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MIENOAUCNJIACTUYHI
HOBOYTBOPEHHA/CUHAPOMM
Y M’9TOMY NEPErNS 0l
KJIACUDIKALIT BOO3
FrEMATONTIM®OIAHUX NMYXJIUH
(2022 p.)

Mienoducnaacmuuni cunopomu (MIC) cmanosearsms eemepoeeHHy epyny
KAOHAAbHUX MIENOIOHUX HOBOYMBOPEHD, W0 BUHUKAIOMb BHACAIO0K NOPYULeHb
8 eemonoemu4Hux cmogoyposux kaimunax. Jiaenocmuxka MJC i domenep
cmaHosums 3Hauni mpyornouii. Knacugpixauyis MJIC 3 uacom 3a3unasana cym-
mesux 3mMiH ma y Heuj00asHo onyonikoeaniii oHoeaeriil kaacugikauii BOO3
2022 p. eemamonimghoionux nyxauu enepuie 6yau oxkpecieti popmu, wo 6U3Ha-
Yarmocs 3a 2eHeMUMHUMU AHOMANIAMU, A MAKOIC YMOYHEH] U nepecianymi
dopmu MIIC, aki euznauaromocs 3a MOpHoaoIMHUMU Kpumepiamu. 3MiH
3a3Hana makoxc kaacugikayis MJC dumsauoeo éixy. Hasedeno xapaxkme-
PUCMUKY UUMONEHII He3 1c08aH020 TeHe3y Ma KAOHAAbHO20 2eMON0e3y He-
BU3HAYEH020 3HaUeHHs, AKi 30amHui 0o mpaHcgopmayii y M C. Budinenus
gopm MIIC 3a moneKkyasapHo-eeHeMUHHUMU 03HAKAMU 8UMAAE HOBUX NIOX00I6
0ns diaenocmuku, cmpamugbikayii pu3uky ma Aiky8auwHs xeopux. B oeasndi,
AKULL € NP000BICeHHAM cepii cmameil 6 JcypHani “Onkonoeia”, npucesueHux
aHanizy 0CHOBHUX 3MIH, Ki 3a3Hana Kaacuikauis BOO3 eemamonimpoionux
NYXAUH N’ImMoe0 nepeeasdy, NPoaHanizo8ano oHoereHy kaacugikauiro MJC
8 NOPIGHAHHI 3 MaKoi y nonepedHvomy sudarti karacugpikayii BOO3 2016 p.

NYXAUH KPOBOMBOPHOI [ NiMpOIOHOT mKaHUH.

ienoaucnnactTuyHi cuHapomu (MJIC) nmoeany-

I0Th F€TEPOreHHY I'PYIYy KJIOHAJIbHO 00YMOBIIE-
HHUX 3aXBOPIOBaHb KPOBOTBOPHOIT TKAHUHU ITyXJIMHHOL
MPUPOIH, 110 BUHUKAIOTh 3 TeMOIIOETUYHUX CTOBOY-
POBUX KIIITUH i OJIM3bKUX A0 HUX KIITUH-TIONIEPEIHM -
KiB y KicTkoBoMy M03Ky (KM). CaMe KJIOHaNbHICTh
npolecy Ta pu3uK TpaHchopMallii B rocTpi neiikemii
obymoBuu BusHaueHHss MJIC B knacudikauii BOO3
I1’SITOTO TIEPemIsIAy SIK 3aXBOPIOBAaHb IMMyXJIMHHOI MPU-
ponu. 1li o3HakKu € BUpilTIaTbHUMMU I BigoKpeM-
neHHsg MJIC BiI TpaH3UTOPHUX MOPYIIEHb KPOBO-
TBOpPEHHS B MOP(OJIOTIUHOMY Ta (PyHKIIOHATBHOMY
MJaHi, BUKJIMKAHUX TaKUMU (pakTopaMu SIK HEAOC-
TaTHICTb BiTaMiHy B}, Ta ¢hosieBoi KMCIOTH, XPOHiUHi
3anajibHi IPOLIECH, BIUIMB aJIKOT0JI10, HADKOTUYHUX
i TOKCMYHUX (MUII’IK, CBUHELb TOIIO) PEYOBUH,
MPOTUITYXJIMHHUX Ta NPOTUBIPYCHUX Ipenaparib.
M/ C xapakTepu3yloThcs MopyieHHsIM ¢GyHKLiT KM,
30KpeMa, Hee(peKTUBHUM KPOBOTBOPEHHSIM, MOpP(O-
JIOTIYHUMHU OMCTIIACTUYHMMHU 3MiHaAMU B KJIiTHHAX
OTHOTO 200 KiTbKOX MapOCTKiB reMOoItoe3y, 1110 Mpo-
SBJISIETbCS O3HAKaAMU CTilKOI LMTOTIeHii (aHeMi€lo,
TpOMOOLMTOMNEHIEIO Ta Pillle HEHTPOIIeHi€0 abo iX
koMOiHalisimu). XBopi Ha M/IC MatoTh pisHOMaHITHi
KJIiHIYHI TPOSIBU, SIKi BapilOIOTh Bill MJISIBOTO Mepediry
JIO arpeCUBHOIO 3aXBOPIOBAHHSI 3i IIBUIAKUM IIpOIpe-
CYBaHHSIM 10 rocTpoi MienoigHoi aeiikemii (IF'MJI).
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[Tornpu 3HaUHMIT OOCAT eNiAeMiOIOTIUHUX JOCIi/I-
>)K€Hb OHKOTeMaTOJIOTiYHUX 3aXBOPIOBaHb B OCTaHHI
30 pokiB, 1aHi Mpo 3aXBOPIOBAHICTh Ta MOIIUPEHICTD
MJIC (Ha BimMiHy Big 6aratbox iHIIUX (DOPM HOBO-
YTBOPEHb KPOBOTBOPHOI TKAHWHM ) BCE 1Ie HE MOXHA
BBaXKaTH OCTaTOYHUMMU. JIO OCHOBHUX ITPUYMH HETIOB-
HOTH Ta CYNEepeYIMBOCTI TAKUX JAHUX CJIiJ BimHECTH
CKJIAIHICTh IiarHOCTUKM Ta O0JIiKY 3aXBOPIOBAHb 1Ii€l
rpynu, yacti 3minm knacudikauii MAC, nepernsn
JIeIKMX KPUTEPIiB, 110 HEOOXinHI A1 3apaxXyBaHHS
1o MJIC Ta BugiieHHSI OKpeMUX HO30JIOTTUHUX (POpM
y cknani M C [1]. 3rinHo 3 nanuMu HauioHanbHOrO
iHcTuTyTy paky CIIA, mopiuyHuil piBeHb 3aXBOPIOBa-
Hocti Ha MJIC ctaHoBuTb npubansHo 4,6 Ha 100 Tuc.
HacesqeHHs (6,3 — y 40i0BIKiB i 3,4 — y XiHOK)
Ta CTPiMKO 3pocTa€ B ocib moxuiioro Biky (56,8 Ha
100 Tuc. oci6 80 poxiB i crapure: 85,1 — y 4010BiKiB
i1 39,9 — y xiHok) [2]. V miTeit, mimIiTKiB Ta 0Cib MO-
nonmux 3a 40 pokiB M C e Bkpaii pinkicHUM.

Ha xanb, 00’€KTUBHI CTAaTUCTUYHI JaHi PO 3aXBO-
proBaHicTh Ha MJIC Ta 5-piuHy BMXKMBaAHICTh TaKUX
XBOpHUX B YKpaiHi y HallioHanbHOMY KaHIIep-peecTpi
BinmcyTHi. Taka cuTyallist Moxe OyTH TTOB’sI3aHa 3 TUM,
110 BIIPOIOBX TPUBAJIOTO Yacy CTaTUCTUYHI CIYKOU
MEIUYHUX 3aKJIafiB YKpaiH1 KOpUCTyBaauch MixHa-
POMIHOIO CTATUCTUYHOIO Kiacudikaliieto xBopo0o 10-ro
nepernsany (MKX-10), B akiit M C BimHOCHIN 10 Ka-
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Teropii D, 1110 BKJIouae 106POsIKiCHI HOBOYTBOPEHHS
Y1 HOBOYTBOPEHHS HEBM3HAYEHOTo XapakTepy. OnHak
y MKX-11, nepexin Ha Ky pekomeHaoBaHo BOO3
3 1 ciung 2022 poky, MIAC Bxe knacudikyoTb y po3-
IIiJTi 3710IKiCHUX HOBOYTBOpPEHb. 3rigHO 3 MaTepiaia-
MU OCTAaHHbOTO BUIaHHA “Pak Ha I’SITM KOHTUHEH-
Tax”, sike TyONiKy€eThes y criBrpali 3 MixXkHaponHUM
areHTCTBOM 3 IOCIIIXEHHs paky, cTaHIapTU30Ba-
Ha 3axBopioBaHicTh Ha MJIC B Ykpaini 3a 2013—
2017 pp. cranoBusa 0,2 Ha 100 THC. A1 YOJIOBIKiB Ta
0,1 xHa 100 Tuc. nys XKiHOK, 110 Ha MOPSAOK HUXKYE
MOKa3HUKIB 0araThbox €BPOIEMChKUX KpaiH 3a TOoi
camuii nepion [3]. Otxe, B YKpaiHi iCHye 3HaYHU
Hemoo©Oaik BunaakiB M C, ocodbauBo cepen ocid
IMOXUJIOTO BiKY, 1110 3aHMXYE MOKA3HUKM 3aXBOPIO-
BaHOCTiI Ha MyXJMHU KPOBOTBOPHOI Ta JIiM(PoigHOL
TKaHUH B 1IiJIOMY.

MJIC — matosnorist ctapiioi BiKOBOi1 Ipynu, mpo-
T€ BOHA MOXE 3yCTpidyaTucs i y MOJIOAIIOMY Billi, a
3pinkay giteit (Ha HUX npumnanae < 5% ycix TUTIIUX
3JI0SIKICHMX FeMaTOoJIOTiYHUX HOBOYTBOpeHb [4]). Crin
3ayBaxkuTu, 1o TepmiH “MIC gutsadoro Biky” (cu-
HOHIMU — “pedpakTepHa LUTOIEeHIs IUTSIUOTrO BiKy”,
“pedpakTepHa aHeMisl TUTAYOTO BiKy”) BU3HAUa€E
KaTeropito 3aXBOpPIOBaHb, OIOJOTIYHO BiIMiHHUX BiJ
MJIC nopocnux [5]. CepenHiit Bik Ha MOMEHT BCTa-
HOBJIEHHSI IiarHO3Y CTAHOBUTH 7—8 POKiB, ajie 3aXBO-
PIOBaHHS MOXe€ MPOSIBISITUCS Y TiTel OYIb-SIKOTO BiKY
3 IPUOJIM3HO OMHAKOBUM CITiBBiTHOIIEHHSIM XJIOTTYU-
KiB Ta miBuatok [4]. [TogibHO 10 TOpOCIUX XBOPUX HA
MJIC, sunagku MJIC agutsg4yoro BiKy Haa3BUYailHO
BapilolOTh 3a KJIiHIYHMUMHU O3HAKaMM, BMiCTOM 0J1acT-
Hux kaiTuH y KM ta nepudepuuniii kponi (I1K),
MIPOrpecyBaHHSIM 3aXBOPIOBaHHS, 110 CIIOHYKAJIO
excrieptiB BOO3 y HemlonaBHO oImyO0JIiKOBaHil Kiia-
cudikarii remaronimMmdoigaux myxauH (BOO3-TJIITS)
[6] BumiauTH 3 OKpeMUX HO30JOI YHUX (DOPMHU LILOTO
3aXBOPIOBaHHS (meTalli OyayTh HaBeIEHI HIXYE).

