU MiXXKHapOIHUMU
crangapramu. HoBe Buganus knacugikauii BOO3,
sIK€ PO3pOOJISIIOCH BIPOIOBK OJIM3BKO IT’SITU POKIB,
3MiHMJIO CBOIO Ha3BY — Terep 1ie Kiacudikallis remMa-
ToNiM(pOITHUX IyXauH. g podoTu Hag HUM Oyiu 3a-
JIy4eHi BU3HaHi (paxiBili 6araTbox crieliaJbHOCTEN —
reMaToJIOrM, OHKOJIOTY, FeMATOIaTOJIOTU, TEHETUKMU,
ernigeMiosloru, MOJEKyJIsIpHi 0i0JOru, iMyHOJIOTH,
pamiobionoru 3 ABctpauii, bpasunii, Benukoi bpu-
taHii, l'oukonry, Innii, Icnanii, ITanii, Kenii, Kuraro,
Hinepnangis, Himeuwunnu, Cinranypy, CIIA, Taii-
BaH1o, ®panuii, Yexii, [lBeituapii Ta Amownii. IMTicas
0OTOBOPEHHS OCTATOUHI pillleHHS LIOA0 BKIIOUEHHS
o Knacudikaiii Oyau MpuiHATI, BUXOASYU 3 TIPUH-
LIUIIiB TOKa30BOi MEAUIIMHU.

OcTtaHHilt Tieperasaa kaacudikalii € moaaabIIuM
CUCTEeMAaTUYHUM PO3BMTKOM MPUHIIMUIIIB, 3aKJIadeHUX
B ii monepenHix BunaHHsx. [1pu mbomy aBTopu BOO3-
[JITI5 3a3HavaloTh, 110 BOHU 00EpPEeXHO CTaBUJIUCH
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JI0 BHECEHHS 3MiH 10 HOMEHKJIaTypu, abu 3abe3rie-
YUTHU MOCTiTOBHICTb 1100 TMTOTOYHOI M1iarHOCTUYHOI
MPaKTUKU Ta KIIHIYHUX JOCIiIXEHb, 1110 TPUBAIOTD.
Knacudikauis BOO3 rematoniMm@oinHUX MyXJIUH, K
i BCi Knacu@ikauii iHIMX MyXJIWH, 110 OXOTTIOIOTh-
cs BumaHHsIMU MoHorpadiii IARC, noTpuMyeTbcs
iEpapXivyHOi CTPYKTYpHU, TOOTO Bif OinbIl 3araabHUX
TPYII 32 HU3XiJAHOIO 10 KOHKPETHUX (hOPM Ta TTiATUIIiB.
DopMyJIIOBaHHSI HO30JI0TIYHUX OAMHMIIb 3a0e31edy-
I0Th iX YHi(pikoBaHe 3aCTOCyBaHHS. Xoua BU3HAYEHHS
MnepeBaXkKHOi OIIBIIOCTI HO30JOTIUYHUX OOUHMIIb, 34
JNeSIKUMUA BUHSTKAMU, HEe 3a3HaJ0 CYTTEBUX 3MiH,
3HAYHO OY/IM YyTOUHEHI NiarHOCTUYHI KpUTepii Ta 00-
CSIT PEKOMEHIOBAaHUX JAOCHiIKeHb JJIs1 Bepudikairii
niarHosy. Jleski 3 kaTteropiit, siki Oyau y monepeaHix
BUJAHHSX MO3HAYeHi IK TUMYacoBi a0 momnepenHi,
HaOyJIM CTATyCy OCTATOYHUX. Y psii BUMTaAKiB TepMi-
HOJIOTi10 OYJIO TEPEISHYTO i YTOUHEHO BiAIOBIiIHO
10 HOBITHIX ySIBJIEHb IMPO OiOJIOTiI0 TUX YW i1HIIUX
HOBOYTBOPEHb.

CTpyKTypa po3[iliB, B SKUX MOJAHO OTIUC HO30JI0-
rivaux onuHuib y BOO3-TJITIS, aemo Binpi3HAETbCS
Bif Takoi y mornepeaHboMy BuaaHHi. Lle 3po6neHo 3
METOI0 JOTPUMAaHHS BiIMOBIAHOCTI 3 iHITUMM TOMa-
mu 5-ro BuganHHg “Cunix kaur” BOO3. 3okpema,
BBeAeHO HOBi migpo3ninu: “Kon 3a MixXHapoIHOIO
CTAaTUCTUUYHOIO Kjacu(pikalieo XBopood Ta cropimi-
HEHMX Mpo0bJieM, TTOB’I3aHUX i3 3M0pOB’AM (IecaTuit
nepernsan)”, “Ilatorenes”, “Iicronaronorisg” (Mic-
TUTH TIONIepeaHi miapo3ninu: “Mikpockomnig”, “Lluro-
ximisn”, “Imynodenorun”), “Ilutonorisa”, “JliarHoc-
TUYHA MOJIeKyJIsipHa raTosoris”, “CyTTeBi Ta 6axaHi
nmiarHocTu4Hi Kputepii”. KoxeH migposnin “Iicrona-
TOJIOTii” MiCTUTh OOrOBOpPEHHS MMUTaHb AUMEpEeHILii-
Hoi giarHocTuku. B po3nini “ITaToreHe3” BUCBITIIO-
I0ThCS TaHi IOA0 MOXOIXKEHHS Ti€i uM iHIoi (hopMu
3aXBOPIOBAHHSI.

B ocHoBy knacudikaiii HOBOyTBOpeHb JdiMpoin-
HOi TKAHWHMU, K 1 paHillle, pa3oM 3 KJIiHIYHUMU Ja-
HUMMU TMOKJIaJAeHO iXHi MOopdoJioTiuHi 0cOOIMBOCTI,
BUXOMSIUM 3 pe3yJbTaTiB TiCTOJOTiYHOrO Ta LIUTOJIO-
TYHOTO MOCTiIXEeHb, a TaKOX iMyHO(DEHOTUITYBaH-
Hd. [ligkpecneHo, 1o MOop@OJOTiYHMI miaxXin € i
Oyae 3a/JIMIIaTUCh OCHOBOIO JJIsI Kiacudikallii OHKO-
reMaToJIOTiYHUX 3aXBOploBaHb. PazoM 3 Tum, Bce
OiJIBIIOTO 3HAUEHHS IJIs Kiaacugikailii HaOyBalOTh
JlaHi IUTOTEHETUYHUX Ta MOJIEKYJISIPHO-TEHETUYHUX
nocaimkenb. Ciim Bce 3k MaTH Ha yBasi, 110 HOBIiTHI
METOIM MOJIEKY/ISIPHO-TEHETUYHOI'O TOCiIKEHHST He
€ PiBHOIO MipOI0 TOCTYITHUMU B yciX KpaiHax. Tomy,
3 MeTOI0 3a0e3IeYeHHs mparMaTUYHoOTo, aue yHidi-
KOBAHOTO ITiAXONY M0 NiarHOCTUKM, B Kiacudikaiii
OKpECJIeHO SIK CYTTEBI, TaK i OaxkaHi JOIATKOBI miar-
HOCTUYHI KpUTEPii AJIsT KOXXHOI HO30J0TiYHO1 hop-
MM, SIKi BU3HAuUeHi 3a iepapxiuHuM npuHuumnom. [Mpu
LbOMY IJISI AeSIKUX (DOPM MOJIEKYISIPHI KpUTEPIi BxKe
BKJIIOUEHIi K CYTTEBi, SIKi BUMaraloTh YHiBepcalb-
HOTO 3aCTOCYBaHHS s NiarHOCTUKU. BaxiauBoio

CKJIaJOBOIO € BUKOPUCTAHHS Y KIiHIUHINA MpaKTUILi
TeHETUYHUX KPUTEPiiB IJIsT OL[IHKU TIPOTHO3Y TPUBa-
JIOCTi XUTTS 1 6e3peuIMBHOrO Tepioay Ta/ado mis
OLIIHKM YYTJIMBOCTI 10 TIEBHUX JiKapChKUX Tperna-
patiB. [1pu mo3HauyeHHi CUMBOJIIB Ta Ha3B T€HIB IS
XapakKTePUCTUKKU MOJIEKYJISIPHO-TEHEeTUYHUX O3HaK
nyxanHHUX KiaituH aBropu BOO3-TJITTS norpumy-
BaJIMCS CTaHAAPTU30BaHOI cucTeMu, npuitHaToi Ko-
MiTeTOM 3 HOMEHKJIaTypu TeHiB (anesa. Human Gene
Nomenclature Committee), IK1ii mpaiioe i1 erigoo
Opranizaiii reHomy moannu (axea. Human Genome
Organization) [21].

Knacugikauis HOBOyTBOpeHb JIiM(pOiTHOT TKa-
HUHU JOTPUMYETHCS TPAAUIITHOTO MOAiTY Ha TPy
BiAMOBITHO 10 cTymneHs AudepeHLiloBaHHS poJoHa-
yanabHUX KJIiTUH. CIoyaTKy po3TisaaloThcsl HOBO-
YTBOPEHHS 3 KJITUH-TIONePEAHUKIB, ITiCJISI 4OTO —
HOBOYTBOpPEHHS 3i 3piinx B-kiitnH. B Mexxax KoxHO1
3 TPyIl OKpeMi 3aXBOPIOBAHHS pO3TallloBaHi B MO-
PAOKY Bif iHIOJIEHTHUX (hOPM A0 OiNbII arpeCUBHUX.
Bnepie no knacudikaiii BKIIToYeHi HEeMyXJIUHHI 3a-
XBOPIOBaHHSI, AKi a00 3a CBOIMU O3HAKaMU iMiTYIOTh
neBHi popMu JTiMpoM, a00 € BaxKJIMBUMU 3 MOTJISIAY
nudepeHIiiHo1 fiarHocTUKU. OKpeMi po3Iid TaKOX
MPUCBSAYEHI CMIAAKOBUM CHHIpPOMAaM, 3a SIKMX ITif-
BUILYETHCSI CXMUJIBbHICTD 10 PO3BUTKY HOBOYTBOPEHbD,
BKJIIOUAIOUM 1 MyXJAUHU JiM(pOIgHOT TKaHUHU. Bax-
JIMBa yBara NpUIiIsSETbCS JiMdonponipepaTUBHUM
cTaHaM, acolilioBaHMUM 3 IEPBUHHUMU Ta HAOYTUMU
iMyHonediuTaMu.

