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Anomauisn
Tocmpuii mienoionuii nevixos (I'MJI) € acpecusHum cemamonoiuHum 310AKICHUM 3AX80PI0BAHHAM,
Wo Xapaxkmepusyemuvcs KIOHANbHOI nponighepayieto Mi€N0iOHUX ONACMHUX KAIMUH ) KICMKOBOMY
MO3KY 3 NOPYUWEHHAM HOPMATLHO20 2eMON0e3), PO3GUMKOM NAHYUMONEHTT, iHheKYilHUX YCKIaOHeHb
[ BUCOKUM pUSUKOM 2emMopaliunoco cunopomy. Kposomeui € nposionowo npuuunow panHboi
cemepmuocmi npu I MJI, ocobnuso npomsieom nepwiux 60 Owig indykyitinoi mepanii. OcHogHUMU
namoghizionociuHuUMu  MexanizMamu  BUCMYNAOMb  MANCKA — MPOMOOYUMONEHIsl,  OUCPYHKYIs
mpomboyumis, Koaz2ylonamisi ma OUCEMIHO8AHe SHYMPIUHbOCYOUHHe 320pmanis (/[B3-cunopom).
Kinvxicnuti oeghiyum mpomboyumis nioguwgye pusux CNOHMAHHUX KPOBOmed, mooi 5K NOPYUIEHHS
ix @ynxyii, exmouarouu 3HUdICEHHS aKmueayii ma azpe2ayii, GU3HAYAE MANCKICMb KpOBOmMeY
He3aNedCHO 8i0 abcontomuoi Kintbkocmi mpomboyumis. Popmysanns [[B3-cunopomy npu I'MJI
nog’azane 3 2iNepakmueayiclo KoazylAYiuHo20 KACKAOY, VUWKOONCEHHAM eHOomenilo ma
NIOBULYEHOI0 eKCNPecCi€l NPOKOALYIAHMHUX MONEeKYN Jleukemiunumu onacmamu. Jliaenocmuxa
Ipynmyemucsi Ha kpumepisax Misxcnapoonozo mosapucmea mpomb6o3y ma cemocmasy (ISTH) i3
MOHIMOPUHEOM  MPOMOOYUMie, NpPompomoOiH08o2o uacy, @ibpunoceny ma pieus D-Oumepy.
Monexynapno-eenemuuni ¢paxmopu, soxkpema peapamdwcysanns KMT2A, cnpusioms ¢opmysannio
NPOKOA2YNIAHMHO20 MIKpOcepeoosuwd, akmueayii (hibpuHonisy ma nioOUUEHHIO PUSUKY MANCKUX
eemopaziynux nooiti i /[B3-cunopomy.
Cmpamudpixayis nayieumie 3a pusuxom Kposomeu nepeddauae OYiHKy KLIbKOCMi mpomoOoyumis,
1aOOpaAmMopHUX NOKAZHUKIE KOA2Yiayii ma KAIHIYHUX ~(QAakmopie, maxux 5K J1euKoyumos,
eKCmMpameoylisipHi - YpajceHHss ma Cynymui ingekyitini  ycknaouwenusn. Haubinow eupasiceni
Koazyronamii. cnocmepiearomuvcs npu  20Cmpomy npomieroyumapromy neukoszi (I'TIJI), Oe
noeonauns J{B3-cunopomy ma cinepghiopunonizy 3yMo610€ 6UCOKULL pU3UK hamanbHux Kpogomeu i
nompeoye He2auH020 NOYamMKy Cneyuiunoco iiKy8auHs, iHMeHCUsHoi mpancy3iunoi niompumxu
ma OUHAMIYHO20 KOHMPOTIIO 2eMOCMA3).
Cyuacui nioxoou 0o npoginakmuxu ma JaiKy8awHs cemopaziunoco curopomy npu I MJI marome
Oymu KOMNJIEKCHUMU — BKAYAMU CBOEYACHI mpancdyzii mpomboyumis, niOmpumMaunHs pieHs.
Qiopunoceny ma Gaxkmopie 3copmanHs, IHOUBIOYAIbHE 3ACMOCYBAHHS AHMUDIOPUHONIMUKIE,
noo0oNanHs pedhpakmepHocmi 00 MPAuHc@y3itl i PAHHE BNPOBAOINCEHH MAPemHOI mepanii.
Ilepconighikosani npomoxonu MOHIMOpUHSY MA PAHHA MONEKVIAPHA OIA2HOCMUKA 00380JAI0Mb
3MEHWUMU 4acmonty ti MANCKICMb KpOgomey, NOKpawjumu pe3yibmamu JiKy8aHHs ma nioguuumu
BUINCUBAHICMB, OCOONUBO Ceped NAYIEHMIB 13 BUCOKUM 2eMOPALIUHUM PUSUKOM.
Knrwowuosi cnoea: oensio, eocmpuil MIENOIOHUL  J1€UKO3, 2eMOpA2iYHull CUHOPOM, KpOBomei,
mpomboyumoneHis, cemocmas, /{B3-cunopom.
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Abstract
Acute myeloid leukemia (AML) is an aggressive hematologic malignancy characterized by
uncontrolled proliferation of myeloid blast cells in the bone marrow, leading to pancytopenia,
infectious complications, and a high risk of bleeding. Hemorrhagic syndrome is a major contributor
to early mortality, particularly during the first 60 days of induction therapy, and is defined by the
combination of severe thrombocytopenia, platelet dysfunction, coagulopathy, and disseminated
intravascular coagulation (DIC). Quantitative platelet deficiency increases the risk of spontaneous
bleeding, whereas platelet dysfunction, including impaired activation and aggregation, significantly
influences the severity and frequency of hemorrhagic events regardless of platelet count. DIC in
AML develops as a consequence of coagulation system hyperactivation, endothelial injury, and
increased expression of procoagulant molecules by leukemic blasts. Diagnosis is based on the ISTH
scoring system and dynamic monitoring of laboratory parameters such as platelet count,
prothrombin time, fibrinogen, and D-dimer. Molecular genetic factors, particularly KMT2A
translocations, further increase the risk of severe bleeding and DIC by promoting a procoagulant
state and stimulating hyperfibrinolysis, complicating standard prophylactic strategies.
Risk stratification for severe bleeding includes assessment of the international normalized ratio,
platelet count, coagulation parameters, and clinical features such as leukocytosis, extramedullary
disease, and concomitant infections. Particularly severe hemorrhagic complications occur in acute
promyelocytic leukemia, where coagulopathy is combined with marked hyperfibrinolysis, requiring
immediate initiation of specific therapy, transfusion support, and close monitoring of key
hemostatic parameters.
Modern approaches to the prevention and management of hemorrhagic syndrome in AML should be
comprehensive and include prophylactic and therapeutic platelet transfusions, maintenance of
fibrinogen and coagulation factors, selective use of antifibrinolytic agents, consideration of platelet
transfusion refractoriness, and early integration of targeted therapies. Early molecular screening
and personalized monitoring protocols may reduce the incidence and severity of bleeding, improve
treatment efficacy, and enhance survival, particularly in patients with a high hemorrhagic risk
profile.
Keywords: review, acute myeloid leukemia, hemorrhagic syndrome, bleeding, thrombocytopenia,
hemostasis, disseminated intravascular coagulation (DIC).