Jiarnoctuka MJIC € omHi€lo 3 HallCKJIaAHIIIUX
npob6aem cydacHoi remarosorii [1]. KainiuHi npo-
a8 MJIC € Hecnenu@ivHUMU. 3aXBOPIOBAHHS 3a-
3BUYall Mig03pI0I0Th HA OCHOBI HASIBHOCTI LIMTOMEHIT
npu pyTMHHOMY aHaji3y 3pa3kiB [1K. Kpurepii Bu-
3HAYeHHS LIUTOINEHii B kinacugikawii BOO3-TJITIS
3aJIMIIUINCI HE3MiHHUMU: remMorno6in <130 r/ay
yostoBikiB Ta < 120 r/n1 y XiHOK (aHeMis1); abCcoMoTHA
KinbKicTb HeTpodinbHux neifkouuTis < 1,8 X 109/n
(nmeiikomeHis); KinbkKicTh TpoMGouuTis < 150 % 10%/n
(TpomboruTOnEeHis) [7].

JliarHo3 MiATBEpAKYETHCS TTPOBENEHHSIM LIUTO-
JioriyHOoTO AociimkeHHs npenapatiB [TK i ma3kiB i3
nyHkraty KM, a TakoX rictTosoriuHoro (iMyHOTiCTO-
XiMiyHOTO) BUBYeHHS TpernaHobionTaTiB KM. Lli mpo-
LIeIypyu HamawTh Pi3HYy iH(popMallito: aHami3 mpermna-
patiB nyHkTaty KM no3Bojisie neTajibHO OLIHUTHU
Mopdo0rito KIiTUH i BiACOTOK 0JacTiB. MiHiMasbHi
niarHoctuuHi kputepii MJIC BKIIIOYalOTh HasIBHICTh
B KM o3Hak aucruiasii He MeHIn HixX y 10% kiiTuH

xo4a 0 omHiel OCHOBHOI JiHil KPOBOTBOPEHHS; HE
MeHII HiX 15% kinbLeBux cugepobiaacTiB ado 5—19%
MiesiobsacTiB. BuBueHHs TpenaHob6ionTatiB KM no3-
BOJISIE BUBHAYUTHU KIITUHHICTD i apxiTekTypy KM,
CTYITiHb BUpPa3HOCTI (iOpo3y, HasIBHICThL aHOMAaJIbHOI
JIOKasTi3auii rpaHyJI0LMTApHUX KIIITUH-TIONEPEIHUKIB
(ALIP) Ta nmpucyTHicTh KJIacTepiB MerakapioluTiB Ta
MiKpoMerakapiolMTiB (HasiBHIiCTh MiKpoMmerakapio-
LIMTIiB € HAOiMbII crieun@iYyHUM MOKAa3HUKOM IMC-
I1a3ii KJIiTHH MerakapioluTapHoOTo psay). Baxim-
BicTh BUBYEHHS TpenaHobionTatiB KM BigoOpaxkeHa
B HOBII1 k1acudikauii BOO3-TJIIIS [6], sika BKiIIOYae
TakKi HO30JI0TiuHi (hopMHU, sK rinortactuayHuit MIAC
ta MJIC 3i 30iblIEHUM BMiCTOM OJIaCTHUX KJIITUH
Ta (pidpo30M; HajexKHe BUBHAYEHHS TaKUX (DOPM IO~
TpeOye TiCTOJOTIUHOTO JOCIIiIXKEHHS.

OnHuM 3 BaxXJIMBUX KpuTepiiB miarnosy MJIC
€ O3HaKM AMCIIIa3ii xoya 0 B OAHOMY i3 MapoOCTKiB
KpoBOTBOpeHHs. O3HaKaMu AUCIUIa3ii rpaHyJIOLUTIB
BBaXaloTh: 3MEHILIEHHS KiJIbKOCTi TpaHyJ B LIUTO-
IU1a3Mi He MEHII HiX Ha 2/3; mceBIomneabrepoBCchkKa
aHomaJig aaep (HeiTpodinu 3 IBOIOJBUYACTUMMU S~
pamMu, 3’€eHaHi TOHKOIO HUTKOIO XpOMAaTUHY) Ta iHIIIi
aHoMaJlii cerMeHTalii saep (HepiBHOMipHA cerMeH-
Tallis, TiraHTChHKi SIIepHi CErMEHTH); aHi30LMTO3 Ta
MMPUCYTHICTb TiIraHTCHLKUX HENTpO(disIiB; aHOMaJIbHE
3JIMTIAHHST XpOMaTUHY; HasIBHICTb He MEHII HiX 4O-
THUPbOX TOCTPUX BUCTYMiB/IIUIIB SIEPHOTO XpOMa-
TUHY. OCHOBHUMMU O3HAaKaMM AMCMErakapioroesy €
MiKpOMerakapioluT 3 HEBEJIUKOI TPaHYISIPHOIO
LIATOIIa3MO10 (pO3Mip MiKpoMerakapioluTiB Mpu-
0JIM3HO 30ira€ThC 3 PO3MIpPOM MIEJIOITHUX KIIITUH-
MOTIePEeNHNKIB); MErakapiouuTH CEPEAHBOIO PO3MIpy
3 OIHUM SIMLIETIONIOHNM, eKCLIEHTPUUYHO PO3TallloBa-
HUM siapoM (Turnosa o3Haka M/C 3 HU3BKUM BMic-
TOM 0JIaCTiB Ta i30JIbOBAHOIO 5q JeJellielo); OiHyKIIe-
apHi MerakapioluTH CEpeaIHbOTO Ta MaJoOro poO3Mipy;
3piJli MerakapioluT 3 YUCISHHUMU HEBEJIUKUMU
OKPYIVIMMM SApaMU, PO3TalllOBAHUMU Ha 3HAYHIiM
BizcTaHi omHe Big ogHOro. JAucniaacTuuyHi 3MiHU epu-
TPOITHOTIO MapoCcTKa KPOBOTBOPEHHS BKJIIOYAIOTh:
HasIBHICTh KiJIbLIEBUX cUAEpOOIacTiB; Meranoobac-
TOIIHI PUCHU; IBO- Ta TPUSIIEPHi epUTPOOIACTH; TiJlb-
s Kosi; eputpodaacTu 3 JOJbYATUMU SIAPaAMU;
MPOEepUTPOOIACTH 3 BAKYOJIi30BAHOIO LIMTOILIA3MOIO
[8].

J1o HaOIIbII MOIIUPEHUX LIMTOXIMIYHUX pEaKIIiid,
HEOOXiMHMX IJIsI BCTAHOBJICHHS MiarHO3y Ta HO30-
soriuHoi popmu MJC, cnig BitHEeCTH BUSIBIECHHS
TpUBaJICHTHOTO 3aii3a 3a I[lepa3om, sike HEOOXiaHe
JIJTST OLIIHKY MPUCYTHOCTI Ta KiJIbKOCTI KiJIbLIEBUX CU-
nepo6iacTiB, (papOyBaHHS JIiMiIiB CyIaHOM YOPHUM
B abo BM3HaAYeHHS aKTUBHOCTI Mi€JIoOTIepOKCUIA3H,
1100 MepeKOHATUCS Y HAsIBHOCTI KIIITUH 3 MaJuvKa-
MU Ayepa Ta OL[IHUTU TPaHYJISIPHICTh HEUTPOdimiB,
a TaKoX 3a0apBJeHHS LIMTOIIA3MU epUTPOOIACTIB
mig yac nmpoBeneHHs PAS-peaxiii [9]. Pesynsratu
LIMX Ta JAEeSIKUX iIHITUX TUTOXIMIYHUX peaKliil MOXYTb

OHKOJIOTIA o T. 26 « N2 4 » 2024



L llll-l_Eelmeni

OyTU KOPUCHUMMU SIK IS TIiATBEPIKEHHS IiarHO3Y,
TaK i IJIsT OLiHKU KiJIbKOCTi MapOCTKiB reMoIioe3y 3
IHCILIa3i€lo.

Bcranosnenns niarnozy M C Moxke OyTH ycKiiaa-
HEHO IMPY HasIBHOCTI HEPi3KO BUPaXKeHOT UMTOMNEHIl
Ta AWcIUIasii cepeaHbol iIHTEHCUBHOCTI. Y TaKuX BU-
nagkax Moxe OyTH KOPUCHUM BCTaHOBJEHHS KJIO-
HaJILHOCTi Ha OCHOBi BUSIBJIEHHSI aHOMaJiil XpoMO-
coM. KimacuyHuM migxomom A0 MPOBEACHHS LIMTOIe-
HETUYHOTO aHai3y 3aauiaeTbes Meton G-nudepeH-
HiliHOro (hapOyBaHHS XPOMOCOM, OIHAK Y JESIKUX BU-
nagkax (Harpukiaa, Sq- CUHIPOMY) PEKOMEHIYEThCS
BUKOPUCTOBYBATH MeTO (hJII0OOPECLIEHTHOI riOpuan-
3aii in situ (anrn. Fluorescence In Situ Hybridization,
FISH). Btim npoBonutu FISH-nocnigkenHs Bcim
naijieHTaM, He YeKal4yu Ha OTPUMaHHS pe3ysbTaTiB
KapioTUIMyBaHHSI, BBaXKaeThCs HeaOLiMbHUM. LluTo-
FeHEeTUYHUI aHaIi3 TaKOX Ma€ BaxkJIMBE He3allexKHe
3HAYEHHS JJIs OL[IHKM MPOTHO3Y Mepediry 3axBoplo-
BaHHS, a B AeIKUX IiArpynax nami€HTiB Aj1s1 BUOOpYy
Haioinb epexTruBHOTO NiKyBaHHS [10]. B maba. 1
MPEACTABICHO BILUIMB OKPEMUX LIUTOTEHETUYHUX aHO-
Majiiii Ha pu3uk TpaHchopMmalii B ' MJI Ta 3araiabHe
BUXKMBAHHS 32 JAHUMU 00CTeXXeHHS 2754 XBOpUX Ha
MAC [10].

BBaxkanocs, 110 iMyHO(EHOTUITYBaHHS MOXe 3aii-
MaTHu Juiie ooMexkeHe Micue B giarHoctuli MIC,
OCKIiJIbKY pe3yibTaTh aHanidy (heHOTUITY CBig4yaTh Ipo
aHoMaJIbHe J03piBaHHS reMaToNOeTUYHMX KIITUH i
He € cnieundivaumu nisgs MIAC [11]. OnHak, npu Bu-
KOpPUCTaHHI 6araTOKOJipHO1 MPOTOYHOI LIUTOMETPIl 3
LIMPOKOIO MaHEJJII0 aHTUTII MOXHA OTPUMATH BaxK-
JUBY iHGopMmaltito s giarHoctuku MJIC y XxBopux,
y SIKMX BiZICYTHi TTIepeKOHJINBI MOp(oJIoriuHi JoKa3u
poro aiarHosy [12]. IMyHodeHOTUTYBaHHS TaKOX
MOXHAa MPOBECTU iIMYHOTICTOXiMiYHUM METOIOM Y
TpenaHobiontarax KM [9].

Jlo MJIC-acouiiioBaHUX iMyHO(EHOTUITOBUX 0CO-

OMBOCTEH BiTHOCSTD:

¢ TiIBUILEHHS KiJIbKOCTiI I'PaAHYJIOLMTIB 3 HU3HKOIO
ekcnpeciero antureny CD16 a6o antureHis CD16
ta CDI11b (B HOpMi IpUCYTHi Ha 3pinnX rpaHyno-
LUTax);

e 3HMXeHHA KibkocTi CD131*CD16™ rpanyinonu-
TiB;

® 3HMXKEHa eKcrpecis abo BiaCyTHICTb eKcIpecii aH-
tureny CD10 Ha rpaHynouuTax;

e aGepaHTHa ekcnpecis anturedis CD64, CDI10,
CD56 Ha HeliTpodinax;

e a0bepaHTHA €KCIIPeCist aHTUTEHIB TiM@OITHUX KJTi-
tiH (CD2, CD5, CD7, CD19) Ha Mien0igHUX KITi-
TUHaX-IOMNePeIHUKAX;

e minBuineHHd KinbkocTi CD34% kyiTuH, 6ijib-
LIiCTh IKUX KOMiTOBaHa 10 AU(EepeHIiloBaHHS Y
HanpsaMmKy mienoigHoro psay (CD38YHLA-DR*
CDI137CD33%);

e 3HAYHO 3HUXeHa ekcrnpecisg aHntTureny CD71 Ha
IiKO(MOPUH A-TTO3UTUBHUX €PUTPOITHUX KITITH-
Hax-ToINepeaHNKAX;

e 30iJbILIEHHS BMICTY HE3PiIMX EPUTPOITHUX KIIITUH
(CD117* a6o CD105%) [13].