B-KJIITUHHI HOBOYTBOPEHHSA
JIM®OIAHOT TKAHUHU Y M’ATOMY
NEPErNa4l KJIACU®DIKALLII BOO3

Y BOO3-TJIIT5 onucano 6an3bko 80 pizHUX hopM
Ta MiaTUIB B-KIiTuHHUX nTiMdonpoidpepaTuBHUX
3aXBOPIOBaHb Ta JIiM(POM, 3 IKKX 17 HO30/10Tiii € HO-
BUMMU, a 11 19 — 3ampornoHoBaHa HoBa (Moaudiko-
BaHa) Ha3Ba. OHoBiieHa kiacugikaiis BOO3 noxinsie
B-xnitunni niMmgonponidhepaTuBHi 3aXBOpPIOBaHHS
Ta NiM(pPOMMU Ha YOTUPU OCHOBHI KaTeropii: myxyim-
HOTIONiOHI ypaxXeHHS 3 mepeBaxXaHHAM B-kiiTuH,
MYXJIWHU 3 B-KIITUH nonepegHuKiB, MyXJIUHU 3i 3pi-
JUX B-KJIiTHH, MyXJAWHY 3 M1a3MaTUYHUX KIITUH Ta
iHIII 3aXBOPIOBAHHSI, ACOLiOBaHI 3 TapanpoTeiHaMu
(maba. 2).

nyxXJIMHONMOAIBHI YPAXKEHHSA
3 NEPEBAXXAHHSAM B-KNITUH

Y BOO3-TJIIT5 Brniepiie BUAiIEHO HOBUIA KJlac
MyXJIMHOTIOAIOHUX 3aXBOPIOBAaHb 3 TepeBakKaHHIM
B-knituH, 1o sikoro yBiiy m’sath Ho3ojoriit. Cepen
HUX Briepiie BKItoueHa IgG4-acouitiosana aimgpadeno-
namis. lle He camocTiliHa Ho30J10TiUHa (hopMma, a CTaH,
110 CYIIPOBOJIXKYE T'PYIY iMyHOOIIOCEPEIKOBAHUX 3a-
MaJbHUX 3aXBOPIOBaHb, TTOB’13aHUX 3 (piOpO30M Ta iH-
¢inprpanieio ypaxeHux opradiB [gG4-no3uTUBHUMU
niaa3MaTUYHUMU KJiTuHaMmu. J1o Hei BxoasaTh: I1gG4-
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I rrornda HA MPOBJIEMY

Tabnuus 2

B-kniTuHHi nimcponponichepaTuBHi 3aXBOPIOBaHHA Ta NiMhomu
BignosigHo fo nepernsHyToi 2022 p. knacudikauii BOO3 [18]

Ha3sa natonorii

HasBa y nonepepHii knacudikauii

MyxnuHonopAi6Hi ypaXeHHa 3 nepeBaxaHHAM B-kniTuu

PeakTuHi nimconponicpepaTBHi 3aXBOPHOBAHHSA 3 NepeBaXKaH-
HAM B-KNiTUH, AKi MOXYTb iMiTyBaTK NliMdomy*

lgG4-acouiiioBaHa nimcaaeHonaris®

YHiueHTpnyHa xsBopoba Kactnemana*

|[aionatnyHa MynbTULEHTPUYHA XBOpo6a KactnemaHa*

BIFACK/BIT1-8-acouilioBaHa MynbTULEHTPMYHA XBOpoba KacTt-
nemata

MynbTuleHTpUyHa xsopoba Kactnemana

NYXJINHWA 3 B-KNITUH NONEPEQHUKIB

B-nimcho6nacThuii neiko3/nimcoma

B-nimcho6nactHuii nenkos/nimgoma, HeyTo4HeHa

Taka X cama

B-nimhobnacTHuii nenkos/nimoma 3 rinepAunoigieto Buco-
KOro CTyneHs

B-nimco6nacTHui neitkod/nimdoma 3 rinepannioigieto

B-nimcpobnacTHuii neitkod/nimdpoma 3 rinepaunnoigieto

Taka X cama

B-nimdo6nacTtHuii neitkos/nimgoma 3 BHYTPiLLIHbOXPOMOCOMHO
amnnidikauieto xpomocomu 21

Taka X cama

B-nimcobnacTHnit neitkos/nimdoma 3i 3nuTTam rexis BCR 1a
ABL1

B-nimcho6nactHuit neitkod/nimgoma 3 TpaHcnokauieto t(9;22)
(q34;q911.2); BCR-ABL1

B-nimpobnactHuin neiikos/nimgoma 3 03Hakamu, nogi6HUMu
[0 B-nimpo6bnactHoro neitko3y/niMgomMmn 3i 3IUTTAM reHiB
BCR ta ABL1

B-nimcobnactHuin neinkos/nimcoma, BCR-ABL1-nogi6Ha

B-nimchobnactHuin neitkos/nimgoma 3 nepebynosoto rena KMT2A

B-nimdobnactHuit nerkos/nimgoma 3 TpaHcnokauieto t(v;11
q23.3); nepebynosa reHa KIMT2A

B-nimdo6nactHuit neikos/nimoma 3i 3nuTTam rexis ETV6 Ta
RUNX1

B-nimcho6nactHuin nerikos/nimgoma 3 TpaHcnokadieto t(12;21)
(p13.2;922.1); ETV6-RUNXT

B-nimhobnactHuii neiiko3d/nimgoma 3 o3Hakamu, nogi6HUMN
[0 B-nimpo6bnactHoro neinkody/niMgomm 3i 3MTTAM reHiB
ETV6 Ta RUNX1*

B-nimdobnactHmit neinkos/nimoma 3i 3nuTTAM reHis TCF3 Ta
PBX1

B-nimpo6nactHuit neitkod/nimgoma 3 TpaHcnokauieto t(1;19)
(q23;p13.3); TCF3-PBX1

B-nimobnacTHuii neinkos/nimcoma 3i 3nuTTaM reHis /GH Ta
IL3

B-nimdo6nacTtHnit neitkos/nimgoma 3 TpaHcnokadieto t(5;14)
(931.1;032.1); IGH/IL3

B-nimchobnactHnii nenkos/nimoma 3i 3nuTTam reHis TCF3 Ta
HLF*

B-nimdo6nactHmii nenkos3/nimpoma 3 iHWUMIU BUZHAYEHUMUN
FEHETUYHUMI aHOManifamMm

Taka X cama

NYXJINHK 31 3PINKX B-KNITUH

MepepnyXxnuHHI CTaHM Ta NYXJWHK, NOB’A3aHi 3 nponithepauicto
manux nimcoyuis

MoHoknoHansHun B-nimgouuntos

Taka X cama

XpoHiqHuit nimgponenkos/niMmgoma 3 manux nimQoumTis

Taka X cama

BunyyeHo 3 knacudikauii

B-kniTUHHWI nponiMd ounTapHuin neikos

B-KniTuHHI niMchomu Ta NEAKO3K 3 YPAKEHHAM CENe3iHku

BONOCKOBOKNITUHHII NTENKO3

Taka X cama

Jlimghoma mapriHanbHOi 30HM Cenes3iHku

Taka X cama
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Ha3Ba natonorii

Ha3Ba y nonepepHiii knacudikauii

[OndpysHa api6HOKNITUHHA B-KniTUHHA niMmchoMma/neriko3 4epBoHOT
MyNbNn CeNe3iHKu

Taka X cama

B-kniTuHHa niMmhoma/neikos cenesiHkn 3 BUpa3HUMU saepuamu®

JlimtponnasmouutapHa nimgoma

JlimdbonnasmouutapHa nimgoma

Taka X cama

JNlimchoma mapriHanbHoi 30HU

EkcTpaHopganbHa B-kniTuHHA nimoma MapriHanbHOi 30HM,
acouinoBaHa 3 NiMOIAHOK TKAHUHOK CRN30BUX 060/TIOHOK
(MALT-Tum)

Taka X cama

[TepBUHHA LWKipHA NiMOMa MapriHaNbHOi 30HU*

Jlimcboma mapriHanbHoi 30HM NiMATUYHOrO By3na

Taka X cama

Jlimoma mapriHanbHoi 30HM NiMGATUYHOrO By3fia AUTAYOr0
BiKY

Taka x cama

donikynapia nimoma

donikynapHe B-kniTMHHE HOBOYTBOPEHHS in Situ

DonikynsapHe HOBOYTBOPEHHS in Situ

donikynapHa nimgoma Taka X cama
®onikynspHa nimoma AuTa4oro Tuny Taka x cama
®onikynspHa nimoma AyoAeHanbHOro Tuny Taka x cama
Wkipna nimcpoma 3 KniTuH weHTpis conikynis