MeTta pociizkeHHs: TpoaHaNi3yBaTH Cy4YacHI VSBIEHHS MPO MeXaHI3MU
PO3BUTKY T€MOpPariyHoro CHUHAPOMY MPH TOCTPOMY MIEJTOIAHOMY JIeiko31, (hakTopu
pPHU3UKY, KIIHIYHI TPOSBU, JIArHOCTHUYHI MIJXOMW Ta CTparerii mpoQiIakTHKU i
JIKYBaHHS.

MeTtonoJiorisi: [IpoBeieHO cuCTEMaTHYHUM MOIIYK JITEPATYPH B €ICKTPOHHUX

0azax nanux, BkiIoyHO 3 PubMed, Scopus ta Web of Science. Jlns mnomryky
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BUKOPUCTOBYBAIMCS TepMiHM: «acute myeloid leukemia», «hemorrhagic syndromey,
«bleeding», «thrombocytopenia», «coagulopathy», «disseminated intravascular
coagulation», «fibrinolysis», «KMT2A rearrangement», «acute promyelocytic
leukemia», «platelet transfusion», «targeted therapy» ta «hemostasis managementy.
3acTocoBaHO GIIBTPU IS BiOOPY PELICH30BAHWX CTATEH, KIMHIYHUX JOCIIIKCHb,
CHUCTEMaTUYHMX ONISAJIB Ta MeTa-aHali3iB. J[0AaTKOBO BUKOHAHO PYYHHMH MOLIYK Y
CIIUCKAaxX JITeparypW KIIOYOBUX TMYyONIKaIid [Ji BUSBICHHS  PEICBAaHTHUX
JOCHiKeHb. [{ms KOHTEeKCTyamizalii CydacHUX MiAXOAIB A0 MpOo(UIaKTUKH Ta
JIKyBaHHSI T€MOPAriyHOro CHHJIpOMY IMepenisHyTo KiiHiuHi HacTtaHoBH NCCN,
ESMO Ta ASH 3 iiKyBaHHS TOCTPOTO Mi€JI0iJTHOTO JIEHKO3Y.

Beryn. Toctpuii mienoinauii seiiko3 (I'MJI) € arpecuBHUM TreMaTOJOTTYHUM
3MOSIKICHUM ~ 3aXBOPIOBAHHSM, 1[0  XapaKTEPU3YEThCSA  HEKOHTPOJIHOBAHOIO
npomidepaniero MIeJTOIAHUX ONaCTHUX KIITUH Yy KICTKOBOMY MO3KY, 3yMOBIIOIOUU
MAHIMTOICHII0, 1H(EKIIHI Ta reMopariydi yckiaaaHeHHs. [eMopariunuii CUMHAPOM,
AK OonuH 3 mpoBinHuX mposiBiB ['MJI, po3BuBaeTbcsa uepe3 KoMmOiHali0 (PakTopiB:
TSKKY ~ TPOMOOITMTOICHIO, JAUCHYHKI[IIO  TPOMOOIMTIB, KOAryjomariio  Ta
JMCEMIHOBaHE BHYTPIIIHbOCYAUHHE 3ropTaHHs ([B3-cunapom), mio npusBOIUTH 110
PaHHBO1 CMEPTHOCTI, 0cOOMHMBO B mepiti 60 IHIB MICIS MOYATKY 1HIYKIIIMHOT Teparii.
3a oIliHKaMM, BaXKi KpOBOTe4l 4 CTymeHs 3a IIKajlo BcecBiTHBOI opranizaiii
oxoponu 310poB’s (BOO3), Bkirouatodu jieTaabHl, PETHHAIBHI 3 TOPYIIEHHAM 30Dy
a00 KpOBOTEYi 3 ypakeHHsIM IeHTpasibHOI HepBoBoi cuctemu (IJHC), BuHUKarOTh y
O0araTbOX TMAI€EHTIB il Yac I1HTEHCUBHOI I1HAYKIIHHOI XiMioTeparii mnomnpu
npodinaktuuni Tpancysii pomooruTis [1].

KinbkicHi Ta fIKICHI 3MiHM TPOMOOUMTIB fIK NPHYMHA TeMOPAri4YHOIO
cunapomy npu I'MJL. TpoMOGouuTONEHIA € OAHUM 13 KIIOYOBUX (PAKTOPIB PO3BUTKY
reMopariygoro  cunapomy npu I'MJI 1 oOymoBiIeHa  HpPUTHIYEHHSIM
METaKapioUTONoe3y ONaCTHUMHU KIITHHAMH, IO YacTO MPU3BOAMTH 10 3HUKECHHS
piBHst TpomGormTiB Hivkde 10 x 10°%/1. HajimommpeHiummu € KpoBoTedi 3i CIH30BHX

000JIOHOK POTOBOI MOPOKHWHU, HOCA (EMICTAaKCUC), SICeH; IMKIPHI KPOBOBUJIIUBU Y
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BUDVISIII  TIeTeX1d, TMypHoypu Ta €KXIMO3IB; TeMaTypis; TIacTpO-IHTECTHHAJIbHI
KpPOBOTEUl, IO MOXYTh CYIpPOBOJKYBAaTHCS OJIOBaHHAM KpOB’10 a00 MEJEHOIO;
MEHOpArii; KpoBOTeYl 3 MICIb MYHKIIA Ta OIOMNCIA Ml 4Yac Ta MICII MEIUYHUX
MaHIOYJAIIA, MEHII TOIIMPEHUMH, ajie  HaJ3BUYAHO  HEOE3NMEUYHUMH €
BHYTPIIIHBOYEPEIIHI KPOBOTEYl, OCOOJMBO MPU TOCTPOMY IPOMIEIOLUTAPHOMY
JIeliKko31 a00 32 HAsIBHOCTI T1MEPICHKOIIUTO3Y.

VY panaoMi30BaHUX JOCHIKEHHIX 32 Y4acTIO MAIl€HTIB 13 T€MaTOJIOTTYHUMU
3aXBOPIOBAHHIMH Ta TPOMOOIIMTOIEHIEIO MOKAa3aHO, 10 YacTOTa TSKKUX KPOBOTEU
He 3pocTae, SKIo TpaHcdysii TpoMGOLHTIE MpoBOATH mpH piBHi < 10 x 10%,
TMOPIBHAHO 3 ITOPOroBUM 3HadeHHaM < 20 a6o 30 x 10°%/x [2]. Taknii migxix Ko3BosE
3MEHIIUTH  KUIbKICTb  TIepeMBaHb 0€3  MIJABHUIINCHHS  PU3UKY  KPOBOTEY.
IIpodinaxrndsa Tpascdysis mpu Kimbkocti TpomGomuTis < 10 x 10%/1 Bigrepminosye
nosABy mepioi KpoBoreui 2 abo Buie crymeHs 3a mkanolo BOO3 1 ckopouye ii
TPUBAJIICTh y TIOPIBHSHHI 3 TEPANEeBTUYHOI CTparerielo (JIuine 3a HasBHOCTI
cumnTomiB). [IpoTe 3HMKEHHS PU3UKY KpOBOTEYl HE Oys0 MOB'sI3aHE 3 MOJIMIICHHAM
BIKMBAHOCTI, a BIAMOBAa BiJl MNPOQPUIAKTUYHOTO TEpPEIUBAHHSI MPU3IBOIUTH [0
HOJIOB)KEHHS TPUBAJIOCTI KpoBoTeyi [3, 4].