[Ticnsg BigKpUTTS YUCIEHHUX TEHETUYHUX MyTaLIiii

y xBopux Ha MJIC sk 1OTTOBHEHHS A0 iHIIUX Iia-

THOCTUYHUX 3aCO0iB MOXYTb OYTM BUKOPUCTaHI Cy-

YacHi MOJIEKYJISIpHO-TeHeTUUHI MeTonu. Hanmpuknan,

CEeKBEHYBAHHSI HACTYITHOTO MOKOJIiHHS (aHri. Next

Generation Sequencing, NGS) no3BoJisie BUSBISITU

FeHEeTUYHi MyTallii, 1110 BIJIMBAIOTh HA €IireHeTUYHi

perynsitopu (TET2, IDH1/2, DNMT3A), moaudikaTo-

pu xpomatuny (ASXL1, EZH?2), dpakTopu crijiaiicuH-
ry PHK (SF3B1, SRSF2, U2AF1, ZRSR?2), dbakropu
tpaHckpunuii (TP53, RUNXI, GATA2), anantepu
curHanbHux KackaniB (NRAS, KRAS, JAK2, CBL)
Ta KOMITOHEHTU KOT€3MHOBOTO KoMIuiekey (STAG2,

Tabnuus 1
3HayeHHs UMTOreHeTUYHUX aHoManii ansa nporHo3y nepe6iry MAC (apantoBaHo 3 [10])
e KinbKicTb XpoMOCOMHMX aHOManin Mepiana Mepiana
T'pynu nporHosy o, ’ 3aranbHoro TpaHcdhopmauii
° 1 >3 BUXMBAHHS, MiC. 8 M, mic.
Jyxe cnpuatnuneum 2,9 del(_1Y1q), — — 60,8 He pocarHyTa
del(5q),
, del(12p), B Tomy yucni .
Cnpuatnneui 65,7 del(20q) a6o del(50) 48,6 He pocarnyta
aHoManii Hemae
del(7q), +8,
MpOMiXHNIA 19,2 i(17q), +19 [HLWi — 26,0 78,0
a60 iHwWi
, inv(3), t(3q), | B Tomy 4ucni
Hecnpuatnusuit 54 del(3q) -7, del(7q) 3 15,8 21,0
[yxe HecnpuaTnuBKii 6,8 — — >3 59 8,2

OHKOJIOTIA o T. 26 « N2 4 » 2024



Ol T

RAD2I) [14, 15]. OkpiM 100aTKOBOI POJIi FTEHETUYHUX
MapKepiB I BCTAHOBJIEHHS KJIOHAJIbHOCTI MaTo-
JIOTIYHOTO TIPOIIECY Ta MOJIeTIIeHHST BU3HAYEHHSI OK-
pemux Ho3ojoriuHux ¢opm MJIC, reHOoMHe Mpo-
¢inmoBaHHS BUSIBUJIOCS BKpall iHpOpMaTUBHUM MIJIsT
OLIIHKY MPOTHO3Y Iepebiry 3aXxBOpoBaHHS Ta BUOOPY
TaKTUKM JTiIKyBaHHs XBopux [16].

IIporpec y po3yMiHHI KIIITUHHUX Ta MOJIEKYJISIPHUX
MexaHi3MmiB BUuHukHeHHs MJIC Ta ix TpaHchopMaliii
y TOCTpi JIeliKeMii, pe3yJbTaT YUCACHHUX KIITHIYHUX
JOCHTiIKEeHb CIIPUSIIM PO3POOILIi Ta Teperysiay 3araib-
HoBU3HaHUX Kjnacudikauit MJIC, akux y nepion Mix
1982 ta 2022 pokamu OyJIo 3aITPOITIOHOBAHO HE MEHIIIE
mectu (OB AETATBHO PO3MJISIHYTO Y HACTYITHOMY
po3mini). 3a 1eit yac nmepenisiay Ta OHOBJICHHIO TTifI-
JlaBaJIMCsl OCHOBHI IiarHOCTUYHI KpUTepii, HeoOXigHi
JIJIST BiTHECEHHST Mi€IOifHUX HOBOYTBOPEHDb 10 IPYy-
nmu MJIC, BugieHHs OKpeMUX HO30JOTiYHUX (hopM
y cknani MJIC, BinOyBanucst BUJy4deHHS YU Tepe-
IIs1 Ha3BU “3acTtapiux” GopMm, YTOUHEHHS Ha3BU
i XapaKTepUCTUKU HO30JIOTiii, paHillle BU3HAYEHUX
SIK TUMYACOBi, BBOAMJIMCS HOBI (DOPMU Ta IMiATUITU
MJIC. BripoBamkeHHST TaKMX KJacudikauiii sk Mix-
HapOIHUX CTAHIAPTIB Yy KJIiHIYHY MPAKTUKY TTPUHECIIO
o6esrnepeyHy Kopucth. Knacugikauis BOO3-TJITIS
(2022), s1xa po3po0bJisigach BIPOAOBXK OJIU3bKO I’ SITH
POKIiB, € MOAAJbIIUM CUCTEMATUYHUM PO3BUTKOM
MPUHIIMITIB, 3aKJIaJeHUX B ii TTOTepeaHiX BUTAHHSIX.
MeTor JaHOTO OTJISIAY € MepetikK Ta MOSICHeHHS OC-
HOBHUX 3MiH y knacudikauii BOO3-TJITIS5 mono
MJIC gKx npakKTUYHHMX HACTAHOB, HEOOXiITHUX IJIsI
NiarHOCTUKM, MIPOTHO3Y Tepediry 3aXxBopoBaHHS Ta
NPUITHATTA PillIeHHs 1LOIO0 JiKyBaHHSA XBOPOro.!

ICTOPUYHI ACMNEKTHU

BUBYEHHSA MIENOOAUCMJIACTUYHUX
HOBOYTBOPEHb/CUHOPOMIB.
EBOJIIOLIA KNACUDIKALLIT
3AXBOPIOBAHDb LIET TPYMU

[Moyunaroum 3 1900 p., y cnemianizoBaHiii JiTe-
paTypi yac Bin yacy 3’ sIBJSUTUCS TTOBiTOMJICHHS 11010
BUIIAJKIiB reMaTOJIOTIYHMX 3aXBOPIOBaHb 3 O3HaKa-
MU aHeMil Ta Mienonucniasii (maba. 2), aKi He Bin-
HOCMIJIM [0 KaTeropii 3J109KiCHUX HOBOYTBOPEHb.
Jume y 1976 p. ¢dpaHKo-aMeprKaHO-OpUTaHChKa
(DADB) rpymna reMaTosI0TiB 3alIpOIOHYBajia KpUTEPii,
11O TO3BOJISIIM BiIPi3HUTHU CTAHU, SIKi BU3HAYAIU-
cs K “IMCMIENONOETUYHI CUHAPOMM ™, Bill TOCTPUX
neiikemiii [14]. HalimomupeHilmmuMu TunaMu auc-
Mi€JTOMIOETUYHUX CUHAPOMIB OyIM 3a3HadeHi ped-
pakTepHa aHeMmig 3 HamnuiikoMm 6aactiB (PAHB) Ta
XpOHiYHa MieToMoHoUUTapHa Jeiikemis (XMMJI).
Yepes kinbka pokiB DAB rpymna po3pobuia hopMaib-
HY KJacudikallilo TMCMI€TOTTOETUYHUX CUHAPOMIB,
SKi OTpUMaau HOBY Ha3By — “Mi€JOAUCIIACTUYHI

I CraTTa € npodoBXeHHAM MyOIiKaliid, MPUCBAYEHUX aHAIi3y
OCHOBHUX 3MiH, sKi 3a3Haia kiacudikauis BOO3 remaTosim-
doinHux myxauH m’sroro neperasiay (2022 p.) [67, 68].

cunapomu” (MJC) [15]. 3anponoHoBaHa Kjaacu-
(ika1is rpyHTYyBanacs Ha pe3yiabTaTax MOpGhOJIoriv-
Horo nochimkeHHs npenapatiB KM Ta I1K, a Takox
LIMTOXIMiYHOI peakilii BUsiBIeHHs 3aji3a mo [lepcy.
3rinno ®AB-kinacudikauii craan BUIiAITH 5 oC-
HoBHUX miaTumiB M C: pedpakrepHa aHemis (PA),
PA 3 xinbueBumu cunepo6daactamu (PAKC), PAHB,
PAHB y cranii rpancdopmaitii (PAHB-T) ra XMMJI.
I[Mpu upbomy npubnusuHo y 50% xsopux Ha MJIC
oyno miarHoctoBaHo PA a6o PAKC, toxi gk niarHos
PAHB-T Gyio BctaHoBIeHO yiniie y 8% sunankis [15].
3aranom PAB-knacudikalis crajsa LIKMPOKO BU3HA-
HOIO OCHOBOIO Y BU3HAUEHHI OKPEMUX HO30JIOTiYHUX
dopm MJIC, cripusiia ix po3nizHaBaHHIO, MOKpaIlleH-
HIO IiaTHOCTUKM Ta JiKyBaHHS XBOPUX L€l TPYMNU.
Okpim Toro, 3aBasgku MAB-kimacugikarii ctago Mox-
JIMBUM IIPOTHO3YBAaTU CTPOKU BUKMBAHOCTI XBOPUX
Ta pu3MK nporpecyBaHHs 10 'MJI 3 GinbL cipusTIn-
BUM TIpoTHO30M 1Jis rtauieHTiB 3 PA Ta PAKC mopiB-
HSTHO 3 iHIIMMU Ho3oJoriyHuMu ¢popmamu MJIC.

3rogoMm excriepramu BOO3 Oyna 3anponoHoBaHa
HoBa knacudikaiigs MIC [33], 3acHoBaHa Ha 3Ha4-
Hil Monu@ikauii nponosuiin ®Ab rpynu 3 ypaxy-
BaHHSIM HOBMX 3HaHb 111010 IIUTOT€HETUYHUX aHOMa-
JIit, 110 nexath B ocHoBi matoreHe3dy MJIC. PAHB-T
ta XMMJI 6yan BuydeHi 3 HOBOI Kiacudikaiiii, a
PAHB 6yi0 posnonineno Ha PAHB-1 (5—9% 6xacriB
y KM) i PAHB-2 (10—19% 6nactiB y KM). Kpim Toro,
y Knacugikaniiitny naHeab, kpiMm PA i PAKC, oynu
JIONATKOBO BBeJeHI pedpakTepHa LIUTOTICHIsT 3 MYJIb-
TuaiHiiiHOI0 qucrasiero (PLIM/), PLIM/I 3 kinble-
BuMu cuaepoodaactamu tTa MJIC Heyrounenmii. M C
3 IeJIelli€l0 TOBroro miaeva S5-i xpomocoMu (5q~ CUH-
JIPOM) SIK EIMHOIO XPOMOCOMHOIO aHOMAJIIEI0 TAKOX
BUIIINIIM B OKpEeMY HO30JIoTiuHy popmy. BunyueHi
dopmu PAHB-T i XMMUJI 0ynu nepeBeneHi B KaTe-
TOpil0 Mi€IOAUCIUIACTUYHMX,/Mi€TOTIPOTihepaTUBHUX
HoBoyTBopeHb (MAC/MIITH). CyTTeBoto BimMiHHi-
ctio knacugikauii BOO3 Big monepenHboi Kiacudi-
kawii MIC ®ADB rpymnu cTajo HacTyIHE MOJOXEHHST:
akio B KM a6o ITK crnocrepiraetbest > 20% 6Giact-
HUX KJIiTMH, TO TaKi BUMTAAKK KiIacu@ikyBaaucs K
I'MJI, a He MZIC, xoua 3rinHo ®AB-knacudikarii
I'MJI cnin 6yno miarHOCTyBaTH, SIKIIIO BMICT OJJaCTHUX
kirituH B KM cranosuts > 30%.