[MepBMHHA LWKipHA NiMOMA 3 KNITUH LIEHTPIB ponikynis Taka x cama

MauTiitHOKNiTUHHA nimpoma

MaHTINHOKNITUHHE HOBOYTBOPEHHS in Situ

HOBOYTBOPEHHSA 3 KNITUH MAHTIAHOT 30HU in Situ

MaHTiRHOKNITMHHA niMoma Taka x cama
EkcTpaHoganbHa fiefikeMi4Ha MaHTIRHOKNITUHHA NniMdoma Taka X cama
Tpaucthopmauis iHONEHTHUX B-KniTuHHUX nimdhom

TpaHcdopmauis iHLONEHTHUX B-KNiTUHHUX nimdom*

B-BeNMKOKNITUHHI niMchomu

[nysHa B-BeIMKOKIITUHHA NiMG)OMa, HEYTOYHEHA Taka X cama
B-BeNIMKOKNITMHHA NiMdoma 3 HAAMWKOM T-KNiTWH Ta ricTi- | Taka X cama

oumnTiB

[BBKJ1/B-kniTuHHA nimhoma BUCOKOr0 CTYyNeHs 31109KiCHOCTI
3 nepebynosamu reHis MYC ta BCL2

B-kniTMHHa nimdoma BUCOKOro CTyneHs 3M108KiCHOCTI 3 nepe-
6ynosoto reHis MYC it BCL2 Ta/abo BCL6

ALK-no3uTtneHa B-BenMKOKNITMHHA Nimdoma

Taka X cama

B-BeNMKOKNITMHHA NiMpoma 3 nepebyaosoto reHa /IRF4

Taka X cama

B-kniTMHHA NiMboma BUCOKOrO CTYNeHs 3N0sKiCHOCTI 3 abepa-
uismu 11q

bepkiTTonoai6Ha nimgoma 3 abepauieto 11q

JlimhomaroigHmit rpaHynsomaros

Taka x cama

BEB-no3utusHa [1BBKJ1

BEB-nosutusHa [IBBKJ1, HeyTOYHEHa

[1BBKJ1, acouiioBaHa 3 XpOHIYHUM 3anasieHHAM Taka X cama
@ibpuH-acouinosana OABBK/1*
B-BeNMKOKNITUHHA NiMOMa, acoLiiioBaHa i3 NnepeBaHTaXeHHAM
pianHot*
[Tnasmo6nacTHa nimpoma Taka x cama

[TepBuHHA B-BENNKOKNITUHHA NiMd)OMa B iMYHOMPUBINEA0BaHNX
opraHax*
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Hasea natonorii

Ha3sBa y nonepepHin knacudikauii

lMepBMHHA LUKipHA B-BENUKOKNITUHHA NiMGOMA HUKHIX KiHLIBOK | Taka X cama
BHyTpilWwHbOCYANHHA B-BeNMKOKNITUHHA NiMd OoMa Taka x cama
MepBuUHHA B-BENNKOKNITUHHA NiMGOMA CEPEAOCTIHHA Taka x cama

MegiacTuHanbHa nimcoma “cipoi 30HU”

B-kniTMHHA nimpoma HeknacugikoBaHa 3 03HaKamu, NPOMIX-
HUMKU MK ANY3HO B-BENUKOKMITUHHOW NiMGOMOI0 Ta
KNacu4yHo NiMpomoo XoaxKKiHa

B-kniTHHa nimgpoma BMCOKOr0 CTYNeHs 3M108KICHOCTI, HeyTO4HeHa | Taka X cama
Jlimthoma bepkitTa
Jlimpoma bepkitra Taka x cama
B-kniTunHi nimcponponichepatuBHi 3aXBOpHOBaHHA Ta NiMc oMM,

acouinosai 3 intpekuicto BFACK/BIJ1-8
MepBuHHa nimhoma ekcypaTis Taka x cama

BrACK/BIT1-8-no3utusHa [1BBKJI

BI1-8-no3utneHa [BBKJI, HeyTo4HEHA

BIACK/BIT1-8-n03uTnBHE repMiHOTpOMNHe NimdonponicdepatneHe
3aXBOPHOBAHHS

BIT1-8-no3uTuBHe repmiHOTpONHe nimdonponicpepaTusHe 3a-
XBOPHOBAHHSA

JNlimchonponichepaTusHi 3axBoptoBaHHA Ta NiMchomK, acouiioBaHi
3 imyHopedyiuMTaMu Ta iMyHHUMN NOPYLIEHHAMMU

linepnnacTu4Hi 3axBOPOBAHHA 32 YMOB iMyHOLediumuTiB/mo-
pyLeHb iMyHHOI perynsuii*

MonimopdoHi nimdonponicpepaTnBHi 3aXBOPIOBAHHS, LU0 BUHNKA-
l0Tb 32 YMOB iMYHOAeiLMTIB/MOPYLLEHb IMYHHOT perynsuii*

BEB-no3utnBHa BUpa3ka cM30BOi 060M0HKI/LLKIPK

Taka X cama

JlimboMM L0 BUHMKAKOTbL 3@ YMOB iMyHOAEiLMUTIB/MOPYLIEHb
iMyHHOT perynauii*

JlimcbonponichepatnBHi 3axXBOPIOBAHHA Ta NiMOMM, acOLIN0BaHI
3 BPOPKEHUMY IMYHHUMM NOPYLUEHHAMN

JlimponponicpepaTnBHi 3aXBOPHOBAHHA, aCOLiIN0BaHI 3 BPOLXKe-
HUMUW IMYHHUMIA NOPYLIEHHAMY

Nlimchoma Xopxkina Taka X cama
KnacuyHa nimoma XomxkiHa Taka X cama
HogynapHwii BapiaHt niMmgomMu Xo4pKKiHa 3 nepeBaKaHHAM niM- | Taka X cama
houuTis
MAA3MOKJITUHHI NYXJIUHA TA IHLWI 3AXBOPHOBAHHS, NPU
AAKUX CMOCTEPIFTAETbCSA NAPAMPOTEIHEMIA
MoHoknoHaneHi rammanarii
XBOpo62a X0N0A0BOI arnoTUHALIT*
MoHoKI0HanbHa ramMmanaris HeBU3Ha4eHOro 3HavyeHHs, IgM Taka X cama
MoHoKIOHaNbHa raMmanarisi HeBM3Ha4eHOro 3Ha4yeHHs, He-lgM | Taka X cama

MoHOKNOHaNbHa raMmmanartisi HUPKOBOr0 3Ha4YeHHA*®

3axBopOBaHHA, NOB’A3aHi 3 BiAKNaAeHHAM MOHOKNOHANbHOr0
imyHorno6yniny

AMminoifos, NoB’A3aHNiA 3 NErkUMK NaHLoraMu iMyHorno6yniHie
(AL-Tun)

[epBUHHWIA aminoifo3

XBopo6a BifjKNafieHHA MOHOKNOHANIbHOMO iIMYHOT06YNiHY

XBopo6a BifKNafeHHs NErkux Ta BaXKKUX NaHLoriB

3axBoploBaHHA BaXKMUX JIaHUIOriB iMyHOrno6yniHis

XBOp06a BaXKNX MHO-NAHLIOTIB Taka x cama
XBOP062 BXKMX raMma-naHLuioris Taka X cama
XBOp06a BOXKNX anba-naHutoris Taka X cama
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Hasga natonorii

Ha3sga y nonepepHin knacudikauii

MNa3mMoKNITUHHI NYXAUHK

[Tnasmountoma

Taka X cama

[na3mMOKNiTUHHA (MHOXWHHA) Mienoma

Taka X cama

Na3mMOKNITUHHI NYXJIMHK, aCOLi0BaHI 3 NapaHeonnacTMYHUMN
CUHApOMaMN:

— POEMS-cuHgpomom,

— TEMPI-cunapomom,

— AESOP-cungpomom

Taka x cama 32 Buknto4eHHamM AESOP-cuHapomy

AESOP syndrome — Adenopathy and Extensive Skin patch Overlying a Plasmacytoma (CMHAPOM afieHonaTii Ta N04epPBOHIHHA
po3niorux AiNAHOK WKipW Haj AinsHkamu KicTkoBoi nnazmoumtomu); AL amyloidosis — immunoglobulin light chain amyloidosis
(aminoifo3 BHACNiJOK BiAKNa4eHHA Nerkux naHuioris imyHorno6yniis); ALK — anaplastic lymphoma kinase (kiHaza aHannactuyHoi
nimpomn); MALT — mucosa associated lymphoid tissue (nimgoigHa TkaHuHa, acouilioBana i3 cnnu3oBoto 060n0HKoK); POEMS
syndrome — Polyneuropathy, Organomegaly, Endocrinopathy, Monoclonal protein, and Skin changes (cuHgpoM nonipagikynoHen-
ponartii, opraHomeranii, eHLOKPUHONATIi, MOHOK/OHaNbHOi rammanarii 3i WwkipHumu nposisamu); TEMPI syndrome — Telangiectasias,
Elevated erythropoietin level and erythrocytosis, Monoclonal gammopathy, Perinephric fluid collections, and Intrapulmonary shunting
(CMHAPOM TenaHrioekTasii, NiABULLEHOr0 PiBHA epUTPONOETUHY Ta EPUTPOLMTO3Y, MOHOK/IOHANIbHOT raMmanartii, CKYNYeHHs HaBKOJO-
HUPKOBOI PiNHM 3 apTEPiOBEHO3HUM LUYHTOM fereHb); BIT1-8 — Bipyc repnecy nwoanuu 8-ro Tuny; BEb — Bipyc EnwreliHa-bapp;
BFACK — Bipyc repnecy, acouiioBaHuii 3 capkomoto Kanouwi; BBKJIT — gudysHa B-BennkoknituHHa nimgoma

lMpumitka. * — we Buginsnu y BOO3-MKNT4.