VY narorenesi kpoBored npu ['MJI okpiM KiJIBKICHOTO A€pIUTY TPOMOOLUTIB
KPUTHYHY POJb BIJIrpae HE JIMIIE KUIBKICHUN JaediuuT TpoMOOLMTIB, a M ix
¢yHkuionaneHi  mopymeHHs  [5, 6]. Y mpocmekTHBHOMY  JOCIiIKEHHI
Just Vinholt P.et al[7] 3 ywactio 60 gopocnmx mamientiB i3 ['MJI  Ta
TPOMOOLIMTONCHIEI0 MPOTATOM 114 THXKHIB BYE€HI 3a JIONIOMOIOK MPOTOYHOI
IIUTOMETPIi OIIHIOBAJIM aKTWBaIilo (3a Mapkepamu P-cenextuny 1 CD63) Ta
arperaiiro TpoMOOIUTIB y BIJAMOBIIb HAa CTUMYJIIIIO PEYOBHHAMHM, IO IMITYIOTh
npupogaHi curHaid: TRAP - CHHTETMYHMM TENTHUIOM, SKHH BIITBOPIOE IiIO
tpomOiHy, Ta CRP-XL - mrTyyHuM mnenTuaoMm, SIKUi iMiTye BIUIMB KOJIAreHY).
BcraHoBneHo, 1m0 y JaHMX TAIIEHTIB CIOCTEPIraeThCsl 3HWIKEHA arperaiis Ta
aKTUBAIlisI TPOMOOIIUTIB in VItro, M0 ACOIIIOETHCS 3 KITHIYHO 3HAYYIITUMU €IM130/IaMU

KPOBOTEY HE3aJICKHO BiJ X KIJTBKOCTI. 30KpeMa, 3HUKEHA arperailist y BiIIMOBIIs HA
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TRAP, acoritoeTbcst 3 miBHIIEHHSIM pu3uky kpoBoteu ytpuui (OR 3.00, 95 % /I
1.38-6.60), a 3umxkena peakiis Ha CRP-XL — y 4 pasu (OR 4.00, 95 % I 1.70-
9.20). JlocmipkeHHsST TMiIKPECIIOE, IO OIHKAa (YHKIT TPOMOOIUTIB MOXKE
MOKPAIUTA CTpaTU(IKaIlil0 PU3MKY KpPOBOTEY 1 CIHPHUATH OINTHUMI3aIl Tepamii
mamieHTis 13 TMJL

Bumbea H. et al [8] mpoaemoHcTpyBasy 3Ha4UHE 3HMKEHHS €KCIIpecii MapKepiB
aKTUBaIlli TpoMOOLMTIB, 30Kkpema P-cenektuny Ta rpanynodizuny (CD63), mio
CYIIPOBOIXKYBAJIOCS 3MEHILIEHHSAM piBHS DIikonporeiny Ib — peuentopa ¢dakropa
dbon BimieOpania, BIAMOBIAAILHOTO 32 MOYATKOBE MPHUKPIMUICHHS TPOMOOLMTIB 0
VIIKO/DKEHOTO CHJIOTENII0, a TakoK [P3-IHTerpuHy, SKUH BXOIUTH 1O CKIIAIy
komiuiekcy ollbB3 — ocHoBHOro penenropa ¢iOpuHoreny #u ¢iOpuHy, 110
3a0e3neuye aares3iro TpoMOouUTiB. OTpuUMaH1 pe3ylbTaTH CBiIYaTh MPO HASBHICTD
MHOXUHHUX Je(eKTiB y CHrHajibHUX wOuiixax TpomOomuTie mpu ['MJL, mio
MPU3BOJIUTH J0 MOPYIICHHS 1X aare3ii, arperaiii Ta cekpellii, a 0TKe — JI0 PO3BUTKY
reMOpariyHoro CHUHAPOMY, HE3aJIEKHO BiJ KUIBKOCTI TPOMOOLMTIB y mepu(eprudHiii
KkpoBi. Y mamieHTiB 13 'MJI mopiBHSHO 31 370pOBUMH 0CcO0aMU KOHTPOJIBHOI TPYIH
BiJI3HAUEHO 3HMXKEHHs ekcrpecii mapkepiB CD63 (14.11 % nportu 40.78 %), CD62P
(15.26 % mporu 28.23 %), CD42b (69.08 % mnporu 84.41 %) ta CD61 (83.79 %
npotu 98.62 % y KoHTpONbHIKM Tpymi). Takok BCTAHOBIEHO, IO HASBHICTH
JMXOMAHKH, CETICUCY, JIEUKOIMTO3y abo ypeMii Kopentoe 3 OUIbIl BUPAKEHOIO
TUC(YHKITEIO TPOMOOIIHTIB.

IIarorene3, niarHocTuka ta TepaneBTH4Hi miaxoau npu /IB3-cunapomi y
nanientiB 3 'MJI. V nmarorenesi reMopariyHoro CHHAPOMY TIPU TOCTPIM Mi€TO1THIMA
neiikeMii JIB3-cuHapoM 0OyMOBIIEHMI TiNEpaKTUBALIEID K KOATYISLIHHOIO, Tak 1
(b10pUHOTITUYHOTO KACKa1B YHACIIIOK BUBLJILHEHHS OIacTaMU TKAHUHHOTO (paKkTopa
(T®D) 1 mpozananpaux muTOKiHIB (TNF-0, IL-1f), a Takox yIIKOIKEHHSM €HIOTEIIIO.
V mauientie 3 TMJI i3 rimepieiikormrosom (> 100 x 10%1) Moxe po3BuBaTHCS
JeMKOCTa3, SIKUH COPUYUHSIE MEXaHIYHY OOCTPYKIIO CyAHH, MiJIBUILEHY €KCIPECIio

anre3uBHUX Mojekyn (E-/P-cenmektnn, ICAM-1) Ta MarpukCHUX METaJIONPOTEiHA3,
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o0 NOpU3BOAUTH 10 MikporeMopariii. Yacrora [JIB3-cunapomy mnpu He-
npomienonutapuomy ['MJI cranoButh 8,5—25% 1 3a3BuYail XapaKTepu3yeTbCs
NEPEeBAKHO TPOMOOTHYHUM (GeHOTUNIOM. BomHouyac mpH Moe€IHAHHI 3 BHPAXKECHOIO
TPOMOOIIUTOTNICHIEIO MIiABUIIYEThCA pU3UK KpoBored. g JIB3-cunapomy 3
reMopariyHuM (EHOTHUIIOM THIOBI 3HIKEHHS PiBHS 1HTIOITOpIB (iOpUHOMIZY Ta
NOCUJICHHST  (PIOpPUHOMITUYHOT aKTUBHOCTI BHACTIJOK MIJBUILECHOI €KcIpecii
anekcuHy Il Ha moBepxHi GIaCTHUX KIIITUH.