IMepernsguyra y 2008 p. knacudikaliiss myXIMHHUAX
3aXBOPIOBAHb KPOBOTBOPHOI Ta JAiM(POIinHOT TKAaHUH
BOO3 rpyHTyBanacst Ha BU3Ha4Y€HHI BilICOTKOBOTO
BMicTy OmactiB y KM Ta I1K, Tumy Ta ctyneHio auc-
IUIACTUYHUX 3MiH Y KJIITUHAX epUTPOOJIaCTUIHOTO,
IrpaHyJOIMTapHOTO Ta MerakapioluTapHOro psiB,
JaHUX KapiOTUIyBaHHSI Ta MOJIEKYJISIPHO-TeHETUY~
HOTO aHati3y, 110 JO3BOJIMJIO YiTKillle BUMIISITU TOMO-
redHHi migrpynu MJC [35]. BinnmoBinHO 10 HOBOI1
knacugikauii BOO3 nmovanu BUAIAATHA TaKi OCHOBHI
dopmu MIIC: pedppakTepHa HUTOIIEHIsT 3 OMHOMIHIl-
Hoto nucriasiero (PA, pedpakTepHa HelTpoOneHis,
pedpakrepHa TpomoouurtoneHist), PAKC, PLIM/I,
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Tabnuus 2
OcHOBHi eTanu BUBYEHHA MIENIOANCNNACTUYHUX HOBOYTBOPEHb/CMHAPOMIB Ta CTBOPEHHA Knacudikauin MAC
Pik MoBigomMneHus Ta nopii | I xepeno
1900 Bunagok nporpecytoyoi aHemii 3 neiikemivyHUMN 3mMiHamu y popmyni KpoBi [17]
1904 Bunagok neikaHemii [18]
1934 Bunagku annactu4Hoi aHemii [19]
1938 Bunaaku pedpaktepHoi aHemii [20]
1941 Bunagku XpoHi4HOro eputpo6nacTo3y (EpMTPEMI4HOro Mienosy) [21]
1949 Bunagku nepenienkeMi4HoT aHemii [22]
1951 Bunagkn pedpaktepHoi aHemii y fitei [23]
1956 Bunaaku pecpaktepHoi aHemii 3 cinepobnactamu [24]
1963 Bunagkn 6escumnTomHoi (Smoldering) roctpoi nenkemii [25]
1970 Bunagku pedpaktepHoi aHeMmii 3 HagnuLwKom mieno6nacTis [26]
1973 Bunagkn nepenyienkeMi4yHOro cuHApoMy [27]
1974 Bunagku 4acTkoBOro mieno6sacTosy [28]
1975 Bunagku oniro6nacTtHoi nenkemii [29]
1976 3anponoHOBaHO NepLly Knacudikauito roctpux neinkemin (GAb-knacudikauis) [30]
Ta BU3HAYEHO MOHATTA “ANCMIENONOETUYHI CUHAPOMU”
1982 ®AB rpynoko 3anponoHoBaHo hopManbHy knacudikauivo MAC, ska Bkntoyana 5 Ho30M0r4HUX POPM [31]
1997 3anponoHoBaHo MixHapoaHy 6anbHy cuctemy ans npordody MG (IPSS) [32]
2002 Mepernanyto knacudikauito BOO3 mienoigHux HoBoyTBOpeHb (Il BUAaHHA); [33]
BN3Ha4eHO 8 Ho3onoriyHux opm MIC
2007 3anponoHOBaHO NPOrHOCTMYHY 6anbHy cuctemy BOO3 ana MAC (WPSS) [34]
2009 MepernsaHyTo knacudikauito BOO3 mienoigHux HOBOYTBOPEHb i rOCTPUX NenkeMili (IV BuaaHHs); [35]
BM3Ha4eHo 10 Ho3onorivyHmx hopm MAC
2012 MepernsaHyto MixHapogHy 6anbHy cuctemy ans nportody MAC (IPSS-R) [36]
2014 3anponoHOBaHO pekoMeHAaui WOoAo iHTerpaLii pe3ynsratis NPOTOYHOI LMTOMETPIi [0 Knacudikauii [37]
BOO3 MAC
2016 MepernsHyTo knacudikauito BOO3 mienoigHux HOBOYTBOPEHb i FOCTPUX NENKEMIl [38]
(nepernsHyTe IV BupaHHs); Bu3HavyeHo 10 HosonorivHnx dhopm MG
2022 3anponoHoBaHo MixHapoaHY MonekynspHy 6anbHy cuctemy ans nporHody MAC (IPSS-M) [16]
2022 MepernsaHyTo kKnacudikauito BOO3 rematonimoigHnx HOBOYTBOPEHb (V BULAHHS) [6]
Ta BU3Ha4yeHo 11 HozonorivyHux popm MIC
2022 3anponoxoBano knacudikadito MAC y MKK-MHITI; Bu3HaveHo 15 HozonorivHux doopm MIC [39]

PAHB-1, PAHB-2, MJIC HeyTounenuii, MJIC, aco-
HilloBaHMI 3 i30JbOBaHOIO Aenelieto 5q (del(5q)) Ta
pedpakTepHa uuroneHisgs aursayoro Biky (PLIJIB).
Onyo6uikoBaHa y 2016 p. kiaacudikalliss MieTOITHUX
HOBOYTBOpEHbD i TOCTpUX Jeiikemiit [38], gaxka oTpu-
mana Ha3By “Ileperngnyrte 4-Te BugaHHs Kjacudi-
Kalii MyXJIMH KPOBOTBOPHOI Ta JiM(OinHOI TKaHUH”
(BOO3-T1KJIT4), no HaiiBaXXIMBIILIUX KPUTEPiiB 115
BuaineHHs okpemux ¢opm MJIC BigHOCUTHL He TO
YU iHIIWI TUN TUTOIIEHI1, a CTYITiHb BUPA3HOCTI AWC-
MJIACTUYHUX 3MiH i BiICOTKOBUI1 BMicT 0j1acTiB B KM
ta [1K. ¥ 3MiHeHiii TepmiHoorii pisHux popm M C
Oynu BUIYYeHi TaKi HaliMeHyBaHHS K “pedpakTepHa
aHemis” Ta “pedpakrepHa LHUTOIEHia”. BoHu 3ami-
HeHi TakuMu TepMiHamu K “MJIC 3 ogHOMiIHiTHOIO
nucnnaziern” adbo “MJC 3 MylTbTUIIIHIHHOIO AUC-

OHKOJIOTIA o T. 26 e N2 4 » 2024

mnaziern”, “MJIC 3 KinbLeBUMU cuaepodacTaMu Ta
oIHOJIiHIIHOI nucniaszie”, “MJC 3 KiJbLEeBUMUA
cunepobaacTaMy Ta MYJIbTUJIIHIAHOIO JUCIIA3i€n”,
“MJC 3 HagnmuimkoM 6aactiB”, “MJIC 3 nutoreHe-
TU4YHOMO aHoMadielo del(5q)”. Sk monepenHs (yMOB-
Ha) Ho3oJioriyHa popma B HOBilt kinacudikauii BOO3
3b6epernaca ¢popma PLIAB.

[Moyunarouu 3 1997 p., 6ya0 po3pobIEHO Ta 3a-
MPOITOHOBAHO TSI KJIIHIYHOTO 3aCTOCYBaHHS JEKiJb-
Ka MixHapogHUX OaJlbHUX CUCTEM 3 OLIHKU MpOT-
HO3Y Ta BUOOpY TaKTUKU JIiKyBaHHs XxBopux Ha MJIC
(nuB. maoa. 1), axi Bkmovatots [IPSS, WPSS (2007),
IPSS-R (2012) Ta IPSS-M (2022). Cuctema IPSS-R
BBaXKa€ThCs HAMOIJbII MOLIMPEHOIO Ta Mependavyae
MO AOPOCAMX XBOPMX 3 BIIEPIlE BCTAHOBICHUM
niarnozom MJIC Ha 5 kaTteropiit pu3uky. 3ajieXXHO



Ol T

BiZ cyMM 0atiB, IKMMU OLIIHIOETHCS KiJIbKiCTh OJ1ac-
TiB y KM, kxaTteropis iUTOreHETUUHOTO PU3UKY Ta
KIUIBKICTh YpaXkeHUX JIiHil Miejonoe3sy, 3anpoIroHo-
BaHO PO3PI3HATHU AyXe BUCOKuii (> 6,0 6aiB), BUCO-
kuit (>4,5—6,0), npomixkauii (> 3,0—4,5), HU3BKUI
(>1,5-3,0) Ta nyxe HU3bKU# (< 1,5) pusuku, mnpu
SIKMX MeliaHa 3arajbHOil BUXKMBAHOCTI BiIMOBIZHO
cranosutsh 0,8; 1,6; 3,0; 5,3 ta 8,8 poky. Baxiuso
migKpecauTH, 1o 3rigHo 3i mkanow IPSS-R, repminu
tpaHcdopmarii MAC no 'MJ1 y 25% nauieHTiB Ka-
Teropii Ayke BUCOKOTO PU3UKY CTAaHOBIATH 0,7 pOKY,
a Kkareropii Hu3bKoro pusuky — 10,8 poxy [36].
HemonaBHe gocnigxkeHHs 152 reHiB, mpoBeneHe 3
BUKOPUCTAHHSIM METOMiB CeKBeHYBaHHS Y 2957 XBo-
pux Ha MJIC, no3Bonuio y 94% BuUNanakiB BUSIBUTH
onHy a00 Oiblle MyTalliii, 1110 MalOTh NTATOT€HETUYHE
3HadeHHs [16]. OTpumaHi pe3yabpratv cripustain ¢op-
MYTI0BaHHIO MiXXHapoaHOi MOJIEKYISIPHOiI OalbHOI
cuctemu nias npornosy MJC (IPSS-M). Astopu
IPSS-M 3anpomnoHyBaiau mist KJAiHIYHOI TPaKTUKU
nepeik i3 31 reHa 1K MiHiMalbHY TeHHY MaHelb 1JIs
HaJIeXXHO1 OIlIHKM MPOTrHO3Y Iepediry 3aXxBoproBaH-
HS Ta IPUAHSTTS pillleHHS 11010 BUOOPY Tepamnes-
TUYHOTO BTpy4YaHHs. BinmoBinHo 1o 6aabHOI MIKaIU
IPSS-M, nopocii xBopi Ha MIC noxinsitoTbest Ha 6
KaTeropiii: ay>ke BUCOKOI0, BUCOKOTO, BUCOKOTO IpPO-
Mi3KHOTO, HU3bKOTO MPOMIiXHOTO, HU3bKOTO Ta JyKe
HU3BKOTO pU3UKY. Pi3Hi KaTeropii pu3uKy BUSIBISLIN
YiTKy KOpeJISLIio i3 MeIiaHOoIO 3arajibHOi BUXKMBAHOCTI
(Bix 1,0 poky y rpyIi ayxe BUCOKOro pu3uky a0 10,6
POKY — y IpyIi HU3bKOTO pu3uKy [16]). Xoua cucrema
IPSS-M npoaeMoHcTpyBaia Kpally MpPOrHOCTUYHY
TOYHICTb 3a BCiMa JOBrOCTPOKOBUMMU KIIIHIYHUMU
MOKa3HUKaMM MOpiBHSIHO 3 cuctemoito IPSS-R, mo-
JIEKYJISIpHE TECTYBaHHS MOKM HE CTaJlo PyTUHHUM
J1abOpPaTOPHUM TOCTiIKEHHSIM UYepe3 BUCOKY BapTiCTh
Ta BiICYTHICTh BiIMOBiAHOI iH(PACTPYKTYPH.
Octanns kinacudikaiis BOO3-IJITTS5 nponosxye
06asyBaTucs Ha OaraThboxX KJIiHiKO-MATOJIOTIYHUX Mapa-
METpax, aJie 3 YTOYHEHHSIM JiarHOCTUYHUX KPUTEPiiB
i1 aKIIEHTOM Ha TepaleBTUYHUX Ta/a00 IMPOTHOCTUY -
HO nieBux Mapkepax [6]. BOO3-TJIII5 knacudikye
Mi€JIONUCIIACTUYHI HOBOYTBOPEHHS (CUHAPOMU) SIK
3aXBOPIOBAHHS, 110 BU3HAYAIOTHCS 332 FEHETUYHM -
MU aHoMautigsMu abo 3a Mopgdogoriero. BOO3-TJITT5
Mae OiNbly KiAbKicTh HO30d0TiYHUX opm MJIC
(MOpiBHSHO 3 MOTlepeNHbOI0 Kiaacudikalieio), 1o
JIO3BOJISIE BUAIISITA TOMOIEHHI TPYyIU XBOPUX, IJIsI
SIKMX ITPOTHO3 MOXHA 3pO0OUTH 3 OiJIbIIOI0 TOUHICTIO.
Maiixe ogHouacHo 3 BOO3-TJIIT5 6yna omy6ikoBa-
Ha iHIIa Kiacudikaiiss MieJToiTHUX HOBOYTBOPEHb i
TOCTPUX JIEKeMiil, aBTOpHU SIKOI He Oynu adinifioBaHi
i3 BOO3. BoHa orpuMana Ha3By “MixHapogHa KOH-
CeHCYyCHa KJlacu(ikallist MieToiTHUX HOBOYTBOPEHD i
roctpux Jeiikemin (MKK-MHTJI)” [39]. Cxin 3a3Ha-
YUTHU iCHYBaHHS MEBHUX PO30iKHOCTE! Y BUBHAUECHHI
okpemux Ho3osoriynux rpymn mixk MKK-MHIJI Tta
BOO3-TJIIIS, gki € TeMOI0 IHIIOro aHaJiTUYHOTO

ornsany. OCHOBHI TOJIOXXEHHSI OHOBJIEHOI KJlacudi-
kauii BOO3-TJII5 mono M/IC Ta KJ104oBi 3MiHU Y
nopiBHsiHHI 3 BOO3-I1KJIT4 6ynyTs mpoaHaiizoBaHi
Yy HACTYITHOMY PO3IiJIi.