acouiiifoBaHUi aBTOIMYHHUI MaHKpeaTUT 1-ro Tuiy;
IgG4-acouiitoBaHu#l CKJIEPO3YIOUNIi XOJAHTIT (SIKWit
3a3BUYail 1iarHOCTYETHCS OJHOYACHO 3 aBTOIMYH -
HUM MaHKpeaTUTOM 1-ro Tumy); xBopoda Mikymiua
(cuMeTpuYHe ypaxkeHHs CJII3HUX 3aJ103, 3 MONAJIbIITUM
3aJIy4eHHSIM 10 MpPolecy IMialeeHUX Ta IPUBYIII-
Hux 3a103); IgG4-acouiiioBaHe 3aXBOpIOBaHHS OpOITH
(SIK TpaBUJIO, TIPOSIBIISIETHCST 0€300IICHUM MPOTITO30M
1 IUTIIIOIIE0); peTponepuToHeaabHuit hidbpo3 Ta/ado
MepiaopTUT Ta AedKi iHIIi, OiabII pigKicHi XBopoOu
(IgG4-110B’A3aHi TUPEOIAUT, ITHEBMOHIT, MaXiMEHIHTIT,
TYOYJIOIHTEpCTULIIaIbHUI He(PUT, BUpa3Ka LIJIYHKY,
npoctaTtuTt). JlimpaneHomnarist 3ycTpidyaeTbcst mpruoIn3-
Ho y 30—60% mnauieHTis (10 80% npu aBTOIMyHHOMY
MaHKPEeaTuTi), 4acTo SIK MEePIINii i30JIbOBAaHUM CUMII-
ToM. Y 30% xBopux npucyTHs eo3uHodimis. [lato-
reHe3 OCTaTOYHO Hed’sicoBaHMii. BBaxkaroTh, 1110 Tiep-
BUHHUM CTUMYJIOM € [Iisl ayTOQHTUTeHA (Ha POJIb SIKOTO
pO3MISAaloTh rajJeKTuH-3, naMiHiH- 111, anekcun All
Ta iHIIi) 3 MOJANbIIMM PO3BUTKOM iMYHHOI peaxliii,
sgKa ornocepenkoByeTbcsd CD4-mo3UTUBHUMU LIUTO-
TOKCMYHUMU KiiTuHamu [22]. Indinbrpanisa 1gG4-
MPOAYKYIOUUMU TIJIa3MaTUYHUMU KJIITUHAMU Big0oy-
BA€EThCS SIK HACTIIOK BIUIMBY LIMTOKIHIB (30KpeMa, iH-
TepJieiiKiHy-4) i BOHM MalOTh, CKOPIIII 3a BCE, 3aXUCHY
npoTu3anaibHy (yHKIi0. [JiarHocTrKa 6a3yeThes Ha
KJTIiHIYHi KapTUHi, TiCTOJOTiYHOMY JOCIiIKEeHHi 0i0-
nratiB JiMmdaTnaHux By3aiB (JIB) Ta ypakeHUX TKaHUH
(o3Haku (ibpo3y, iHGiAbTpallis MONIKIOHATbHUMU
IUIa3MaTUYHUMU KJIiTUHAMU, criBBigHoweHHs 1gG4/
IgG-no3uTUBHMX TUIa3MaTUYHUX KIITUH >40%) [23].
IMinBuienns piBHg IgG4 y cupoBaTii KpoBi criocTe-
piraeThbCs TIILKUA Y YACTUHM XBOPUX i1 HE € MATOTHO-
MOHIUHMM CUMITTOMOM |[24].

B HoBili k1acugikaitii 6111 AeTaaIbHO MPEncTaB-
JneHa xeopooa Kacmaemana (XK, aHriodonikynsipHa
rinepriazis JIB), sgka po3rasgaeTbcs K TpU OKpeMi
HO30J0TiuHi (pOpMHU: YHILIEHTPUYHA; iTiomaTuYHa
MYJBTULIEHTPUYHA Ta MOB’sI13aHa 3 BipycoM repriecy
JIIONVHU §-TO TUITY/BipycOM repIiecy, acolifioBaHUM
3 capkoMmoto Kamomri (BITACK/BIJI-8-acouiitoBaHa
mynstulieHTpuyHa XK). Bei i Tpu dopmu BxoasTh
IO KJ1acy MyXJMHOTIOAIOHUX 3aXBOPIOBaHb i3 Mepe-
BaxXaHHSIM B-kJiTuH. 3aralbHUM MIPUHLUIIOM T10-
craHoBKM giarHo3y XK € 060B’s3k0oBe ypaxkeHHs JIB
i TUIOBA TicTONOTriUHA KapTUHA (OCHOBHI KpuUTepii
JIiarHOCTUKM), a TaAKOX BUKIIOUEHHS aBTOIMyHHUX
i OHKOJIOTiYHUX XBOp0O. [Ipu rictomoriuHomMy moc-
nmimxeHHi JIB BimMmivaloTh: perpecito, aTpodito 3apoj-
KOBMX LIEHTpPiB a00, HAaBIaKH, iX rinepriasito, 30iJib-
LIEHHS KiJIbKOCTi (DOJIIKYJISIPHUX AEHAPUTHUX KITITHH,
rinepBacKyasipu3ailito, iH(piIbTpalilo MoJiKJIOHaIb-
HUMU IJIa3MaTUYHUMU KJIITUHAMU. 3a LIUMM O3HaKa-
MU pO3Pi3HAIOTh BACKYISIPHUIA miaTUI (perpecis 3a-
POIKOBUX LIEHTPIB 3 pO3IIMPEHOIO MAHTIHHOIO 30HOIO
Ta mpoJiipepanieo IeHAPUTHUX KIITUH), TJIa3MOLU-
TapHU TigTun (rinepruiasis 3apoaKOBUX LIEHTPIB,
rineprnpoJidepallis m1a3MaTUIHUX KJIITUH), a00 3Mi-
maHuii migrun. lnepBacKynsipusanis 3ycTpidyaeTbes
IpY BCiX 3a3HAYEHUX MiATUIIAX 3 Pi3HOIO YaCTOTOIO.

ITpu mynsTuneHTpuuHii XK Bpaxatorbcs JIB pi3-
Hoi nokadmizanii. KpiM BiInmoBimHOCTi OCHOBHUM KpHU-
TepisIM IiarHOCTUKU, MOBUHHI OyTU MPUCYTHI SIK Mi-
HiIMYM OIWH I0AaTKOBMI Jab0opaTopHUil (30iIbIIeH-
Hs KoHLeHTpauii C-peakTUBHOIO 0ijiKa, IBUIKOCTI
3CiJaHHs €epUTPOLMTIB, aHEMisl, TPOMOOILIUTOIIEHIS,
rinoanb0yMiHeMisl, MPOTEIHYpisl, MOJTIKJIOHAIbHA Ti-
rnepramMMariaoOyaiHeMisl) Ta OAWMH KIiHiYHU# (HiYHi
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MOTH, TUXOMaHKa, BTpaTa Baru, pi3ka cJiabKicTh, re-
naTo- Ta/abo CIJIeHOMeraJis, FfeMaHTioMaTo3, iHTep-
CTULIIAJIbHUM TTHEBMOHIT, HAOPSIKU, aCLUT, TIJIEBPUT)
CUMIITOMU.

Vuinentpuuna XK xapakTepusyeTbcsl ypaskeH-
HSIM OIHOTO abo0 OinbiIoi KiibkocTi JIB, ane B omHiii
OinsgHIi Tiza. YacTrHa XBOpUX TaKOX Ma€ CUCTEMHI
CUMIITOMU.

Oxpemo Buninena BIACK/BIJI-8-acouiiiosana
myavmuuenmpuvna XK, 1110 BUKJIMKaHa HEKOHTPOJIbO-
BaHolo mnpouidepaitiero BTACK/BIJI-8 y B-nimdo-
LATaX, 3yCTpiva€ThCs MepeBaXkKHO B 0ci0, iHdikoBa-
HUX BipycoM iMmyHonedinuty mogunu (BIJT), Ta npu
iMyHOIEe(DILIUTHUX CTaHAX iHIIOro MOXOIKEHHS [25,
26]. Ti yacToTa CTAaHOBUTB MPUGIU3HO MOJOBUHY BCiX
peeECTpoBaHMX BUTIAAKiB MyIbTULIeHTpUuHO1 XK. Jliar-
HO3 TATBEPAXYETHCS BUSBICHHSIM €KCIIpecii aHTH-
reny LANA-1 (awen. latency-associated nuclear anti-
gen 1) BTACK/BIJI-8 B uuTomaasmi rmia3sMaTUIHUX
KJIiTHH.