3rigHo 3 oHoBineHUMH Kputepismu ISTH (2025), niarHoctuka siBHOTO (OVert)
JIB3-CHHAPOMY IPYHTYETBCS Ha CHCTeMI GalliB: KilbKicTs TpoMGomuTie < 50x10%1 —
2 Gamn, 50-100x10%1 — 1 Gaix; momoBXKeHHs TpoTpoMGiHoBoro dacy (IT4) >6 ¢ — 2
6anu, Ha 3—6 ¢ — 1 6axn; piBeHb ¢pi0puHoreny < 1,0 r/m — 1 6ay; IpoOAYKTH po3Masy
¢b10puHy a60 D-numep > 7-KpaTHOrO BEPXHBOTO HOPMAJIbHOIO PiBHS — 3 Oanu, > 3—
/-KpaTHOTO BEPXHBOTO HOPMAJILHOTO piBHS — 2 6anu. CymapHUi MOKa3HUK > 5 OajiB
cB1IUUTh Npo sBHUU JIB3-cunapom. OmiHIOBaHHS HEOOX1IHO MPOBOJUTH MOBTOPHO,
BIJICTEXKYIOUM JHWHAMIKy JabOpaTopHUX MapaMeTpiB JJisl CBOEYACHOTO BHSIBJICHHS
IpOrpecyBaHHs a0o0 TOJMIMIIEHHS CTaHy. 3HMKEHHS KUIBKOCTI TPOMOOIIUTIB,
¢biOpuHOreHy, mnocTynoBe mnoAoBkeHHs [[Y/MikHaApOogHOTO  HOPMAaJi30BaHOTO
BinHomeHdss (MHB), migBumenas D-nmumepy MOXyTh BKazyBaTH Ha PO3BHUTOK a0o0
nporpecyBands JIB3. Ilpu 11poMy Ba)KJIMBO BpaxoBYBaTH 1HIINI MOXJIMBI TPUYUMHU
NOJIOHMUX 3MIH — MEYIHKOBY HEJJOCTATHICTh, AepiuuT BiTaMiny K, cerncuc, TpaBMy uu
3acTOCyBaHHs aHTHKOAryisHTiB [9, 10].

3a HasBHOCTI MOPYIIEHb CUCTEMHOI Koaryisiii (migo3pa ado miATBEepaKCHHS
JIB3, 3naune nogorxenHs [ITY/MHB) neoOxigna HeraiiHa KOpekilisl KOaryjiomnarii.
BignoBigHO 10 CydacHMX KOHCEHCYCHHMX pEKOMEHJalllid, Teparmis Imepeadadae
TpaHc(y3ii TpPOMOOIUTIB, 3aMICHE BBEIECHHS CBI)KO3AMOPOXEHOI IUIa3MH abo
KOHIIEHTpAaTy MHpoTpoMOiHOBOrOo Komruiekcy [11], a Takox Kpiompeunumitary du
KOHIIeHTpary ¢i0puHOreny npu Horo piBHi < 1,0 r/a. ¥V BuUOpaHUX BHUMAIKaxX MOXKe
pO3MIsAIaTUCS 3aMICHA Tepamis aHTUTPOMOIHOM  BIANOBIIHO OO JIOKaJbHHUX

npotokoiiB [12, 13]. V mnamientiB i3 'MJI BuUCOKOrO pH3HKY Ta KOAryjIomarTi€ro,
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noB’s13aHo010 3 JIB3, pekoMeHay€eThCS MiATPUMYBaTH piBeHb TpomMOouuTiB > 20-30 X
10%1 3a BimcytHOCTI KpoBoTed i > 50 x 10%1 — y mamieHTiB i3 akTHBHEMH a0
BHCOKOPH3UKOBHMH KpoBoTeuamu [14]. VYci kopuryBaibHI  3aXOQu  MaroTh
MOEIHYBAaTUCSI 3 IHTEHCHBHOIO TEpaIi€l0 OCHOBHOTO 3aXBOPIOBAHHS, OCKLIBKH
YCYHEHHS IPUYMHHU € KIF040BUM (hakTopoM KoHTpouo [IB3-cunnpomy. MexoBi piBHi
TpoMOOLMTIB y XxBopux Ha I'MJI MoxyTh OyTH 1HAMBIIyaJdbHUMH, 3 OIVISAY Ha
OararoakTOpHUN BIUIUB — JUC(HYHKIIIO KICTKOBOTO MO3KY, MIEJIOCYIIPECIIO MicCiis
ximioreparii, iHQEKIIHI YCKIaJHEHHS, CENICUC 1 CYITyTHI MOPYIICHHS KOaryssiii.
MoJiekyJsIpHO-TeHeTHYHI (PaKTOpH PHU3MKY TreMOpariyHux YCKJIaJHEHb
npu I'MUJIL. Tpancnokamis rena KMT2A (MLL) y 6actax Mi€JIOTTHOTO MOXOIKESHHS €
MOJIEKYJIIPHUM MPEAUKTOPOM TeMOpariuyHux yckinaaHenb 1 JIB3-cunapomy mpu
TOCTPOMY MI€JIOiTHOMY Jieliko31. BoHa acoIitoeTbcs 3 XIMIOPE3UCTEHTHICTIO Ta
1JIBUIIEHOI0 PAHHBOIO JIETANBHICTIO (110 15 % mipotu 7 % y maii€edTiB 3 HOPMAILHUM
KapioTUIIOM), & TaKOX 31 3pOCTaHHAM YacTOTH K Beaukux kpopoted (p = 0.005), tak
i remopariunoro cunapoMy B 3aranbHoMy (p =0.001). PeapamxyBanus KMT2A vy
O7acTHUX KIITUHAX MPU3BOIUTH JO YTBOPEHHS XMMEPHUX OIJKIB, IO AKTHBYIOThH
onkorenni  muaxu  HOXA ta  MEIS]1, cTBOproroun  mpokoaryiassHTHE
MikpocepenoBuie. JIEHMKO3HI KIITHHU MABUIIYIOTH E€KCIPECII0 TKAHUHHOTO
dakTopa, MPOAYKYIOTh MPOKOATYJISIHTHI MIKPOBE3UKYIH W CTUMYJIIOIOTh ITUTOKIHOBY
akTuBalio eHjorenito. OIHOYACHO aKTUBYIOTHCS (IOPUHOMITHYHI TUISIXHA Yepes
TKAaHWHHUM Ta ypOKiHa3HWW akTtuBarop tuiazminoreny (tPA 1 UPA BigmoBigHO),
anekcuH II, mo cnpuunHse komOiHaIiK MIKpOTpoMOO03iB 1 rinepdiopuHOIIzY,
KIIHIYHO IPOSBIISIIOUMCH TSHKKHM reMopariauum cuaapomom [15, 16].
HaliMaciutaOHIIIMM ~ TOCHIPKEHHSIM, MPUCBSIYEHUM aHAN3y TeMOpariuyHux
yCcKJIaaHeHb y namieHTiB 13 ['MJI, acomiiioBanum 13 TpaHciokariiero rena KMT2A, €
perpocnekTuBHMiA anaini3z Nguyen et al. [17]. Jlo Hporo Oymno BkitodeHo 172 narieHTu
3 KMT2A-nozutuBaum ['MJI Tta 522 naui€eHTH 3 HOpPMaldbHUM KaploTUIOM. Y
MAIIEATIB 3 TPAHCIOKAIIIEI0 YacTilIe criocTepiranu jaeikoruro3 > 100 x 10%n (28 %