MIENOOUCIIJIACTUYHI
HOBOYTBOPEHHA/CUHAPOMMU

Y MATOMY NEPErNAAl KJIACUDIKALLIT
BOO3 rEMATONIIM®OIAHUX NYXJIUH

ITepi 3a Bce cimig 3a3HaYNTH MEPETIsia TePMiHO-
qorii, skuii Binoyscsa y BOO3-TJIITS nmopiBHSHO 3
BOO3-TTIKJIT4: 3amicTh MOHATTS “MiegogucIuiac-
TUYHI CHHIPOMU” BBOAUTHLCSA TEPMiH “Mi€oauCIIIac-
TUYHI HOBOYTBOpeHHs” (xo4ya ckopoueHHsa MJIC y
BU3HAYEHHI BCiX OKpeMMX HO30JIOTiYHUX (popM 3a-
JIMIIAEThCA 0€3 3MiH), 100 MiAKPECIUTH 3T0SIKiCHUMA
XapakTep LIMX 3aXBOploBaHb. JlogaTkoBoo Moaudika-
ILIi€I0 € YTOYHEHA TEPMiHOJIOTIS IJIs pO3Pi3HEHHS MiX
M/IC 3 HU3bKUM BMicTOM OnacTHUX KiIiTHH y KM Ta
M/IC 3i minBuilieHUM BMicTOM OJacTHUX KiniTuH y KM
(BinmoBigHo MeH1Ie a6o roHan 5% xiituH). Y BOO3-
[JIIT5 onucano 11 pisnux dopm MJC, 3 skux 9 Ho-
3oJiorit € HoBUMHU. OHoBleHa Kiaacudikauis BOO3
noninsie M C Ha Tpu ocHOBHI Kateropii: MC, 1o
BU3HAYAIOTLCS 3a TEHETUYHUMU aHoMaissMu (3 ¢op-
Mu), mopdoaoriuno BuzHaueHi MJIC (5 ¢popm) Ta
MAC autsiyoro Biky (MJACIAB; 3 dhopmn).

Oxpemo Big MJIC BunineHo popmu “kaonarvha
yumonenis HesuzHa4ueno2o 3naxenns (aunea. Clonal Cyto-
penia of Unknown Significance, CCUS)” Ta “kaonarvruii
2emonoes 3 HegusHaveHum nomenuiaiom (anea. Clonal
Hematopoiesis of Indeterminate Potential, CHIP)”, 1110
€ BaXJIMBUM 3 OISOy AU epeHLiHOI JiarTHOCTUKH
3 MJIC. CHIP Bu3HaualoTh 3a HasIBHICTIO MyTalliit
TeHiB 3 4aCTOTOIO BapiaHTHMX ajielliB (aHr1. Variant
Allele Frequency, VAF) >2% (> 4% nns X-3uerieHux
TeHiB y YOJIOBIKiB), SIKi aCOIiii0BaHi 3 OHKOTeMaTOJI0-
TIYHUMU 3aXBOPIOBAHHSIMU Mi€JIOITHOTO TTOXOIKEHHS,
B 0Ci0 0e3 TiarHOCTOBAHMX reMaTOJIOTIYHUX 3aXBOPIO-
BaHb Ta umurtoneHiit. CCUS BusHavatoth sk CHIP 3
HasIBHICTIO TPUBAJIMX LIUTOMEHIH, SIKi HE MOXYTb OyTH
MOSICHEHi TeMaTOJIOTIYHMMM Ta HEreMaTOJIOTiYHM -
MU CTaHaMU Ta SIKi He BilMOBiAaI0Th AiarHOCTUYHUM
KPUTEPISIM Mi€JIOITHUX 3aXBOpIOBaHb. Taki HUTOIEHIl
30epiraloThcsl MpoTIroM 4 Mic. abo JOBIIIE i XapaKTe-
PU3YIOTHCS BiICYTHICTIO MOP(OJOTiYHUX O3HAK IUC-
rtasii (BUSBIASIOThCS MeHII HiX y 10% KIIITUH TphOX
JIiHi remomnoe3y) npu nocaimkeHHi KM [40]. CCUS
PO3TISANAETHCS SIK MOXINBUIA rmorepeaHuk MJIC.

Monekynspnuy nnpupony CHIP, CCUS Ta ix 3B’s1-
30K 3 MJIC cTajio MOXJIMBUM 3’SICYyBaTH 3aBISIKU 3aC-
TocyBaHHIO TexHoorii NGS B 0cib 3 LIMTOTNEHISIMU,
TeHe3 SIKMX 3aJMIIaeThCs Hed sicoBaHuM. [1pu 1mux
craHax, gk i nmpu MJIC, mepeBaxkHO BU3HAYaIOThCS
MyTallii TeHiB eINireHeTUYHUX PEeTyasATOPiB, TEHIB
peaxkuii Ha nmowmkomxeHHs1 JAHK ii reHiB ¢axkropis
crnaiicunry PHK, gki HeoOXiaHi oJIsT MiATpUMKHU
(GyHKIiOHYBaHHSA TeMOIOETUYHUX CTOBOYPOBUX
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KJITUH 1 KIITUH-TIOTIEpEeNHUKIB, a came DNMT3A,
TET2 ta ASXL I (BUSIBISIIOTBCS HaltyacTille), a TaKox
SRSF2, ZRSR2, SF3B1, U2AFI1, IDH1/2, RUNXI,
EZH2, JAK2, CBL, KRAS, CUX1, TP53 [41]. CCUS,
Ha BinMiny Bim CHIP, Mmae Bucokuii puszuk TpaHcdop-
Mallii y MienoigHi HoBoyTBOpeHHs. HasgBHICTH MHO-
KMHHMX MyTauiii, VAF > 10% Ta aHeMmis cepeaHboi
TSKKOCTI (remorno6in <9 r/mn) 3a3Buuail acoliro-
I0ThCA 31 IIBUAKUM mporpecyBaHHsaMm 1o MJIC [42].
Tomy nanientu 3 CCUS, HaBiTh 3a BiACyTHOCTi 03HaK
nucrutasii KM, moBuMHHI repeOyBaTH il BiAOBIZHUM
KOHTpOJIEM 3a 3MiHaMM 3arajbHMUX MokKa3HuKiB [TK.
Crig 3BEpHYTHU yBary Ha CXOXIiCTb 3a Oi0JIOTiYHMMU Ta
nporHoctTuyHuMM o3HakaMu Mixk CCUS i3 BUCOKUM
pusukom ta M C 3 HU3BKUM PU3MKOM, SKi Hapasi
JIOBIJIbHO PO3IiJIeHi 3a BiICyTHICTIO 200 HasIBHICTIO
y KM 3HauHux gucractudHux 3MiH [43]. Bkiio-
yeHHs CCUS rta mesgkux iHmux HoBux dopm MJIC
y BOO3-TJITI5 ycyBae motpeOy y BXKMBaHHiI TEpMiHY
“MJC HeknacudikoBanuit” (< 5% onacris y KM Ta
< 1% y 1K), sikuii BUKOpMCTOBYBaBCs y Kiiacucikaririi
BOO3-IIKJIT4.

Kpurepii audepenuiiinoi giarHoctuku MIC i
LIUTOMNEHil HeBU3HAYEHOTO 3HAYEHHS HaBEICHi B
maba. 3.

HiarHocTuyHi Kputepii nis1 pizHux ¢dopm M C
npeacTaBlieHi y maba. 4. J1o kareropii mieaoaucniac-
THYHUX HOBOYTBOPEHbD, 1[0 BU3HAYAIOTHCA 32 T€HETHY-
HUMH aHOMAJIisAMH, BigtHeceHo MDS-5q, MDS-SF3B1
Ta MDS-biTP53. ®opma “MJIC 3 del(5q) 1K €aMHOIO
XPOMOCOMHOIO aHOMaJIi€10”? (1Ka BUKOPUCTOBYBAIACS
y xinacudikanii BOO3-T1KJIT4) BinTenep omepxana
Ha3By “MJ[C 3 HuzbKuM éMicmom OAACMHUX KAIMUH
ma i30av06anoro deaeuiero 5-i xpomocomu (MDS-5q)”.
Kpurepii 151 BusHaueHHss MDS-5q He 3a3Hanu 3MiH
y MOpiBHSHHI 3 TOTIepeaHbOI0 Kiacudikalieto: Ha-
SIBHICTb MaKpOLIUTAPHOI aHeMii, HEUYTJAUBOI 10 Hii
€pUTPOTIOETUHY, 3HUKeHA ab00 He3MiHeHa KiJIbKiCThb
JICKOLIMTIB, He3MiHeHa abo MiABHUINEeHA KiIbKiCTh
TpoMbouuTiB (TpomMbornTo3 y 30—50% BuMankis),