Jo po3niny “nmyxJanHOMOmiOHUX 3aXBOPIOBaHb i3
nepeBakaHHsAM B-kiitun” BOO3-TJITTS Takox BKITIO-
YeHO peaKTUBHI JiMdornpoihepaTuBHI NMpoliecH,
SKi MOXYTb iMiTyBaTu JIiM(poMy, 1110 pO3LiHIOIOTh-
csl IK 1OOposIKicHI cTaHU. BOoHUM CynmpoOBOIKYIOTHCS
30inbieHHSIM JIB Ta moTpedytoTh audepeHiiaabHOro
niarHo3y 3 JiMdpoMmaMu. K MpUKIaau TaKUX CTaHiB
MOXHa HaBECTU npozpecyroty mpanchopmauiro 3apoo-
roeux uyenmpie (ITT3L) [27], iHbeKIilitHUN MOHO-
HYyKJIe03, GJOPUAHY peaKTUBHY JiM@OigHy rimep-
miasiro/aiMmbomMononioHe ypaxxeHHs XiHOYMUX CTa-
TeBux opraHiB; BEb-acouiitoBany nimdaneHomnariio,
JiMbaneHonaTilo, acoliiioBaHy 3 aBTOIMyHHUMU PO~
ecamu, iHmoJeHTHY B-nimdobaacTHy nponidepa-
ifo, aTUIOBY JiMGOIAHY Mmpojidepaliiio mpu cuc-
TEMHOMY YepPBOHOMY BOBYaKy To1lo. ['icTojioriyHa
kaptuHa 3piziB JIB ipu T3 i nimpomi XomkKi-
Ha (JIX) (BapiaHT HOmyIsIpHOTO JiM(OITHOTO Tepe-
BaxxaHHs) nyxe nmomioHa. bineir Toro, ITT31L moxe
nepenyBaTu po3BuTKy JIX [28]. BaxnuBumu gude-
PEHLIIHO-AiaTHOCTUYHUMU O3HAKaMU €: 3aMillleH -
Hs TKaHuHU JIB HOnynapHUMU YTBOPEHHSIMU MPU
JIX i BKpanjieHHs pOoTpeCcUBHO TpaHCHOPMOBAHUX
3apOAKOBUX LIEHTPIB cepel NOOPOSAKiCHUX Tirnep-
miactuyHux ¢oikynis ipu [MTT31; npucyTHicTh pu
JIX nakyHapHuX (ITONMKOPH-TIOAIOHMX) KJTITUH, 110 Ma-
I0Th JeKinbKa siaep adbo oaHe 6baraToyionacHe siapo Ta
IIMPOKY CBiTIIy HMTOILIa3My. JlakyHapHi KJIIITUHU pe-
aryioTh 3 aHTUTIIaMU TIPOTU aHTUTEHY eMiTeTialbHUX
MeMOpaH (awen. epithelial membrane antigen; EMA),
1110 MOJIETIIYE iX BUABIEHHSI. PeakKTUBHICTh 3 aHTU-
tinamu nnpotu EMA nipu IIT3L BigcyTHs; XapakTep
posramyBaHHsa T- Ta B-niMdouutiB: 4iTki miactu
CD20* B-nim@ouutis ripu I1T31] ta BiHKoIonioHe
posramyBadisg CD4"CD57" T-n1iMpOLUTIB HABKOJIO
JIJaKyHapHUX KJIIiTUH rpu JIX.

®nopuaHa peakTuBHa JiMdoinHa rineprasis/
JniM¢omoroaioHe ypaxkeHHs XiHOUMX CTaTeBUX Opra-
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HiB — I0OpOsIKiCHE YpakeHHSI IIMIKY MaTKU (Tiepe-
BaXXHO), €HJAOMETPil0, BYJIbBU, SIKE MA€ TiCTOIOTiU-
Hi 03HaKu arpecuBHOi B-kimituHHOI HiMmpomu [29].
Bnepire onmucana y 1985 p. R.H. Young ta cmiBasT.
[30], mo 2022 p. BimoMo 6au3bko 100 oxapakTepuszoBa-
HUX BUMNAJKIB. YpaxkeHHs TIPeNCcTaBIeHO 3arajlbHUM
iH(inpTpaTOM 6€3 03HaK IITMOOKOI iHBa3iil, 3a3BUuaii
3 epo3isiMu moBepxHeBoro mapy. [1pu ricrosoriuHo-
MY JOCJIIKeHHI BUSBISIIOTHCS iHPIIBTpaTU BEIUKUX
CD20" B-1iMpOIinHUX KJIITUH 3 03HaKaMU BUCOKOIL
MITOTMYHOI aKTUBHOCTi. B okpeMux Bumagkax Ha
MiIcTaBi TOCTIMKEHHS peapaHKyBaHHS FeHiB BaxKKHX
JIAHIIIOTiB iIMYHOTJIOOYJIiHIB MTOKa3aHa iX KJIOHaJlb-
HicTb. OIHaK, MPUCYTHI i1 HE3MiHeHi Mati JiMmdounTn
(nepeBaxkHO T-KJAITUHHOTO MOXOMXKEHHS ), TIa3Ma-
TU4Hi KnitnHu. [lepedir nobposkicHuit, TpaHchop-
Malii y 1iMmgomy He CrocTepiraaocs.

NYXJINHU 3 B-KJTITUH NONEPEAHUKIB

B-aimgpobaacmuuii aeiikoz/aimgpoma — HOBOYTBO-
peHHs 3 B-niMmdoinHux kiaituH-nonepenHukis. I1o
CyTi, rocTpuii nimgoonactHuii neiiko3 (I'JIJT) Ta nim-
¢dobmacTHa niMpoma (JIBJT) po3pi3HSAOTHCS TUIIe
3a 3aJlydeHHSIM KicTKoBoro Mo3Ky (KM) no natosno-
TiYHOTO Mpoliecy, MIPUIOMY MOXKJIMBE i MOEAHAHHS
00’eMHOTO JTiM(OITHOTO HOBOYTBOPEHHS i3 HasIBHiC-
110 TiMmobacTiB y KM. Tomy ckopouenns B-TJIJI ta
B-JIBJI/TJIJI (a0 B-JIBJI/JI) € B3aeMo3aMiHHUMU.

Cyuacna knacudikanis B-I'JIJI 6a3yeTbcsa Ha BU-
3Ha4YeHHI MOP@OJOTIYHUX, IMyHO(PEHOTUTTOBUX Ta
LIMTOTEHETUYHUX O3HAK JIEMKEeMiUHUX KJIITUH. 3HaYHa
yBara npUIiISIETbCsS BCTAHOBJICHHIO MOJIEKYJISIPHO-
FEHETUYHUX aHOMaJliil 3a JOIIOMOIOI0 CY4aCHUX Me-
TOIIB IOCHIAKEHHS: TIoJliMepa3Ha JIaHLIoroBa peak-
uist, pyopecuieHTHa ribpunu3sattisi in situ (anea. fluo-
rescence in situ hybridization, FISH), npodinb exc-
npecii reniB. 3arasom BOO3-TJITIS5 mictuth 12 HO30-
soriii B-T'J1J1 i3 xapakrepHumMu (ITOBTOPIOBAHUMU ) Te-
HETUYHMMMU 3MiHAMM, a BUIIAJKU, SKi He MiananamoTh
JIO ONIHI€ET 3 TPYIT 3 MIEBHUMM TeHHUMU MepeOyIoBaMu,
00’enny10Th 9K B-IJI/I, neymounenuii. Knacudikaitis
B-TJIJ1 y uinomy 3MiHMIaCh HE CYTTEBO Y TTOPiBHSAHHI
3 BOO3-TIKJIT4, onHak HOMEHKJIaTypa BiaMOBim-
HUX HO30JIOTii1 OiJbIIoI0 Mipolo coKycoBaHa He Ha
LIMTOTEHETUYHUX, a HA MOJIEKYJISIPHUX 3MiHaX, TOMY
3a3HaYeHHSI XpPOMOCOMHMX TPAHCJIOKALIiiA BUJIYYEHO
3 Ha3B HO30JIOTiii. B oHOBIIEHY K1acudikaliiiHy cxe-
My AoAaHo BapiaHTu 3i 3nutTaMm reHiB TCF3::HLF,
3 o3Hakamu, nogioHumu no B-TJIJI 3i 3auTTSIM reHiB
ETV6::RUNXI, 3 o3nakamu, nogionumu go B-TJIJI
3i 3muTTaM reHiB BCR::ABL1 (B monepenHiit Kinacu-
¢ikanii — TmumyacoBa popma); iHIII 3MiHU HE € MPUH-
LIMTTOBUMM. 3a3HAYUMO, 1110 3TiTHO 3 HOBUMU HOMEH-
KJIaTypHUMM BUMOTAMU JUISI 3JIUTTSI T€HiB IPUIAHSITE
MO3HA4YeHHs (::), sIKe i1 3aCTOCOBYETHCS Y BiATIOBiTHUX
Has3Bax (popm B-TJLJI.

Oxpemi BapianTtu B-TJIJI po3pi3HsIIOThCS 3a por-
HO30M Tepebiry 3aXBoproBaHHS (pucyHoK) Ta MigXo-
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Puc. TlomupeHicTb MepBUHHUX XPOMOCOMHUMX aHOMaJIi#l y fiTeii Ta nopociaux, xsopux Ha [JIJI 3 monepenHukiB B-kiiTuH

(apantoBaHo 3 [31]).

* CripusTAUBUI IPOrHO3. [HIII MOSCHEHHS Y TEKCTI.