npotu 15 %, p<0.001) ta migBumeny excmpecito CD56 (45 % mporu 22 %,
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p<0.001), mo acomiroBaJioCs 3 PO3BUTKOM Koaryinonarii. HesBaxaroun Ha
cTaHmaptHy npodimakTHKy KpoBoTed (Tpamcoysii mpu  <10x10%m), BoHE
norpedyBanu Oinbmie TpoMmOouuTapuux 103 (12 mporm 7, p <0.001). Bymp-ski
KpoBoTe4i mpoTsirom 60 aHIB Micis Mo4yaTKy IHAYKINT pemicii coctepiranu y 65 %
naimieHtiB 3 KMT2A npotu 32 % y mamieHTiB 3 HopMaiabauM Kapiotunom (HR 2.8,
p <0.001); Benuki (KpoBOTEYl B KPUTHUHUX OpraHax, MaJiHHsA remMorio0iny > 20 1/
abo TtpaHcdysis >2 m03 epurpornmrapHoi Macu)— 23 % mporm 6 % (HR 6.22,
p = 0.005); moBTopHi — 19 % npotu 5 % (HR 4.1, p <0.001); audy3Ha anbpBeosipHa
kpoBoteua — 42 % nporu 18 % (HR 3.2, p =0.05); BuyTpimHbouepenni — 15 %
npotu 11 % (HR 1.5, p =0.7); mumynkoBo-kumkoBi — 12 % nporu 8 % (HR 1.8,
p=0.04). KymynsTuBHa YacTtoTa BeNUKUX KpoBoTeu csrama 25 % mnporu 7 %
(p <0.001), a mexiana yacy o noxii ctanosuiaa 14 nporu 28 auis (p = 0.002). JIB3-
CHHJIPOM JiarHocTyBaBcs dacrtimie y namieHTiB 3 KMT2A (38 % npotu 32 %, p = 0,2)
Ta yacto nepeayBaB cmepTi (93 % mpotu 54 %, p = 0.03), kopemntoroun 3 JieTaIbHUMU
kpoBoteuamu (r = 0.68, p < 0.001). Penaxkiitini komerntapi [18] migkpeciroooTs, mo
mBHAKe nporpecyBanHs J(B3-cunapoMy y miil miarpymi ycKJIagHIOe MpOo(]iIaKTHKY.
[lepciekTMBHUMH HampsMaMd € BUKOPUCTaHHS HU3BKOMOJEKYISIPHOTO MEHiH-
iHri0iTOpa peByMeHIOy Ta 3acTocyBaHHS TpombOoenacTtorpadii sl MOHITOPUHTY
KoaryisiiiHoro crarycy. Panusa imentudikamis tpanciokaimii KMT2A wmae Oytu
OOOB’SI3KOBUM  €TalioM  JIarHOCTUKU A MEePCOHANII30BAaHOTO  KOHTPOIIO
reMOpPariqyHoOrO PU3HUKY.

JlaH1 1010 1HIIKMX KaplOTHUIIIB MEHII NepekoHyuBi: xoya mytaiii FLT3-1TD,
NPM1, PTPN11, TP53 Tta IKZF1 moB’s3ani 3 TipmIMM MPOTHO30M 1 MOKJIMBUMHU
EKCTpaMEIyJIPHUMHU TPOSIBaMH, JOCTOBIPHUX JOKa3iB IXHLOI poJii y 30UIbIICHHI
PHUBHUKY TSOKKHX KPOBOTEY Hapasi Hemae [19].

Excrpamenyiasipui mnposiBH $IK YMHHUK TeMOPAriyHoro CUHIPOMY.
Excrpamenynspui nposisu ['MJI MOXyTh 3yMOBIIIOBaTH PO3BUTOK KPOBOTEY uepe3
JIEK1JIbKa B3a€MOIIOB’A3aHUX MEXaHI3MiB: 1H(IBTpallis OJaCTHUX KIITHH Y TKaHUHH

Ta opranu (MIKipy, CIM30B1 0OOJOHKH, SICHA, TiM(aTUYIHI By3JIH, MEUIHKY, CEIIC31HKY,
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LEHTpaJIbHy HEPBOBY CHCTEMY YU CEpPO3HI OOOJIOHKU) MOUIKODKYE CYAUHHY CTIHKY,
OiABUIIYIOYM 11 JIAMKICTh 1 PHU3HMK PO3PHUBY, YPaXEHHS CIU30BUX OOOJOHOK
(Hampukian, sAceH a00  UUIYHKOBO-KHUIIKOBOTO — TPaKTy)  CYIPOBOIXKYETHCS
3aMajieHHsIM, €pO3isiIMU Ta BUPA3KyBaHHSIM, IO CHPHUSE JIOKAIbHUM KpoBoTeuam. [Tpu
IpaHyJIOLUTAPHUX CAPKOMax MEXaHIYHUI THUCK MyXJMHHOI Macu MOpYIIYyeE
MIKPOLIMPKYJIALID, TOAI SIK MacuBHa 1HOUIBTpalisl TMEYIHKA abo CeJie31HKU
OpU3BOJUTH JI0 TMOPTAJbHOI TIMEPTEH3li, TINepCIVICHI3MYy Ta MOMIHOICHHS
TPOMOOITUTOIICHIT. YpaK€HHS IIEHTPAJbHOI HEPBOBOI CHUCTEMH ab0 OpOITaTbHUX
CTPYKTYp MOXKE 3yMOBJIIOBAaTH BHYTPIIIHLOUEPEITHI YU peTHHAIBHI KpoBOBWIUBH. Lli
[aToOJIOTIYHI TMPOIECH 4YacTO TOEAHYIOTBCS 3 YK€ HAasBHUMH IOPYIICHHIMU
reMocTasy, TakUMHU SK TpoMmOoruToneHis abo JIB3-cunapom, 1o miaBUIINYE
IMOBIpHICTB 1 TSDKKiCTh KpoBoTeu [20, 21, 22].

Kuiniko-i1adoparopna crparugikaunisi pu3uky TsKkkux kposored y I'MJL
3a ganumu gociimpkenns Versluis J et al [1], meroro sikoro Oyino BU3HAYKUTH YacTOTY
Ta (aKTOpu pU3UKY KpOBOTEUl 4-TO CTYMEHS, MO/ OI[IHIOBAJIA PETPOCIEKTUBHO MiXk
14-m Ta 60-M mHEM micist moYarKy iHAyKIiiHOI Teparii. KpoBoTedi kiacudikyBamu
3a mkanoro BOO3, ne 4-i1 cTymiHbs BiAnoBijae araJjbHUM a00 HEOE3NMEUHUM IS
KUTTSA KPOBOTEUAM, a TAKOX PETHHAJIBHUM 13 MOPYUICHHSIM 30pY UM ypaKCHHSM
[MHC. IloreHuiiiHi NpeAUKTOPU BPAXOBYBAJIMCS [0 IOYaTKy JIKyBaHHsA abo [0
MOMEHTY PO3BUTKY KPOBOTEYI.