2 B niteparypi 3yctpivaetbest popmanbHuii Tepmin “MJIC 3 i30-
npoBaHoMw del(5q)”.

npu gociaimkeHHi KM: o3Haku nu3eputponoesy, Ha-
SIBHICTb METraKapiolUTiB 3 HENOJIbYaCTUMHU a00 Tilo-
JIOJbYACTUMU SIApaMU, HU3bKA KiIbKiCTh 0JaCTHUX
kinitTuH (<5%), Tileub Ayepa; BUSIBICHHS Aejelii
JIOBroro 1Jjeva 5-i XxpoMOCOMU, 1110 BUHUKAE i30JIbO-
BaHO a00 3 OAHi€I0 JOAATKOBOIO IIUTOTEHETUYHOIO
aHomaliew (oKpiM MoHOcoMii 7 abo aesellii 1OBroro
niaeda 7-1 xpomocomu). 3a mkajnoio IPSS-R nane-
SKUTD 10 IPYIU HU3BKOTO 200 Iy>Ke HU3bKOTO PUUKY
tpaHcdopmarii B 'MJI (25% nipotsirom 9,4 poky).
JloCSITHEHHSI B MOJIEKYJIIPHOMY T€CTYBaHHI IIpojie-
MOHCTPYBaJIM, 1110 MyTallii reHa SF3B1 (xomye cyoomu-
Huto 1A dakropa crutaiicunry 3B (anmn. Splicing Fac-
tor 3B Subunit 1A) — 0CHOBHOTO KOMITOHEHTA CILJIaii-
COCOMH) € HAWMOIIUPEHIITUMHU Y TOPOCIUX XBOPUX
Ha MJIC i moB’s3aHi 3 HasIBHICTIO KiJblLIEBUX CUEC-
pob6aacriB [45]. [Tpu6auszno 90% xBopux Ha MJIC 3
KiJIbLIEBUMU cUAepoOIacTaMy MaloTh OMHOYACHO i
myTauii reHa SF3B1. Ha wiii mincraBi ocTaHHS Kiacu-
dikauis BOO3-TJITI5 Bu3Haunia HOBUT TeHETUUHUI
minrut: “MJIC i3 nuzokum emicmom 6aacmie ma myma-
uiamu SF3B1 (MDS-SF3B1)” [6]. Kputepismu giar-
HOCTUKU € > 5% KinbueBux cuaepobiactis y KM 3a
HasgBHOCTI MyTauii SF3B1. Xoua 3a3BU4aii KiJIbKiCTb
cuaepobiacTiB nepeBuiiye 15%, S. Mortuza Ta criB-
aBT. Moka3aiu, 1o y 15,4% xBopux Ha MDS-SF3B1
BMICT KiJIbLIEBUX CUIEpO0OIacTiB cTaHOBUB 5—14%,
ay 10,3% 6yB Huxkumii 3a 5% [46]. Lle nocmimkeHHs
JIEMOHCTPYE, 1110 SIKIII0 BUKOPHUCTOBYBATH SIK KPUTEPiit
TiIbKM BUsiBIeHHs y KM > 15% KiibLeBUX cUIEpO-
0JlacTiB, HaJIeXXHUI OiarHO3 MOXYTh He OTpUMATHU
6:113bK0 25% xBopux Ha MJIC. XBopi Ha MJIC i3
MyTauiewo reHa SF3B] e Jacrile XiHKU, TTepeBax-
HO JIITHBOTO BiKy, MalOTh BiIHOCHO CHPUSTIUBUIA
MporHo3 (MeniaHa 3arajJbHOro BMXKMBaHHS 69 Mmic.) i
MEHILUI pU3UK rporpecyBaHHs 10 ' MJI. OcHoBHUMU
MposiBaMHU € pedpakTepHa aHeMisl Ta O3HAKU TU3EPU-
tponoedy y KM. 3a nanumu M.M. Patnaik Ta criiBaBT.
[47] dakTUUHUI BiICOTOK KiTbLIEBUX CUAEPOOIACTIB Y
KM xBopux Ha MJIC i3 HU3bKMM BMiCTOM OJIAaCTHUX
KJITUH HEMAa€ MPOTHOCTUYHOIO 3HAYECHHS, OJHAK
YacTUHA JOCTiTHUKIB BKa3ylOTh, 1110 XBOPi 3 BMiCTOM

Tabnuus 3

MopiBHanbHa xapaktepuctuka CHIP (knoHanbHuii remonoe3 3 HeBU3Ha4YeHUM noTeHuianom), ICUS (igionatyHa umtoneHis
HEBU3HAYEHOro 3Ha4eHHs1) Ta CCUS (knoHanbHa uMTONEHiA HEBU3HAYEHOr0 3HAa4YeHHsA) (aganToBaHo 3 [44])

03Haku CHIP ICUS CCUS
LuToneHis Hemae MpucyTHs MpucyTHa
[ucnnasis Hemae Hgmae ab60 MiHimanbHa Hgmae 260 MiHiManbHa
(HepiarHocTmyHa ans MIAC) | (HemiarHocTuyHa gng MIC)
BnsHavatotbes

ComatuyHi myTauii

3 yactoTot VAF>2%

(nanvacriwe DNMT3A, TET2, ASXLT)

He BM3Ha4alOThCA

BnsHavatotbea gk npu CHIP

Puauk nporpecii 8 MOC/TMJ1

JyXe HU3bKuiA
(0,5-1% Ha pik)

[yxe HU3bKKit

[lo 80% npoTtsarom 5 pokis,
3a/1eXMUTb BiJ MyTauinHOro
npodinto
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Tabnuus 4

DliarHocTuyHi KpuTepii gna mienogucnnacTMYHUX HOBOYTBOPEHb/CUHAPOMIB
y m’atomy nepernsapi knacudikauii BO03 (2022 p.) rematonimcpoigHux nyxnuH (agantoBaHo 3 [6])

Ho3onoriyna chopma

KinbkicTb 6nactiB

LluToreHeTMYHi nopyLeHHA

MyTauii renis

MienogucnnactnyHi HOBOYTBOPEHHSA, LU0 BU3HAYAIOTLCS 34 FTEHETUYHUMU aHOMATIAMUN

MZC 3 HU3bKUM BMiCTOM
O6NAcTHUX KNITUH Ta i30/1bOBAHOKD
neneuieto 5q (MDS-5q)

<5% y KM

MAC 3 HU3bKUM BMICTOM 651acT-
HUX KNITUH Ta MyTauieto SF3B1
(MDS-SF3B1)

Ta<2% y MK

[eneuis 5q okpemo abo 3 04Hi€l0
iHLWOW aHOManieto, BiAMiHHOW Bif
MOHOCOMIi 7-1 Xxpomocommn a6o fe-
neuii 7q

BigcyTHicTb aeneuii 5q, MoHOCOMIi
7-i XpOMOCOMM 260 CKNagHUM Kapio-
™M (>3 XpOMOCOMHUX aHOManii)

len SF3B1

MJC 3 6ianenbHO0 iHaKTUBALliEO

<20% y KM Ta NK

3a3Buyail cknagHi

[1Bi a60 6inblie myTauin TP53 a6o
0[Ha MyTaLlis 3 03HaKaMu BTpaTtu

TP53 (MDS-biTP53)

yiucna konin TP53 abo BTparta rete-
pO3UroTHOCTI NOKYCiB reHa TP53

MienogucnnactnyHi HOBOYTBOPEHHS, L0 BU3HAYAIOTHCS 3@ MOPDOIOTie0

MZC 3 HU3bKUM BMiCTOM 6J1aCT-

HUX KiTuH (MDS-LB) <5% y KM

- 1a<2% y K
lnonnactuynnit MAC (MDS-h)

MJC 3i 36inbLUeHUM BMICTOM
6nacTHux Knitud (MDS-I1B1)

5-9% y KM
a60 2-4% y MK

10-19% y KM a6o
5-19% y K a6o
HasABHICTb KNIiTUH

3 manuykamm Ayepa

MJC 3i 36inbLUeHUM BMiCTOM
6nactHux knitud (MDS-IB2)

MZAC 3i 36inbLeHMM BMICTOM
6NnacTHUX KNIiTUH Ta Pi6pO3oM
(MDS-f)

5-19% y KM:
2-19% y MK

Mienogucnnactnyti HOBOyTBOPEHHS antayoro Biky (MACAB)

MACB 3 HU3bKUM BMICTOM
6nactHux knituH (cMDS-LB)

<5% y KM

linouentonapuuii (cMDS-LB-h) 1a<2% y MK

HeyTto4yneHuin (cMDS-LB, NQOS)

MOC/B 3i 36inbLIeHNM BMICTOM
6nacTHMX KniTuH (cMDS-IB)

5-19% y KM;
2-19% y MK

KinblLeBux cuaepoodaactis y KM < 15% maioth KOpoT-
11y 3arajJibHY BUKUBAHICTh MOPIiBHSIHO 3 MalLliEHTAMU,
Y SIKUX KiJIbKiCTh KiJIbLIEBUX CUAEPOOIACTIB CTAHOBUTD
> 15% (meniana 41 Ta 76 Mmic., BignoBinHo) [48].

Tepmin “MJIC i3 nuszokum emicmom Oaacmie ma
kiavuesumu cudepooaacmamu (MDS-LB + RS)” 3a-
JIMIIAETHCS SIK aJIbTepHATUBA y BUIAAKaX, KOJU Kijlb-
KicTh cupepobuactiB > 15%, ane myrauii SF3B1 Bin-
CyTHi.

Bupginenns Bapianty MDS-SF3B1 mae nporHoc-
TU4YHEe 3HayeHHs. MyTauii reHa SF3B1 acouiitoBaHi
3 OinbLI TPUBAJIUM MEPiogOM 3arajibHOTO BUXKHUBaH-
HsI XBOPUX Ta 3HMXKEHHSIM pU3UKY TpaHcdopmallii B
I'MJI, Tomi K HasIBHICTb KiJIbLIEBUX CUAEPOOIACTIB
6e3 myTauiii reHa SF3B] He BIUIMBAa€ Ha 1Ii TToKa3-
Hukwu [49].

HoBuwm Bapiantom MJIC, BugineHuM B Kjiacu@i-
kauii BOO3-TJIIIS, € “MJIC 3 6iaaeavnoro inakmuea-
uiero eena TP53 (MDS-biTP53)”. Myrauii rena TP53
BU3HayvaloThcs npubiausHo y 10% xsopux Ha MAC
iy 2/3 xBopux BOHM € OianenbHUMU. Kpurepisimu
niarHo3y MDS-biTP53 € HasiBHICTb OifbII HiX Of-
Hoi myTauii rena TP53; a6o VAF > 60% 3a HasiBHOCTI
oaHoi TP53 myralii; abo HasIBHICTh OMHOI MyTallii
TP53 B xommekci 3 geneuieto 17p [50]. BapianT xa-
paKTepU3YETHCS MiIBUILIEHUM BMicTOM O1acTiB B KM,
CKJIAAHUM KapioTUIIOM (KiJIbKiCTb XpOMOCOMHMX aHO-
MaJiil 3 yu Oinbliie), BUCOKUM iHIEKCOM 3a IIKaJIOI0
IPSS, Bkpaii HeCIpUATINBUM MPOTHO30M Mepediry
(MeniaHa 3arajbHOTO BKUMBaHHS 5—10 Mic., BUCOKUIT
pusuk tpaHcdopmariii B 'MJI), moraHoro BiAIoBiamI0
Ha Teparrito. B yacTuHi BUNaakiB 3aXBOpPIOBaHHS Ma€
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BTOPMHHUI xapakTep (TOOTO iHIYKOBaHe Tepalli€io)
[51, 52].

Kareropis mieaoaucniacTuyHi HOBOYTBOPEHHS, 1[0
BH3HAYAIOTHCSA 32 MOP(oIoriero. 3a HU3bKOTO BiICOTKA
onactHux KIiTuH (<5% y KM Ta <2% y I1K) Buni-
JISII0Th ABa Mopdonoriunux Bapiantu: MJIC 3 nu3o-
Kum emicmom 6aacmuux Kaimun (MDS-LB) Ta cino-
naacmuunuii MJIC (MDS-h). diarno3 MDS-LB
BCTAHOBJIIOETHCS 3a BiJICYTHICTIO HACTYIMTHUX O3HAK:
nenelii 5q, myTauiii reHa SF3B1, KinblieBUX CUIEPO-
O6nactiB nmpu HemyToBaHoMmy reHi SF3B1 (MDS-LB +
RS), rinomnazii KM (MDS-h). IIporuo3s 3anexurb
Bill CTyTNEHSs LIMTOTEHIi.

Hosa dopma “einonaacmuunuic MJJC (MDS-h)”,
gka npenctasiieHa y BOO3-TJIITS, xapaktepusyeTbcs
3HMXKEHHSIM KIITUHHOCTI KM (KIIITUHHICTB 3 ypaxy-
BaHHsIM BiKy < 30% mist nauieHTiB < 70 pokiB Ta <20%
1715 TanieHTiB 2> 70 pokiB). Ciin 3a3HauYUTH, 110 IS
niarHoctuku MDS-h kpaiie mnpoBogUTH TicTONOTIY-
He DOCHiIKEeHHS TpermaHoO0ioNnTaTiB, HiXX OLIiIHIOBATH
kiitnHHicTh KM nuronoriuno. Ha MDS-h npunanae
npu6ausno 10—15% sunankisa MJIC. ITopiBHsIHO 3
xBopuMu Ha MJIC, gxi MaioTb HOpMO- abo rimep-
kiniTuHauit KM, nisa nanienTis 3 MJIC-h xapakTepHi
OiJIbIII BUpaXXeHi HENTPOMEHisl Ta TPOMOOLIUTOTICHI,
MEHIIUI BiICOTOK 0JIACTHUX KJIITUH, MEHIIIE BUTIAIKiB
3 aHOMaJIbHUM KapiotunoM [53]. Bausbko 35% xBo-
pUX MalOTh COMAaTUYHI MyTallii (HaiiyacTillle B reHax
PIGA, TET2, DNMT3A, RUNXI1, NPM1, ASXLI1,
STAG2 i1 APC). Ilonpu reHeTUUHY TeTEPOTEHHICTD,
Bunaaku MDS-h MoXyTb MaTu CIIpUSTAUBUIA TIPOT-
HO3, i1 Taki XBOPi MOXYTb Oifbll e(peKTUBHO pea-
TryBaTH Ha iMyHOCYIIPECHUBHY Tepartilo MOpiBHSHO 3
iHmumMu popmamu MJC. Y npomy 3B’sI3Ky iHTEepec
MPEACTaBISIOTh NaHi iTaliiicCbKUX aBTOPiB, sIKi BUSBU-
mmy 10 3 12 obcrexxeHux xBopux Ha MDS-h knoHanb-
Hy eKcrnaHciro npupogHux Kinepis (CD3—, CD16bright]
CD56%/7) a60o uurorokcuuHux T-nimdouuris (CD3*,
CDS8", CD57", CD56~, CD16%/7), mo cBizuuth Ha
KOPUCTDb MPUCYTHOCTI iMyHHOTO KOMITOHEHTA B 1TaTO-
reHesi 3axBoploBaHHS [54].