IaMU 10 JiKyBaHHS, TOMY iXHS JiarHOCTMKA BKpaii
BaxkvBa. Jlo Tpynu cnpuaTaIuBoro nepeodiry (5-piuHe
BUKMBaHHS Oibin HiX 90% y niteit tTa 55% y no-
pPOCIUX) BiTHOCSITHCS IBA BapiaHTU: 3 GUCOKOIO 2inep-
ounaoiodiero (51—65 xpoMocoM) Ta 3i aummam 2enie
ETV6::RUNXI (obunBa reH! KOIyIOTh (DaKTOPU TPaHC-
KpUIILii, XMUMEepHUI 0iI0K 3MiHIOE TPAHCKPUTILIMHY
aKTMBHICTB). IXHSI MUTOMA Bara CTAaHOBUTb GJIM3BKO
60% B-T'JIJ1 y miteit Ta mimritkis Ta 15% B-TJIJ1 y
JIopocaux (BapiaHTU MPAKTUUYHO He 3yCTPivaroThCs Yy
xBopux ctapuie 30 pokiB) [31]. 3a imyHO(pEeHOTHITO-
BUMU O3HAKaMM OJIACTHUX KJIITMH BOHU HaJIeXaTh J0
B-TJUI “3aranpHoro tumy” (CD10-mmo3utuBHi). s
BapiaHTa 3 BUCOKOIO TillepAUTIIOINI€I0 XapaKTePHOIO
€ ekcnpecis antTureny CD123 [32].

HemronaBHo OyB ineHTH(hiKOBaHMIA BapiaHT 3 Mpo-
dinem excnpecii, monioHum no B-IJIJI 3i 3aummam
eenie ETV6::RUNXI [33], axuit B BOO3-TJIIT5 Bu-
nineHuit B okpemy Big B-TJIJI 3i 31uTTsIM reHiB
ETV6::RUNXI dopmy. ['eHeTHUHE TIATPYHTS BUSIB-
JIEHUX 3MiH MpU LIbOMY BapiaHTi € BiAIMiHHUM, a came
3nuttd rediB ETV6 (12p13) i PMEL (12q13), ETV6 i
BORCSS5 (12p13) Ta iH. XapakTepHOol0 iMyHOdEeHO-
TUTIOBOIO 03HAKOIO, SIK I MPpU BapiaHTi 31 3IUTTAM
reHiB ETV6::RUNXI, € excrpecis auturedis CD10
i CD27 3a ogHouacHOI BincyTHOCTI (abo cinaboi ekc-
npecii) antureny CD44. KpiMm Toro, npu0an3Ho y
MOJOBUHI BUIMAJKIB €KCIPECYIOThCS aHTUTEHU Mi€-
noimHux kjaitnH — CD13 a6o CD33 [34, 35]. Leit
BapiaHT 3ycTpivaerncs nmpubausuo B 1—3% B-TJ1J1
y oiTeil; BUMaaKiB cepen IOpocaux He onucaHo. [1o-

nepenHi JaHi ¢cBigyaTh PO CIPUITIUBUI Mepedir
3aXBOPIOBAHHS, OMHAK JISI OCTaTOYHOTIO 3’ SICyBaHHS
MPOTHOCTUYHOT 3HAUYLIOCTi LIbOTO MiATUITY TTOTPiOHI
TMOCIIIKEHHS OiTBIINX KOTOPT XBOPUX, SIKi OTPUMY-
BaJIM OIIHAKOBE JIiIKYBaHHSI.

o rpynu BUCOKOTO PU3MKY (HECIIPUSTINBOTO Te-
pebiry 3axBopioBaHHs) BinHeceHo BapianTu B-TJIJI 3
rinormioiniero (migBapiaHnTu MeHI 3a 30 XxpoMocoM Ta
3 30—39 xpomMocoMaMu); 3 BHYTPIilLIHBOXPOMOCOMHOIO
amrutigikaiieto xpomocomu 21 (IAMP21); 3i 3nuTTam
reHiB BCR::ABLI; BapiaHT 3 o3HaKaMu, TOAiOHUMU
no B-TJIJ 3i snuttam reniB BCR::ABL I; B-T'JIJI 3 ne-
pedynoBoio reHa KMT2A (MLL) ta B-TJIJI 3i 3nuttsam
reHiB TCF3::HLF. 3a nikyBaHHSI CTaHAAPTHUMU MPO-
TOKOJIaMM XBODi 3 3a3HaueHMMHU BapianTamu B-TJIJI
MalOTh BTPUYi BUILIUI PU3UK PELUAUBY Ta/ab0 CMEPTi
MOPIBHSHO 3 MaliEHTaAMU MPOMIXKHOI TPy PU3UKY
[36].

B-TJLT 3i 3aummam eenie BCR ma ABL1 (B 1nio-
nepenHiit knacugikauii npeacrabnenunii sk B-TIJLIT 3
TpaHcaokaiiew t(9;22)(q34;ql11.2) Ta nepedynoBoo
BCR-ABL 1) xapakTepu3y€eTbCsd KOHCTUTYLiIITHO aK-
TUBHOIO TUPO3UHKIHA3010 Ta aKTUBALIi€l0 3HAYHOI
KiJTbKOCTi CUTHaIbHUX LUISIXiB Mepeaadi BHYTPillI-
HBOKJIITUHHUX MpoTipepaTMBHUX Ta aHTUATIONTOTUY -
Hux curHanis. s ¢popma ckianae 3—5% Bunaakis
B-TJUJ1 y nmiteir Ta 20—30% B-T'J1JI cepen nopociaux
namieHTiB. 3a iMyHO(pPEHOTUIIOBUMHU O3HAKaMM Hali-
yacTtime HalexuTb 1o B-TJIJI “3araapHoro tumy”
(CD10-mmo3utuBHMit). InenTudikaiis Bkpail Bax-
JIBA, OCKiJIbLKM pO3po0JieHa MaTOreHeTUUHA Tepartis,
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CIIpsIMOBaHa Ha MPUTHIYEHHS aKTUBHOCTI XMMEPHOTO

oinka BCR-ABLI (imaTuHi0, na3aTtuHi0), 3acToCyBaH-

HS KO CIIPUSIIO TOJIHIIIEHHIO MPOTHO3Y mepediry

3aXBOPIOBAHHSI.

Bapianm L1 3 o3naxamu, nodionumu oo B-IJLI 3i
3aummam 2enié¢ BCR::ABL1 (Ph-nodionuii) inentudi-
koBaHuil y 2009 p., 6a3yr0unch Ha CXOXKOMY CIIEKTpi
excrpecii reHiB 3 BCR::ABL I-no3utuaum B-TJIJ1
npu BigcyTHocTi nepedynoBu BCR::ABL I (Ph-xpomMo-
comn) [37]. IIpoGnema niarHOCTUKM yCKJIaJHEHA Be-
JIMKOIO KiJIbKICTIO TEHETUYHUX aHOMaii, SIKi y OiJib-
IIOCTi BUMAIKIB HEMOXIIMBO iTeHTU(DIKYBaTH y py-
TUHHIN nmpakTuii [38]. YMOBHO iX pO3MoaiisioTh Ha
JIeKibKa rpyn (MOJIEKYJISIpHO-TeHETUYHI MiATpynu
Bapianty B-TJIJI 3 o3nakamu, mogionnmu go B-TJIJI
3i 3nmuTTAM reHiB BCR::ABLI):

e MyTalii, sKi akTuByoTh TeH CRLF2 (konye cy06-
OJIMHUII0 pelenTopa TUMYCHOIO CTPOMaJbHOTO
JiMGpOonoeTnHy), 10 SIKMX HajlexaTb TPaHCIO0Ka-
wii CRLF2-P2RYS, CRLF2-IgH, CRLF2-CSF2RA;
B IOJIOBMHI BUIAAKIiB CYIIPOBOIXKYIOTHCS TOYKOBM -
MU MyTalliIMM, SIKi akTUBYIOTb TeHU KiHa3 JAKI,
JAK2; naityacrinie 3ycTpivyaloTbcsl y AiTelt 3 CUH-
apomoM JlayHa, xsopux Ha B-TJIJI (mo 30—50%
BCiX BUMaAKiB MmopiBHsIHO 3 5—10% cepen nmiteit,
xBopux Ha B-TJIJI 6e3 cungpomy JlayHa);

e TpaHcJIoKallii (HailuacTilie 3 TeHOM pelienTopa
epUTPOTIOEeTUHY) abo menelii reHa KiHazu JAK2
(mo 5% BunankiB BCR::ABL I-nonioHoro B-TJIJI
y niTeit);

e TpaHcJIoKallii abo menellii, sIKi aKTUBYIOTb TeHU
kiHaz ABL1 a6o ABL2 (no 5% BunankiB BCR::
ABL I-nonionoro B-T'JIJI y miteit Ta mopociux);

e MyTallii, IKi aKTUBYIOTh KOMITOHEHTH CUTHAJIbHO-
ro nusixy Ras/MAPK (no 6% BCR::ABL1-nioni6-
Horo B-TJIJI y miteit Ta nopocnux);

e iHIII aHOMAJii.

ITpoBonsAThCS KNIiHIYHI BUTIPOOYBAHHS 3aCTOCY-
BaHHS Pi3HOMaHITHUX HU3bKOMOJIEKYJISIDHUX 1HTi0i-
TOPiB KiHA3HOI aKTUBHOCTI, 3aJIeXKHO BiJl KOHKPETHOIL
MOJIEKYJISIpHO-TeHeTUYHOI miarpynu BCR::ABL I-nio-
nioHoro B-TJLJI.