3a pomomoror 6araroakTOPHOTO PETPECIHOrO aHamizy 3 ypaxyBaHHSIM
KOHKYPYIOUHUX PU3HKIB (IEPBUHHA KIHIIEBA TOYKA — KPOBOTEYA 4-TO CTYIEHs) aBTOPH
ieHTH(IKYBaIM IPOrHOCTHYHI (DaKTOpU B KOTOPTI po3poOku mozeni (n = 341), ski
3roJIOM MEPEBIPUIIN Ha He3allexH1i koropti Banigamii (n = 143). Yacrora kpoBoTey 4-
ro cryneHsi cranoBwia 5,9 % y mnepuiii koropti ta 9,8 % — y BamigamiiiHii.
KymynsatruBHa yactoTta nofiit Ha 60-ii meHb Oyia T0CTOBIPHO BUIIOKO CEPE/l Malli€HTIB
13 BUCOKUM PU3UKOM, HIXK 13 HU3bKUM (Koropta po3pooku: 31 + 7 % npotu 2 =1 %, p
<0,001; xoropra Bamigamii: 25 +9 % mporu 7 +2 %, p = 0,008). B 060ox xoroprax

BUCOKHI PU3UK KPOBOTEU ACOIIIOBABCS MEPEBAXKHO 3 po3BUTKOM JIB3-cunapomy Ta
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nposnideparuBauM nepedirom I'MJIL. TlarienTn BUCOKOTO pU3UKY Ma CYyTTEBO BHIII
piBHI nefikonuTiB (Koropra pospobku: 18,3 mporn 5,8 x 10%m; p <0,001; xoropra
Baniganii: 40,4 mporu 6,6 x 10%m; p <0,001) Ta maxrarmerigporenasu (752 mpotu
312 On/m, p<0,001 i 2130 mporu 833 On/n Bigmosizuo, P < 0,001). Haromicthb
COMaTH4HI MyTalii, TunoBi s npomideparuBaux popm ['MJI (FLT3, NPM1, NRAS,
KRAS, PTPN11, CBL), He Manu CTaTUCTUYHO 3HAYYIIIOTO 3B’S3KY 3 KPOBOTEUEIO 4-TO
cryneHsi. Takox He BHIBICHO acouianii 3 [UTOTEHETHYHUM pPH3UKOM 32
knacudikamiero European LeukemiaNet, Bikom a0o crartio mnauieHTiB. [o
HEe3aJIeKHUX MPETUKTOPIB KpoBoTedi 4-1o crynens yBivnui: MHB Big 1,3 mo 1,5 (1
6air), MHB > 1,5 (2 6aim) Ta kinbKicTh TpoMOOIUTIB < 40 X 10%1 (1 6ax), Bu3HAUCHI
Ha TOYaTKy 1HAYKIIHHOI Teparnii abo Ha MOMEHT KPOBOTeEUI, SKIIO0 BOHAa BUHUKIIA JI0
IHIYKI1MHOT Tepartii.

Y  peTpoCHeKTMBHOMY  aHalli3l, MPUCBIYCHOMY BHYTPIIIHbOUEPEITHUM
kpoBoTeuam (BUK) y marieHTIB 13 HOBOJ1arHOCTOBAaHUM HeE-TPOMIETIOUTAPHUM
['MJI, BCcTaHOBIEHO, IO XiHOYA CTaTh, BUPAKEHA TPOMOOIUTOIICHIS Ta 3HUKCHHM
piBeHb (iIOpUHOTEHY MpU rocmitTaiizauii Oylu He3aJleXKHUMH (aKTOpaMu pPU3UKY
BUK. 3aranpna uacrora cranoBuna 4 % (17 13 423 narienriB), 13 skux 24 %
BUMAIKIB TMPHU3BEIU [0 JIETAJbHOTO HACHIJKY, IMOIMPH MPOBEIEHHS TpaHcPy3iid
TpoMOOLMTIB. Pe3yiapTaTu AOCHIKEHHS CB1IYaTh, IO TsHKKA TPOMOOIMTOICHIS Ha
MoMeHT pgiarHoctukd ['MJI € mpenukTopoM mMONaibIIMX BHYTPIIITHBOYEPETHUX
KPOBOBMJIMBIB, HE3aJIEKHO BiJ PIBHS JICHKOIUTIB, MPUHANMHI cepeJl Malll€HTIB, SKI
OTPUMYIOTh IHAYKIIHHY XimMioTepariro [23].

I'emopariyamii CMHAPOM NpPH TOCTPOMY NPOMIEJOLUTAPHOMY JICHKO3I.
I'TIJI BuHMKae BHACIIOK TPaHCJIOKAIlll reHa pelenTopa PeTUHOEBOT KUCIOTU alibda
(RARo) na xpoMocomi 17, Haligacrilie 3 reHOM MpoMmienonuTapHoro Jeiikosy (PML)
Ha Xpomocomi 15. YHacninok mporo gopmyerbest 3nutuii Tpanckpunt PML::RARA,
AKUA  3yMOBIIOE ONOK  JudepeHIlitoBaHHS Ta KJIOHAJIbHY mpodiidepalrito
npoMienonuTiB. ['eMopariaHuii CMHIPOM € OIHUM 13 HaWTsKUuX yckiaagHeHs [TIJ1,

0 CYTTEBO BIUIMBAE HA TMPOTHO3 Ta PAHHIO JETaIbHICTh. Moro marorenes
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NOB’SI3aHMM 13 KOMIUIEKCHOIO —Koaryjomariero, sika mnoennye JIB3-cunapowm,
rinepdiOpunoni3 Ta TpomOormToneHito. CykymHa MAis [UX MEXaHI3MIB CTBOPIOE
BUCOKMH pPHU3UK KPOBOTEY, 30KpE€Ma BHYTPIIIHBOYEPETIHUX, SKI € OCHOBHOIO
npuuuHOl0 paHHboi cMepti mpu [TLJI. BogHouac Big3Ha4aeThCsA IiJIBUINCHA
CXWJIBHICTh 7O TPOMOOYTBOPEHHS, IO YCKJIATHIOE KIIIHIYHE BEICHHS JaHUX
naiieHTis [24].