JlocuTh 4acTO BUHMKAE HEOOXiIHICTh TPOBENEHHS
nudepeniiitHoi giarHoctuku MDS-h 3 armtacTuuHoI0
aHeMi€l0, aBTOIMyHHUMHU MOPYLIEHHSIMU, TOKCUYHOIO
Mmienornariero. HelogaBHO MOBimoMIIsSIIOCs TIpo TIia-
BUILIEHHS BiICOTKA Mi€TOITHUX KJIITUH-TIONIEPETHUKIB
KM Ta 3pinux nimdouutie KM y mauienris 3 MDS-h
MOPiBHSIHO 3 XBOPUMMHU Ha alIaCTUYHY aHEeMilo, 110
MOXe 3HAUYHO JTOTIOMOTTHU PO3Pi3HUTHU 1Ii 3aXBOPIO-
BaHHS, SIKi MalOTh CITiJIbHI KJIiHiIYHI Ta TaTOJOTiuHi
o3Haku [55].

B peTpocrnieKTMBHOMY JOCIiIKEHHI, TPOBEICHOMY
Ha 0a3i pericTpy BunaakiB MJIC y ioccenbnopdi,
OyJIO BU3HAYEHO MPOTHOCTUYHE 3HAYECHHSI OKPEMUX
dopm MJC [56]. B mab6a. 5 npencraBieHo 3arajibHy
BUXXKMBAHICTh XBOPUX Ta YacCTOTy TpaHc(opMallii B
I'MJI y Bunankax MDS-LB. Lli pe3yasratu nmigkpec-
JIIOIOTh BAXJIUBiCTh TOUHOI JiarHOCTUKU OKPEMMX
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BapiaHTIiB 3aXBOPIOBAHHS 3 BUKOPUCTAHHSM J0OAaTKO-
BUX METOJIB 00CTEXEHHS XBOPUX.

JIBa mopdonoriunux Bapiantu “MJC 3i 36iab-
wenum emicmom oaacmuux Kaimun” — MDS-IBI Ta
MDS-IB2 — niarHOCTYIOTbCS 3a 30iIbIIIEHUM BiICOT-
koM OnactHux kiuitnH y KM Ta 1K (aquB. maba. 4).
20% 6aacTiB 3aJMILEHO SIK MOPOTroBe 3HAYCHHS ISk
mudepeHuiiinoi giarnoctuku I'MJI ra M C 3 ornsimy
Ha Te, 1110 3HUKEHHsI TPaHUYHOTO BiACOTKa OJIaCTHUX
KJ1iTuH 10 10% Hece pM3KMK HaAMIipHOIO JIIKYyBaHHSI.
OpnHak, 3a HasIBHOCTI YiTKUX MapKepHUX MyTalliil BU-
MajgKyu 3aXBOPIOBaHHS po3liHIOThHC 1K ['MJI, He-
3BaXarouu Ha MeHIIui, HixX 20%, BMicT OJacTiB. Jlo
takux BapiaHtiB 'MJI BigHeceHO BUTIaaKu 3 riepedy-
noBamu TeHiB KMT2A, MECOM i NUP9S, a Takox BU-
kmoueHuii i3 M C BapiaHT 3 myTauissmu reHa NPM 1.
Kpim toro, y knacugikanii BOO3-TJITTS nminkpec-
JIIOETHCA, 1110 3 TepareBTUYHUX MipKyBaHb MDS-1B2
MOXHa po3rnsaaaTtu gk eksiBaseHT 'MJI, xonu 1e
JIOPEYHO.

Cepen Bunagkis MDS-IB1 i MDS-IB2 y BOO3-
I'JITT5 BupineHna okpema Ho3zomnoriyHa popma “MJIC 3i
30iavumeHum emicmom Oaacmuux Kaimun ma Qiopozom
(MDS-f)” uepe3 Oiblll HECTIPUSTAUBUI TIepedir 3a-
XBopIloBaHHs. KpurepieM BigHeceHHS 10 1€l popmu
€ HasgBHicTb ToMmipHoro (MF-2) ado Baxkkoro (MF-3)
cryneHs ¢idposy KM 3a rictonorivyHuM goCiIKeH-
HgIM TpemaHoOionTaTiB [58], 110 BU3HAYAETHCS Y
10—20% xBopux Ha MJIC [59]. XBopi Ha MDS-f e
MepeBaKHO YOJOBIKM MOJIOIIIOIO BiKY 3 OiJIbII BU-
paxkeHUMU LuTONeHisiMU. KinoHalbHi LIUTOTeHETUYHI
aHoMaJlil BKJII0OYal0Th MOHOCOMil0 7, MOHOCOMIIO 5 i

Tabnuus 5

MpornocTuyHe 3Ha4yeHHs okpemux Bapiautis MAC 3 HU3bKUM
Bmictom 6nactHux knitun B KM 1a MK (apantoBaHo 3 [561])

Mepiana YacTora BMnagkis
Bapiant 3aranbLHoro Tpaucthopmauii B
BWXMBAHHSA, MiC. rMn, %
MDS-5q 76 12
MPS-SF3B1 3 0AHoni- 993 9
HIIHO Aucnnasieto
MDS-SF3B1 3 mynbTu- 114 9
NiHINHOW Aucnnasieto
MDS-LB + RS 3 oaHo- 65 9
NiHINHOW Ancnnasieto
MDS-LB + RS 3 mynbtu- 40 8
NiHIRHO gucnnasieto
MDS-LB.3 O[IHONIHINHOO 69 4
aucnnasieto
MDS-LB 3 MynbTuniHin- 41 11
HO Ancnnasieto
MDS-h 45* 13

lMpumitka: * 3a gaHumu H.-Yu. Lu 1a cnisasT. [57] MefiaHa 3aranbHOro
BKMBAHHA npu MDS-h cTaHoBMTL 185 Mic., TOAI SK Npu iHWKUX Dopmax
MZC 36iraeTbesa 3 gaHumu K. Nachtkamp Ta cniBasT. [56].



Ol T

SIII-£00Y Or OHITIOUTTd WOTKIIddALI
WHUHLIALORH € $ I[N I-£O00 O OHITdOUTTd [HOrdOHRLYY UI'AQ WudodX MeoHIRIT *([99] € OHedoLURIR) €O IIMedIPudery aHerud (S [-£00d) 01-G L (y LI LI
-€009) 0I-f oJoLAHEBIIddoI MWEBIdoLUdY BE XUHBAOLOOHIRIT ‘AINOdITHND/9HIAOdLA090H XUHhULIRITIOUTOAIN nWewdod ee xudodax [rmedipuiedid BHHEHAIAO[] “MOHAOMJ

(4-SaW) woeodgid eL HULILY XUHLIRLQ (n-50W) wkaKroLfaH ST

WOLDIWG WHHIMALIQE 1€ TN

(Z1-SO) HILILY XMHLEL (2-93-SQIN) HULILY XMHLIBLQ WONMHLTRH € )T

WOLDIWG WHHIMALIQE 1€ TN

(LGI-SQIN) HILIIrY XVHLDRUQ

WOLIINE WHHIMALIE I
. 15€ € JITW (L-93-SQW) HULILY XUHLIRUG WoNMHUTeH € YT\

(4-SAW) JITW UnHRnLIRLLIOLT | (TTW-SY-SAIN) OIPIELULDVT CIOHYIHILMIILAW L
uweLdeugodatiy MwnaanaLy € Y
(Q1S-SY-SQIN) ORIERLLONT CIOHUIHILOHTO BL

uweLdergodatruy nwnganaty € YW

(97-SQW) HMLIL XuHLYRLG
WOLDIWE WINNGENH € u_NS_

(QIW-SAW) OBIERULIUT COHUIHILLALAW € JTW

(£5d1'9-SAW)
£641 0INRINLNEH] BIOHILALRIQ € )T

(1g€45-SAW) LgES oMMeLAw eL

HILLIUY XMHLBLQ WOLYIWE WHNGEMH € YTW (@7S-SAW) OPIELLLUT GOHYIHILOHITO € YT

(bs-saw) (bs)|ap cioHeg0qwOE] oL
HULIUY XVHLIBLQ WOLIING WINAENH € YT

(bg-saw) (bs)[ap oroHego4wol € Y|y

SULI-€009 viuUu-€0049d

OHKOJIOTIA o T. 26 « N2 4 » 2024



L llll-l_Eelmeni

MoHocoMmiw 17 [59]. CknanHi 3MiHU KapioTumy Jac-
Tilme BUSABISIOTH y xBopux Ha MDS-f 3 MF-3, Hix
y xBopux 3 MF-2 (31% npotu 16%, p=0,002) [60].
ITopiBHsIHO 3 xBopuMU 0e3 (ioposy KM, nmpu MDS-f
yacrTillle BUSIBISIIOTHCS MyTallii reHiB TP53 (MoHO-
anenbHi), SETBPI it JAK2, Toni gk mMyTallii TeHiB
STAG2 tra TET2 3ycrpivaioTbcst 3Ha4HO pigme [61].
HeoOxingHa nudepeHuiiiHa giarHOCTUKA 3 TIEPBUH-
HUM Mienodidpo3om. Xoua 3rigHo 3i mkano IPSS-R
MpY BU3HAYEHHI KaTeTopii pUu3MKy Ta MPOTHO3Y Mepe-
oiry 3axBopioBaHHsa Ha MJIC owinka ¢iopo3sy KM He
BPaxOBYETHCS, Y NEKiAbKOX AOCTIIXKEHHSIX CTYIiHb
¢idbposy KM 0Oyna Bu3HaHa He3aJeKHUM (PakKTOpoOM
HECHpPUATANBOro rmporuosy [60, 62, 63]. 3a naHuMu
K. Nachtkamp i criBaBT., MeniaHa 3arajbHOTO BU-
KuBaHHg xBopux Ha MDS-1B1, MDS-IB2 i MDS-f
CTaHOBUTH 24, 15 Ta 9 Mmic., BiamoBigHO, a YacToTa
tpaHcdopmarii 3 T'MJT — 19, 32 i 37%, BinnoBiaHO
[56].