B-ITJIJI 3 iAMP21 xapakTepu3yeThcsl 3HAYHOIO Tiepe-
OynoBoro 21-1 XpOMOCOMM BHACIIOK MPOLIECY XPOMO-
TPUTICUCY — CKJIATHUX MepedyaI0oB XPOMOCOM MicCIs
MacHUBHOI pparMeHTallii OKpeMUX TiJITHOK T€HOMY.
Tepmin BBenenuit y 2011 p. P.J. Stephens ta criBaBT.
MPU IOCTIIXEHHI TEHETUYHNUX OCOOJIMBOCTEM KJIi-
tuH nipu XJIJI [39]. Bapiant B-TJIJI 3 aHanorivuHuMmu
nepedynoBamu 21-i xpomocomu ckiiagae 10 2% ce-
pen xBopux aiTeii. Cepen MmauieHTiB cTapiie 25 pokiB
MpakTUYHO He 3ycTpivaeTbesa [40]. Pusuk po3BuTky
JaHOTro BapiaHTa pi3ko 3pocTae (0inbu HixX y 2700
pasiB) B 0Ci0 3 piIKMM BapiaHTOM pOOEPTCOHIBCHKOI
TpaHCcJIoKalil (3IUTTS IBOX aKPOLEHTPUUHUX XPOMO-
COM 3 YTBOPEHHSM OIHOI METAlleHTPUYHOT XPOMOCO-
mu) rob(15;21)(q10;q10)c, mpuyoMy pU3UK PO3BUTKY
IHIIIMX OHKOTeMAaTOJIOTIYHUX 3aXBOPIOBAaHb Y HUX 3a-
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JIMIIAETHCS HA MOMyAsiuiiHoMYy piBHi [41]. OcKilbK1
B ycix BUIankax Bapianta iAMP21 BinOyBaeTbcst amII-
nmidikauis nokycy RUNXI, niarHocThKa 6a3yeThbcs Ha
BU3HAUE€HHI TpbOX ab0 Oinbie Komiit reHa RUNXI B
onHiit 21-it xpomocomi meronoM FISH. BapiaHT Biz-
HECEHO JI0 MPOTrHOCTUYHO HECIIPUSTIMBUX, OCKIJIbKU
3a CTaHJApPTHOI Teparnii pu3uK pelUUANBY BUCOKUIA
(6inbwm Hix 80%), ogHaK BiH 3HAYHO 3MEHIIYETHCS
(10 20%) 3a GibII iIHTEHCUBHUX PEXUMIB JIiIKYBaHHSI
[42].

B-TIJLI 3 nepebyooeoro eena KMT2A4 (MLL) cxinanae
10% Bcix Bunankis B-TJIJI cepen XxBopux 10pOCIoro Ta
5% cepen XBOPUX AUTSYOTO BiKy (IiK cepell XBOPUX 10
IIBOX POKiB). AcolliiloBaHMIi 3 TPaHCIOKAIIiIMU TeHa
ni3uH-crienugivyHoi MeTuaTpaHchepasu 2A, AKui
JIOKali3oBaHUM B OiIsiHLI xpomocomu 1123, komye
OIVIH 3 TiCTOH-MoAUDiKyouUnX (pepMeHTIB Ta paHille
OyB BiZOMMIi IiJ HA3BOIO T'eHa JieiiKeMii 3MilllaHOTO
noxomkeHHs (anea. mixed-lineage leukemia, MLL).
BimoMo 6inbin Hixk 90 reHiB-TIapTHEPIB, 3 IKUMU Bifl-
oyBaeTbcs 3nUTTI reHa KMT2A. Oanak, npubiuns-
HO y 50 Ta 75% XBOpMX AUTSIYOIO Ta JOPOCIOTO BiKy
BiATOBiIHO, BUSIBIISIETHCS TpaHcaokauisa t(4;11), mo
MPU3BOAUTD 10 acouiauii reHiB KMT2A it AF4 (konye
O1JIOK, 110 B3aEMOJIE 3 IUKIiH-3aJIEXKHUMU KiHa3a-
MH). 3a iIMyHO(PEHOTUTIOM JIeKeMiuHi KIIITUHU Bill-
HOCSTBhCS 10 Mpo-B-1iMpounTiB 3 YacTOI0 KOEeKCIpe-
ciero mienoigaux anrtureHisa CD15, CD33 it CD68.
XapakTepHOI0 03HAKOIO € eKCIpeciss Ha TTOBEpPXHeE-
BuXx MeMmbOpaHax aHTureHy NG2 (awnea. neuron glial
antigen 2) [43]. 3axBopioBaHHS XapaKTepU3YEThCS
rinepJeiKoLMTO30M, arpECUBHUM IepediromM 3 paH-
HiM pELUIMBOM, BUCOKMM PU3MKOM PO3BUTKY HE-
MpoJeiiko3y, pe3UCTEHTHICTIO 10 KOPTUKOCTEPOIiliB
ta L-acnaparinasu. [ToTeHLianbHi migxoqu m0 Jiky-
BaHHS BKJIIOYAIOTh MPU3HAYEHHS IIUTapadiHy, iHTi0i-
TOpiB KiHAa3 Pi3HUX TUIIIiB, iHTiOITOPiIB IpOoTEacoM Ta
TiMOMETUTIOIYNX areHTiB [44].

B-TJII 3i 3aummam eenie¢ TCF3::HLF — BXpaii
piakicuuit Bapiant B-TJIJT (0,5—0,7% Bcix Bunaakis
B-TJIJI y miTeit, y nopociux onucaHi MOOAMHOKI BU-
MajaKu), 10 € HOBOIO (hopMoro, BudiIeHOI B BOO3-
I'JITIS, i € pe3yabTaToM XpOMOCOMHOI TpaHCIOKalil
t(17;19), BHacaimokK 4yoro reH pakTopy TPaHCKPUII-
uii £2A4 noennyetbest 3 reHoM HLF (auen. hepatic
leukemia factor). ¥ Hopwmi 6inoxk HLF BusBnserncsa
y remaTouuTax Ta KJIiTUHaX HUPOK, aje BiICYTHIill y
niMpoinHux kimitnHax. AHomanbHa ekcrpecis HLF
y KJIiTUHAX Ha cTanii npe-B-niMmdouutis cnpuse ix
3J10sIKiCHili TpaHchopMalii. [Tepedir 3axBoproBaHHS
HecnipusTiuBuii [45].

Jlo rpynu mpoMiKHOTO PU3HMKY (HECTIPUSITIUBOTO
nepe0biry 3axBoploBaHHsI) BigHeceHo BapiaHnTu B-TJ1JI
3i 3nuTTaM reHiB IGH::IL3; 3i 3nuttam reniB TCF3::
PBXI ta 3 iHIIUMU TeHETUYHUMU aHOMAJTiSIMU.

B-TJIT 3i 3aummasam eenie¢ TCF3::PBX1 BusiBis-
€Thecsl mpubaKu3Ho y 3% niteit/mimniTkiB Ta 6% no-
pocnux, xBopux Ha B-TJIJI. JlefikeMiuHi KJIIITUHU
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MaloTh GeHOTUT npe-B-1iMponTiB, 3 HAsIBHICTIO

LIMTOTIIa3MaTUYHUX MIO-JaHIIoTiB [32]. 3a cTaHmapT-

HOI Tepaltii pe3yabTaTu JiKyBaHHSI He3ad0BiJIbHi, Of1-

Hak, i 3a 3aCTOCYBaHHSI OiJIbII iIHTEHCUBHUX PEXUMiB

5-piuHe BUKMBAHHS He BiApi3HSIETHCS BiJl MOKA3HU-

KiB y XBOpUX 3 HasIBHICTIO TiMepAUILIOinii Ta repedy-

noBu ETV6::RUNXI (nani cepen XxBopux niteii) [46].
B-TJL 3i 3aummam eenie IGH::IL3 BHacnigok

TpaHcaokauii t(5;14)(q31.1;932.1) 3ycTpivaeTbcs

pinko (< 1% Bcix BunankiB B-T'JIJI). Xapakrepu-

3YETHCS 3HAUYHOIO €03UMHO(DiNi€l0 y nepudepnuHiii
kposi (ITK), sgka 3ymoBiIeHa KOHCTUTYLilAHOIO aK-

TUBAali€lo reHa /L3, 1o nmianamae mig airo eHxaHcepy

reHa BaXXKKUX JIAaHIIOTiB iMyHOTJIOOYJIiHiB. XBOPilOThH

MepeBaXkKHO AiTH YOJIOBIYOI CcTaTi, KiJIbKiCTh 0JIACTiB B

I1K Hu3bKa, MpOrHo3 nepediry npomixkHuit [47].

Cepen B-TJIJI 3 iHIMMMUY BiTOMUMU TeHETUYHUMU
aHOMaJTiIMU BUIIISIOTH MTIATUITHN, SIKi 11Ie He YBIIUIN

B KJacudikauiiiHy cxemy sIK CaMOCTiiiHi BapiaHTHU:

e MiaTUN 3 rinepekcnpecieo reHa DUX4 (romeo-
OOKC-BMIiCHMIA I'eH, IKUI HEe €KCIIPECYETHCS Y CO-
MaTUYHUX KJIITUHAX, aje eKCIIpecis aKTUBYETHCS
npu6ausHo y 4% xsopux Ha [JIJI nutadoro Biky
BHacJIigok 31uTTa 3 reHamu IGH a6o ERG) [33];
VHIKaJIbHOIO 0COOIMBICTIO iIMyHO(DEHOTUITY € €KC-
npecist antureny CD317 (nektuHomnonioHuit pe-
HenTop MienoigHux kKiaitTuH) tTa CD2 (Monekyna
MiXKIiTUHHOI aare3ii T-miM@OLUTIB Ta MPUPOTHUX
KiJIepHUX KJIiTUH) [48];