VY (}izionoriyHux ymoBax Micis YUIKOMKEHHS CYIMHHOI CTIHKU BiJOyBaeThCs
BUBUIbHEHHS! TKaHMHHOTO (paktopa (TF), sxuit axtuBye daxrop VII. AxTuBOoBaHMI
daxtop VII (VIIa) y HEBENMUKUX KUIBKOCTSIX 1HIIIIOE aKTUBAIlil0 (akTopa X, sKUH y
cBoto uyepry aktuBye (aktop V. Kommiexc Xa—Va karamizye mnepeTBOPECHHS
nporpoM6Oiny (II) Ha Tpom6in (Ila). Ha mpomy etami dopmyeThcsl Jullle HEBEJIMKA
KUIBKICTh TPOMOIHY, HEJOCTATHs JIJIsi CTaO1IBHOTO YTBOPEHHS (hiOPUHOBOIO 3TYCTKY,
ajyie IOCTaTHsS IS aKTHBAIlli TPOMOOITUTIB 1 MOCUJICHHS KacKaay Koaryssiii uepes
axktuBaiito ¢akropiB VIII, X 1 V. lle cipuuunse renepariro OUIbIoi KiapkocTi I1a Ha
MOBEPXHI aKTUBOBAHUX TPOMOOIIMTIB, 110 3a0e31euye po3mieruieHHs GiOpuHOTeHy Ha
¢16puH 1 crabimizamiro TpoMmOy. [Ipu HOpManTbHOMY TeMOCTa3l YTBOPEHHS 3TYCTKY
00OMEXY€EThCSl TIISTHKOIO TOIIKOMKEHOTO CHIOTENII0 3aBASKH aHTHUKOATYIIAIHHUM
MeXaHI3MaM: eKcIpecii TpoMOoMoAyliHy, w0 3B'si3ye Ta 1HakTtuBye lla, Ta
eHJI0TeNMabHOTO perentopa nporeiny C (3B's13ye Ta akTuBye npotein C, sskuii pazom
3 nmporeinoM S iHaktuBye [la, Va Ta VIlla) B enmoTenianbHuX KIITHHAX; a TAKOX il
antutpoMOiny 1, mo 3B's13ye Ta inakTuBye Ila Ta pakrop Xa. JlomatkoBo akTHBAIlis
(G1IOPUHOMITUYHOTO NUISIXY CIPHUS€ NEPETBOPEHHIO IUIA3MIHOTEHY Ha IJIa3MiH, IO
3a0e3nedye po3ileryieHHs: (GiOpUHy Ta PO3CMOKTYBAHHS 3TYCTKY IMICIS 3aBEpPLICHHS
TeMOCTa3Yy.

VYV namientiB 13 T'TIJI mopymryeTbcs perymsiis KoaryidmiifiHUX IIJISXIB.
[Mpomienomutu npu I'TIJI ekcrpecyrors HaamipHy KiuibKicTh T®, mpoaykyroTh
3abarato mutokiHiB (IL1P, TNFa) Ta Tak 3BaHUX MyXJIMHHUX IPOKOATYJSHTIB, IO
OPU3BOIUTH A0 HaaMIpHOTO yTBOpeHHs Ila Ta po3BUTKY CHOXHBUOI KOAryjiomarii.

Kpim Toro, mpomienonutu mpu ['TIJI ekcnpecyroTs BuCOKI piBHI aHekcuny I,
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peuentopa Ta aktuBatopa tPA/uPA, mo mnpu3BoauTh A0 HEKOHTPOJIHOBAHOIO
YTBOPEHHS MJIa3MIHY Ta, SK HACHIiJOK, TinepgiOpuHOMI3ZY, 10 CYTTEBO IMiABHILYE
pusuk KkpoBoted. JlomatkoBuUM  (PakTOpOM € TPOMOOLIMTOINEHIs, 3yMOBJIEHa
MPUTHIYEHHSAM MErakapionuTonoe3y OJIaCTHUMHU KIITHHAMU a00 ITUTOTOKCUYHOKO
Ji€r0 XiMiOTeparii, 110 11e O1IbIIE IMiICUITFOE TeMOopariuHui pusuk [24].

I'emopariuni momii mpu ITIJI wmaroTh xapakTepHy KJIiHIYHY KapTHHY.
HaityacTimoro npuuuHOIO JIeTaJIbHUX KPOBOTEY € BHYTPIIIHHOUYEPEHI KPOBOBUIUBH.
3rigHo 31 HBeacekum peectpom I'TIT (1997-2013 pp.), cepen 22 BumaakiB paHHbOI
cMepTi Bl  KpoBoTed 21  OyB  CHpPUYMHEHUM  BHYTPIIIHBOYEPEITHUM
kpoBoBWIMBOM [25]. ¥V 3Biti rpymu PETHEMA, mo BKJIOYaB MAIli€HTIB, SKi
orpuMmyBaiu TpeTHHOIH (all-trans retinoic acid, ATRA) y noeaHaHHi 3 11apyOilIHHOM,
37 13 66 BUMaAKIB CMEPTI MiJl Yac 1HIYKIIi Oyl OB’ s13aHl 3 KpOBOTEUaMHU, 3 SIKUX 24
— BHYTpilIHbOUEpEnHi, a 12 — BHYTpIIIHbOJETEHEBl. Xo4ya OUIBIIICTh JIETAIBHUX
KpOBOTEY Tparuisuiacsi mpotsaroM mepmmx 10 AHIB JIKyBaHHS, OKpewmi (aralibHi
emi30aM crocTepiranucs a0 23-ro aHs iHaykKiii [26].

Tpagumiiina xiMioTeparisi, 30KpeMa 3 BUKOPHUCTAHHSIM aHTPAIMKIIIHIB, MOXE
NOomMONIOBATH KOAryjonariro Ta 30UIbLIYBaTH PHU3UMK TE€MOPAariuyHoro CUHIPOMY.
HartomicTh cxemu JliKyBaHHS 0€3 aHTPAIMKIIHIB, SIKI TOETHYIOTh TPUOKCU MUIIT SIKY
(arsenic trioxide, ATO) ta ATRA, mpoaeMOHCTpyBajdd HHXXYy YacTOTy PaHHbOI
CMEPTHOCTI Ta TSKKOI TPOMOOLIMTONEHII, a TaKoX 3MEHILIEHHS JIeTaJIbHOCTI
BHACIIiOK kpoBoteu [27, 28]. Cuix 3a3HaunTH, 1m0 ATRA BXe MPOTIroM KiJIbKOX
TOAMH TICJA TOoYaTKy Tepamii 3HWXKye ekcrpecito aHekcuny II ta TO
MPOMIETIONUTAMH, IO MPUTHIYYE TinepdiOpuHOII3 1 HOpMami3aIlli KoaryisiiiHOTO
Oamancy [29]. Lleit edekr € mnarodizioJorivHUM OOTPYHTYBAHHSM HETAMHOTO
npusHaueHHss ATRA npu nepmmx migo3pax Ha ['TUI [30, 31], ockinpku mpemnapar
cpusie  audepeHiiamii  JEHKEMIYHUX KIITMH Ta IIBHJKOMY 3MEHIIEHHIO
koarynomnarii. CtaHgapTHa NIATpUMYIOYa Teparis A OpodiIaKTUKKA TeMOpariyHuX
ycknagaens ['TUI Bkirouae tpancdysii TpoMOOUHMTIB aiig JocsTHEHHS piBHSA > 30—