MienoaucniacTuyHi HOBOYTBOPEHHS TUTSIYOTO BiKY
(MIC/IB) BuHUKAaIOTh y AiTel Ta MiATiTKiB (BiKoM
1o 18 pokiB), IO MPU3BOAUTH IO MOPYILIEHb KPO-
BOTBOPEHHS, PO3BUTKY LIMTOMNEHII Ta PU3UKY TIPOT-
pecyBaHHsa 1o 'MJI. ¥V knacudikarii BOO3-ITKJIT4
punaaku MJICJIIB Oynu BinHeceHi go miaTumy “ped-
pakTepHa IIUTOIEeHisI TUTI4Yoro BiKy (refractory cyto-
penia of childhood, RCC)” [64]. ABTopu BOO3-TJIIT5
3amiHI00Th TepMiH RCC na “MJ[C/IB 3 nuzvkum eémic-
mom oaacmuux kaimun (cMDS-LB)”, sxuii BKiodae
nBa nigTunu: cMDS-LB, rinouemonsapuuii Ta cMDS-
LB, nHeyrounenuii. ¥ BOO3-TJIIIS 3’saBasieTbes 111e
onHa ¢opma MJIC nutsiuoro Biky: MJ[C/B 3i 36i1b-
wenum emicmom 6aacmuux kaimun (cMDS-IB), ska
croctepiraetbest y 10—25% Bunankis [38]. XBopi Ha
cMDS-LB (<5% 6nactiB y KM Ta <2% y I1K) MaioTh
Kpaliuii MporHo3 nopiBHsIHO 3 Bunaakamu cMDS-IB
(5—19% o6nacriB y KM ta 2—19% y I1K) [6]. 3 He-
CTIPUATIMBUM MPOTHO30M Mepebiry 3axBoproBaH-
HS TaKOX acCOIlil0IOThCSI MOHOCOMisT 7, MyTallii reHa
SETBPI Ta excripecist Ha LIATOIJIa3MaTUUYHUX MeMO-
paHax 6macTHUX KiiTuH aHTureny CD7 [4]. Baxiauso
3a3HAYUTH, 110 3a reHeTMYHUMU o3Hakamu MJICJIB
CYTTEBO Bipi3HSIOTHCA Bif aHajmoriyHux popm M C
y 1OPOCIUX, IO i OYJIO MiACTaBOIO BiTOKPEMIIEHHS iX
Bim iHmmx migTunis MJIC.

Kpim MJIC, 1110 BUHUKAIOTh CITOHTAHHO (de novo),
3ycTpivaloThesd Tak 3BaHi BropuHHi MC. Y BOO3-
I'JITI5S Taky HO30/10TiI0 BiTHECEHO 10 KaTeropii mie-
JIOiTHi HOBOYTBOPEHHS MiCJISl IUTOTOKCHMYHOI Tepamii
[6], ne 3rpynmoBani MJC, 'MJI ta MAC/MIIH, sxi
BUHUKAIOTh BHACiIoK nomkomkeHHs JHK kiaitun
MicJs 3aCTOCYBAHHSI LIMTOTOKCUYHUMX 3acO0iB Tepartii.
Hiarno3 “MJIC micnst uutToTrokcuuHoi Teparii (MDS-
pCT)” rpyHTy€EThCS Ha HasIBHOCTI Y XBoporo Ha MIC
3aI0KyMEHTOBAHOT icTOpii MpoBeAeHHSs XiMioTeparii
abo mpoMeHeBoi Teparrii. Pu3uk BuHnukHeHHss MDS-
pCT Ta TpuBaJicTh JaTEHTHOTO Tepiony 3ajexaTh Bifl
(opMM mornepenHbOro 3105IKiCHOTO HOBOYTBOPEHHS,
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a TaKOX TUITY Ta JO3M LIUTOTOKCUYHUX MPOTUITYXJIH-
Hux npenapatiB. [Iporuos mist xsopux Ha MDS-pCT
€ OLJIbII HECTIPUSATIMBUM Y MOPIBHSAHHI 3 BUTTaAKaMU
MJIC de novo. letanbHa iHpopmallist 3 IbOTO MUTAHHS
MIiCTUTBCSI B HEIIIOJABHO OITyOJIiKOBAaHUX OIJISIOBUX
crarTsx [64, 65].

V3aranbHeHi CMiBBiAHOIIEHHS MiX MiATUIAMU
MJIC, BuznaueHumu B BOO3-TTKJIT4 Ta BOO3-
[JIIT5, nmpointocTpoBaHi Ha pucyHKy 3a JTaHUMM, OJeP-
>)KaHUMU TIpU TIOBTOPHOMY TIEPErIsSii 3a KPUTEPisIMU
BOO3-TIJIII5 giarnosis MJIC, BcTaHOBIEHUX TIEPBUH-
Ho 3a BOO3-TIKJIT4 y Benukiii Koropti xBopux [66].
B GinbiiocTi BUNaakiB 3a HOBUMHU JiarHOCTUYHUMU
KPUTEPISIMU TPYNHU 3aJUIIMINCh HE3MiHHUMHU, X04a
HoBi Ha3Bu ninTuniB MC BigpizHsoTbcsa. [onoBHI
BiAMiHHOCTI TToJIsiTaiv B HAaCTyrmHoMy. Bumnanku 3 re-
HoMHUMU niepedynoBamu KMT24, MECOM, NUP9§
a06o x Bunanku 3 mytauiero NPM1 BOO3-TJIIIS, ax
BXK€ 3a3HAUYCHO BUIIE, BiaTernep Kiacudikye sk Bid-
noBigHi HoBi miaTunu I'MJI i3 BUBHaUeHUMU reHeTUY-
HUMMU aHOMAJIisIMU, TIPUYOMY O€3BiTHOCHO J0 BMICTY
0JlacTiB, OCKIiJIbKM BCi 1Ii BUMaAKMU 3a KIiHIYHUMU
xapakrepuctukaMmu noaioHi 'MJI 3 Bucokum (> 20%)
BMicTom OnactiB. B rpynmy M DS-f yBiiiina yactuna
BunankiB 3 MDS-EB-1 i yactuHa Bunaakis 3 MDS-
EB-2. ITicng Bu3HaueHHs myTaliii SF3B1 ta Gianenb-
Hoi iHakTtuBalii 7P53 no HoBux rpyn MDS-SF3B1 ta
MDS-biTP53 ysititnu xBopi, siki 3a BOO3-T1KJIT4
Oyau BimHeceHi mo pisHux nigtumis. ®opma “MJIC
HEYTOUYHEHMUI1”, iIKa BUKOPUCTOBYBanacs y Kiiacugi-
kauii BOO3-T1KJIT4, 6yna BunyyeHa y BOO3-TJIIIS,
i OiJpllIa YacTMHA BUIIAKiB OyJia BiZHEeCeHa 10 HOBOTO
nigTuny CCUS.

Takum ynHoMm, knacugikauis BOO3 2022 poky
CTIpUsIE BiZOKPEMIIEHHIO OKpEMUX BapiaHTIB reTepo-
reHHoi rpyrnmu MJIC, 6a3younch He TiJIbKM Ha KJTiHiKO-
reMaToJIOTIYHUX i MOP(POJOTIYHUX JaHUX, a mepe-
BaXKHO Ha BiIIMiHHOCTSIX Y MOJIEKYJISIPHO-T€HETUUHUX
XapaKTepUCTUKAX OKpEeMUX (hOpM 3aXBOPIOBAHHSI, 1110
Ma€ 3HayHe MPOTHOCTUYHE 3HAUCHHS i CIIPSIMOBAHO
Ha MpU3Ha4YeHHS e(eKTUBHOI Teparlii XBOPUM.

BUCHOBKMU

1. [MepernsnyTra kinacudikaiis BOO3 2022 poky
BiA3epKaJl0€ 3HAYHUN NPOTrpec, NJOCATHYTUN B
OCTaHHi pOKM B po3yMiHHi 6ionorii M/IC. OcobauBo
BaXJIMBUM € BUIineHHsS okpemux ¢opm MIC, Bu-
XOISIYU 3 BUSHAYCHHS CIeUM(IYHUX MOJEKYISIPHO-
TeHETUYHUX OCOOJMBOCTEM 3M0IKICHUX KJITUH (Ka-
piOTUIIOBIi OCOOJMBOCTI, HAABHICTh BU3HAYEHUX
MyTallili MeBHUX IeHiB TOIIO0), 110, CBOEIO UEProlo,
00YMOBJTIOE TIATOT€HETUYHI 0COOJMBOCTI JJ15T KOKHOT
3 UX opMm.

2. Buninenus Husku ¢dopm MJIC 3a Mmonekynsip-
HO-T€HEeTUYHUMM O3HaKaMM BMMAara€ HOBUX ITiIXOMiB
JIISE HiaTHOCTUKU, cTpaTUdikallii pu3uKy Ta JIiKyBaH-
Hs xBopux. CIil B3TH 10 yBaru, 10 BUMAAKHU, CXOXi
3a KJIJACMYHMMU O3HaKaMM BiAIOBiIHO A0 Tormepe-
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IHiX Kiacudikaliil (BiZICOTKOBMII BMIiCT 0JacTiB Ta
KUJIBKICTB JIiHINM AMCIIa3ii), MOXYTb OyTH 3a HOBOIO
Kiacudikaiieio BigHeceHi g0 pizHux nigtunis MJIC,
SIKi pO3Pi3HSIOTHCS 3a TepebdiroM, MpPOTrHO30M Ta Tij-
XoJaMu OO Tepartii.

3. Bximouenns CHIP ta CCUS no HoBoi Kacudi-

Kallii IK y3araJibHeHUX ()OpM KJIOHAJbHOT'O TeMOTIOEe3y
JI03BOJIMJIO BigMOBUTHUCH Bin Tepminy “MJIC Hekna-
cudikoBaHU1” TTonepeaHixX Kiaacudikairiii.

4. Bu3HauyeHHS reHeTUYHO Ta 0i0JIOTiYHO OIHO-

pimHux dopm M/C, 10 IKOro mMeBHOIO MipolO Ha-
OaM3uIach NeperasgHyTa Kiaacudikaliis, 6e3CyMHIBHO
JIaCTh MOIITOBX SIK IO TIOIIYKY, TaK i JJIs1 KIIiHIYHOTO
3aCTOCYBaHHS HOBHMX 3aCO0iB TapreTHOI Teparii mux
3aXBOPIOBaHb.
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OF HEMATOLYMPHOID TUMORS (2022)
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Summary. Myelodysplastic syndromes (MDS) represent
the heterogeneous group of the clonal myeloid neoplasms
that arise due to the acquisition of the alterations in a
hematopoietic stem cell. The diagnosis of MDS remains
a significant challenge even at present. The classification
of M DS underwent significant changes. For the first time,
the WHO classification (2022) of the hematolymphoid
tumors delineated the forms of M DS with defining genetic
abnormalities and modified several forms that are mor-
phologically defined. The classification of the childhood

(2016) and 5t (2022) editions of the World Health Or-
ganization classification of myelodysplastic neoplasms.
Leukemia 2022; 36 (12): 2875—82. doi: 10.1038/s41375-
022-01718-7.

67. Philchenkov AA, Zavelevich MP, Abramenko IV. B-cell lym-
phoid neoplasms in the 5th edition of the WHO Classifica-
tion of Hematolymphoid Tumors (2022). 1. General princi-
ples of classification. Precursor B-cell neoplasms. Oncology
2023; 25 (2): 89—103. doi: 10.15407 /oncology.2023.02.089
(in Ukrainian).

68. Philchenkov AA, Zavelevich MP, Abramenko 1V, et al. B-cell
lymphoid neoplasms in the 5t edition of the WHO Clas-
sification of Hematolymphoid Tumors (2022). 2. Mature
B-cell neoplasms, plasma cell neoplasms and other diseases
with paraproteins. Oncology 2023; 25 (3): 159—74. doi:
10.15407/oncology.2023.03.159 (in Ukrainian).

MDS was also refined. The unexplained cytopenias and
clonal hematopoiesis of indeterminate potential capable
of transforming to M DS are also discussed. The delinea-
tion of M DS entities based on molecular-genetic features
requires novel approaches to the diagnosis, risk stratifica-
tion, and treatment of patients. This review continues a
series of papers published in this journal focusing on the
analysis of the major changes in the WHO classification
(2022) of the hematolymphoid tumors as compared to
the previous WHO classification (2016) of the tumors of
hematopoietic and lymphoid tissues.

Keywords: World Health Organization, classification,
myeloid neoplasms, myelodysplastic syndromes,
diagnosis, prognosis.

Anpeca st IMCTYBAHHS:

®inpuenkon 0.0.

03022, KuiB, By;1. BacunbkiBcbka, 45

IHCTUTYT eKcriepuMeHTabHOI MaTOI0Trii, OHKOJOT11
i pagio6ionorii im. P.€. KaBeurkoro HAH Ykpainu
E-mail: apoclub@i.ua

Onepxano: 20.10.2024

OHKOJIOTIA o T. 26 « N2 4 » 2024