e MigTUII 3 Tinepekcnpecielo reHa MEF2D; Busine-
Huii y 4% BunankiB B-TJIJI y miteit Ta mimiTkiB,
MOOJAMHOKI BUITAAKM CePEl TOPOCIUX XBOPUX; TeH
MEF2D xonye ooiuH 3 YOTUPbOX (PaKTOPiB MOCU-
JICHHSI TPaHCKPUIILii B MiOLIMTax, TAaKOX Bimirpae
pOJIb Ha paHHIX eTanax qudepeHuiauii JiMpoiTHuX
KJIITUH; rinepekcnpecisg rena MEF2D naitvacrinie
3yMOBJIEHA 3JIUTTSIM 3 TeHOM BCL 9 (komye KOMIIO-
HeHT WNT/B-KaTeHiHOBOrO CUTHAJILHOTO LIJISXY);
¢$EeHOTUITOBOIO OCOOIMBICTIO € BUCOKA EKCIIpecis
antureny CD38 3a Hu3bKoi (a00 BiACyTHOCTI) eKc-
npecii CD10; 3a nmonepeaHiMyu JaHUMU TIALIIEHTU
3 Li€l0 aHOMAJTi€I0 HaJIeXKaTh 10 MPOMIXKHOI rpynu
pu3uKy [49];

e MiaTUMN 3 Tinepexkcrnpeciero reHa ZNF384, 1110 konye
dakrop TpaHckpumnuii reHiB MMPI, MMP3, MMP7
ta COLIAI; mepeBaxXHO IiarHOCTYETHCS Y XBOPUX
T Ta MiIJIiTKiB; OCOOIUBICTIO iIMyHO(MEHOTUITY
JIEMKeMIiUHUX KJITUH € BiICYTHIiCTh 200 3HAYHO
3MeHIlIeHa ekcrpecis aHTureHa CD10 Ta aHomanb-
Ha eKcIpecis MienoinHux aHTureHiB CD13 ta/abo
CD33; 6inbIIicTh XBOPUX HaeXaTh J0 MPOMiXHOT
Irpyny pU3UKY; KJIiHiYHA KapTUHA Oell0 Bigpis-
HSIETHCSI Y XBOPUX 3 PI3HUMU TUIIAMU XMMEPHOIO
Oinka (HaJmiuyeTbcs 0M3bKO 9 TeHiB-TIapTHEPiB, 3
SIKMMU BimOyBa€eThcs 3nMUTTS reHa ZNF384) [50];

e migTum 3 rinepekcnpecieto rena NUTM1 (konye
0iJloK, IKUII B3a€EMOJIE 3 alleTUJIa3010 TiCTOHIB
EP300 Ta cripusie alleTMIIOBAHHIO XpOMAaTHUHY, T1e-

penyciM B TepMiHATUBHUX KJIITMHAX S€4Ka); 3a 10~
nepegHiMU JTaHUMU ITPOTHO3 CIIPUATAUBUI [51];

e migTun 3 rinepekcnpecieto reHa MYC BHaACTiI0K
Oro peapaHXyBaHHSI 3 TeHAMHU BaXKKUX JIAHLIIOTiB
iMmyHoT100YiHIB (/G::MYC); Mmop(dosoris KiaiTuH
30iraetncs 3 Takoto npu adimgomi bepkirTa, ane
BOHU BiIpi3HSIOTHCS 3a iIMyHO(DEHOTUNOM (TIpe-
B-xniTuHn), npodineM reHHOI eKcIpecii, 4acToo
HasiBHiCTIO MyTalliil reHiB NRAS Tta/abo KRAS;
CepenHiit Bik XBOPUX Ha MOMEHT J1iarHO3y CTAaHOBUB
21 pik (Bim 3 mo 75 pokKiB); cepen XBOPUX 3HAYHO
nepeBaxkanau ocoou yosoBivoi ctaTi (11:2); KniHiuHe
3HAYEHHS ITiATUITY OCTAaTOYHO HeBigoMme [52];

e miaTUNU 3 aHoMmalisiMu reHa PAXS5 (¢pakTop TpaHc-
KpUMLii, BaXXJUBU# IS paHHIX eTaliB PO3BUTKY
niMpoigHux KimiTuH): PAX5-3minennii (anen. PAXS5-
altered — PAX5alt) BHacninoK peapaHxXXyBaHHS 3
YUCEJbHUMU TeHaMU-TIapTHepaMu (Bizomo 24 ta-
KMX TeHa), BHYTPilIHbOT€HHUX aMIUTiikauiit abo
MyTaliil B HyKJ€OTUIHI# MOCTiMOBHOCTI i1 MiaTHI
3 myTauieto PAXS5 p.P8OR Ta yactumu cynyTHiMu
myTtauisgMu reHiB NRAS, PTPN11 i IL7R (xonye
pelLenTop iHTeplieliKiny-7); epeBaXHa KiJIbKiCTb
XBOPpMX 3 3a3HAYCHUMM MiATUIAMU HaJIeXaTh 10
TpyNU BUCOKOTO pU3UKYy [53].

SAKJTIOYEHH4A

V2022 p. dpaxiBusmu BOO3 3anponoHoBaHO yep-
roBe 5-e BugaHHs Kiaacudikauii remaTomiMpoinHuX
IyXJWH, SKe CTaJlo MeperysioM IMONepeaHbOT0 BU-
nmanHs 2017 p. 3HaYyHUI BHECOK Yy PO3BUTOK KJIaCH-
(ika1ii 1MX HOBOYTBOPEHb OYJIO 3p00JICHO 3aBISIKU
BIIPOBAIKEHHIO HOBITHIX T€XHOJIOTill TiarHOCTUKU
31 3aCTOCYBAHHSIM MOJIEKYJISIPHO-010JIOTIUHUX METO-
niB. HoBoro kaTeropi€lo, BHECEHOIO 10 5-TO BUAAHHS
Knacudikaliii, € “nmyxJIMHOIOMIOHI ypaXkeHHs 3 repe-
BaXaHHSAIM B-kxiiTHH”, OUIBLIICTh 3 IKUX HE € 3JI0-
gxkicHuMmu npouecamu. Knacugikaliiss HOBOyTBOpeHb
i3 B-KJIiTUH-TIOTIEpEeNHUKIB 3MiHUJIaCh HECYTTEBO,
OJHAK BUIiJIEHI ABi HOBI ()OPMU Ha OCHOBI XapakK-
TepHUX TeHHUX nepedynos. Lle B-nmimpoobracTHuMii
JIeiiko3/maiMcboma 3 03HaKaMHM, MoAiOHUMU 10 B-1imM-
dbobnacTHOrO NEiiKo3y/aiMbOMHU 3i 3TUTTIM TE€HiB
ETV6 Ta RUNXI i B-nimdo0baacTHMIA JeiK03/TiM-
¢owma 3i 3nurTam reniB TCF3 ta HLF.

ABTOpPU BUCJIOBJIIOIOTH IIIUPY MOASIKY n-py Eneiin
Jxxadde 3 HamionansHoro iHctutyTty paky (berecna,
Mepinenn, CIIA), a-py Any Kpi 3 MixxHaponHo-
ro areHTcTBa 3 BUBYeHHs paky (Jlion, ®paniis) ta
n-py Jxynit @eppi 3 MaccauyceTchbKoi 3arajibHoil
nikapHi Ta lapBapacekoi meaguuHoi mkoau (boctoH,
Maccauycetc, CIIIA) 3a iX KOpUCHiI KOMEHTapi 11010
iCTOpUYHMX acIekTiB Kjiacudikalii rematoaiMdoin-
HUX ITyXJIUH.

Kputnunuii aHamiz OCHOBHUX HO30JIOTiYHUX (DOpPM
B-xniTMuHHUX HOBOYTBOpEHb JAiM(pOITHOI TKAaHUHMU,
BKmoueHux 1o Knacudikanii BOO3 rematonimdoin-
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Hux nyxauH (nepernsn 2022 p.), IpoBeaeHO Y paMKax
BukoHaHHsa HIP 2.2.5.440 “Po3po0ka Ta BrpoBa-
JIKEHHS B KJIIHIYHY MPAKTUKY HOBITHIX iMyHOEH3MMO-
LIUTOXIMIYHUX TEXHOJIOTii MiarHOCTUKY B-KIiTUHHMX
JimMdoinHux HoBoyTBOpeHb”, 2021—-2023 (IEITOP

iM.

P.€. Kaseubkoro HAH Ykpainu) tTa HIP 0123

U100785 “HocnimkenHs BruuBy COVID-19 Ha naTto-
reHe3 Ta repedir xpoHiuHoi B-kiniTuHHOI niMdoru-
TapHOI JiefikeMil y mocTpaxkaaaux BHACIigOK aBapii
Ha YopHoOunbebkiit AEC”, 2023—2025 (Hauionanb-
HUI HAyKOBUIA LIEHTp paniaiiiiHoi menuiimin HAMH
VYkpainnm).
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Tumors of lymphoid and hematopoietic tissues are among
the most prevalent malignancies. The tumors originating
from lymphoid cells are of the utmost heterogeneity. The
development of the generally accepted classification sys-
tem for this group of the malignancies became a priority
task and its clinical implementation has been already
advantageous. The in-depth insight into the pathogenesis
of lymphoid neoplasms requires the continuous revision of
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the classification of these diseases. In 2022, World Health
Organization specialists prepared the regular 5" issue
of the Classification of Hematolymphoid Tumors repre-
senting a revision of the previous one (2017). The basic
provisions of the new classification concerning B-cell lym-
phoid neoplasms are disclosed in this review composed of
two parts. The review focuses on the principal changes as
compared with the previous version of the classification.
The first part of the review relates to two major categories
such as tumor-like lesions with B-cell predominance and
precursor B-cell neoplasms. The laboratory criteria im-
portant for the final diagnosis of the various nosological
forms are discussed. Mature B-cell neoplasms, plasma
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cell neoplasms and other diseases with paraproteins will
be presented in the next issue.

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