50 x 10%n, kpiompenmmitar mIs miATpUMaHHA piBHS (i6puHOreny > 1-1,5 r/n1 Ta
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CBIXKO3aMOpokeHy miasMy s miarpumands MHB < 1,5 [30]. TToxiOHi pexomenaartii
HaBelleHI Takok y nmocmimkeHHi Lo-Coco et al., mo miarBepamino e(peKTUBHICTH
koMOiHOBaHO1 Tepanii ATRA/ATO y 3HMXKeHHI pU3UKY (aTalbHUX KpoBOTEY [27].
3arajbHi cTparerii npodginakTuku Ta JikyBaHHs. Ctparerii npodilakTuKu
Ta  JIKyBaHHS  TeMmopariyHoro  cupapomy 1pu IMJI  maroteb  Oytu
MYJTFTUKOMIIOHCHTHUMHA ¥  OpI€EHTOBAaHUMH Ha  KOPEKII0 5K CHCTEMHHX
(tpomOoumroneniss, JIB3-cunmpom, rinogiOpuHOreHeMis), Tak 1 JIOKaJIbHHUX
YHHHUKIB KPOBOTEY, a TAKOXK Ha JIIKyBaHHS OCHOBHOTO 3axBopioBaHHs [14]. bazoBum
NiaXoA0M € TpaHcdys3iiHa MIATPUMKA: Y OLIBIIOCTI KIIHIYHUX HACTaHOB JIJIst
CTAal[lOHapHUX TMAIll€eHTIB 13 TeMo0jacto3aMud MPOPUIAKTUYHE TEepEeTUBaHHS
TPOMOOLITIB PEKOMEHAYETHCS TIpH iX piBHi < 10x10%/1. V pasi THMxoMaHKH, aKTHBHOL
iH(deKIii, mepea 1HBa3UBHUMU TIpolielypamMu abo 3a HasBHOCTI KPOBOTEU1 JOIIJILHUM
€ MifBHIIEHHs moporoBoro pisas 10 20-50x10%/1, 3amexHo Bix KimiHi4HOT cHTYAL.
[{i miaxoau IPYHTYIOTHCS Ha MPOCIEKTUBHUX 1 CUCTEMATUYHHUX JIOCIIKEHHAX, SKI
MOKa3ajd, MI0 BUKOPUCTAHHS HUXKYOTO TMOPOTY HE 30UIbIIYE YAaCTOTH TSKKUX
KpPOBOTEY y CTaOUIbHMUX MAIll€HTIB, BOJHOYAC 3MEHIIYIOYM MOTPedy B KOMIIOHEHTaX
KpoBi [32]. Uepe3 uacti TpaHcdy3ii y XBOpUX Ha JICHKeMilo pedpakTepHICTh 10
TPOMOOLIUTIB € MOMIMPEHO0 MpobieMoro. BoHa BH3HAYA€THCA SK HEAOCTATHE
MIJBUIICHHS PIBHA TPOMOOLMTIB Ticis mepenuBaHHg. Y moHaa 80 % Bumaakis
OpUYMHA Ma€ HEIMYHHUW XapakTep — TiABHUINCHE CIOXKUBAaHHSA TPOMOOIIUTIB
(cruteHOMeraist, KpoBOTeua, 1H(MEKIsA, TMXoMaHnka, JIB3-cuaapoM, MeanKkaMeHTO3HI
BIuMBH) [33]. IMyHHI YMHHHKH, TEPEBaXHO aOIMyHi3aiis g0 aHTtureHiB HLA,
CTAaHOBJISATh MEHIIY, ajieé KJIIHIYHO 3HAuYylly YacTKy BHUNAAKIB. {7 maiieHTiB 3
pedpakTepHicTIO 10 TpaHC(y3iid ONTUMAILHOI MOXKe OyTH TepaneBTUYHA CTpaTeris
nepeauBaHb, TOOTO BBEICHHS TPOMOOIMTIB JIMINIE IPH KPOBOTEUaxX abo Iepe
XIpypriYHMMH  BTpydaHHSIMU. E(QeKTUBHICTh  albTEepHATUBHUX  MIAXOAIB  —
oe3rnepepBHUX 1H(Y31i TPOMOOITUTIB, BBEJCHHS IMyHOTJIOOYIIIHIB YU TIJIa3MOOOMIHY —

3aJIUIIAETHCS HEMITBEPIKEHOIO.
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Cepen maIi€eHTiB, y SKUX KIIHIYHI YUHHUKU HE TOSCHIOIOTH pedpaKTepHICTh,
OCHOBHOIO IMYHOJIOTIYHOIO MPUYMHOIO € QJIOIMyHI3aIlisl 10 aHTUTEHIB JICHKOIWTIB
monunn (HLA). Ii ¢opmyBaHHs 3a3BH4Yaii 3yMOBIEeHe MONEPETHIMU BaTiTHOCTAMHU,
reMoTpancy3isiMu a00 TpaHCIUIaHTAIIsIMA opraHiB. Pesynbratu nocmiimxenus TRAP
MoKa3ajdu, L0 JICHKOPEIyKIlis KOMIIOHEHTIB KpOBI 3HAYHO 3HIXKYE YaCTOTY
anoimyHizarii Ta pedpakrepHocTi y narieHTiB 3 ['MJI, siki OTpUMYIOTh 1HIYKIIHHY
ximiorepamito. Y pasi miarBepmxeHoi HLA-amoimyHi3amii BUKOPHUCTOBYIOTh TpPH
OCHOBHI HIAXOAM A0 MiA00pPY JOHOPCHKUX TPOMOOIUTIB: MEPEXPECHE TECTYBAHHS
TpoMOOIUTIB (1HKYOAIlisi CUpPOBAaTKH TalliEHTa 3 TPOMOOIIUTaMH JOHOpA JIJIsl OILIHKU
ixapoi cymicHocti) [34], HLA-tunyBanHs (migdip TOHOPIB i3 CYMICHICTIO 3a
antureHamu HLA-A ta HLA-B ximacy 1) [35], crpareris yuukHenns HLA (BigOip
TPOMOOLIMTAPHUX KOHIICHTpATIiB 0€3 aHTUTEHIB, 10 SKUX Yy Talll€HTa HasBHI
cnenudivni amoanturiaa) [36].

3acTtocyBaHHs aHTU(IOPUHOMITUKIB, 30KpeMa TpaHEKCaMOBO1 KHCJIOTH, Hapasi
JOCIIJDKYETBCSL Y HH3LI PaHJOMI30BaHUX KOHTPOJILOBAaHMX BHUIIPOOYBaHb Cepesl
MAIiEHTIB 13 TeMaTOJOTTYHUMHM 3JIOSKICHUMHA HOBOYTBOpeHHsMHU [14]. Pesynbraru
3aJIMIIAIOTHCS CYTIEPEWIMBUMM: SIKIIIO PaHHI JOCHIIPKCHHS Ta METaaHaII31 CBIIUYMWIN
PO MOXKJIMBY KOPUCTh Yy NMEBHUX KJIIHIYHUX CHUTYallisX, TO HOBIII BUIPOOYBaHHS 3a
y4acTI0 TMAalll€HTIB 13  XIMIOTEPAMi€l0-1HAYKOBAaHOK  TPOMOOLUTONEHIED  HE
IPOEMOHCTPYBAJIM JOCTOBIPHOTO 3HM)KEHHS YaCTOTU KJIHIYHO 3HAUYIIUX KPOBOTEU
yu notpebu y TpaHchysiax. OTxke, PYTHHHE 3aCTOCYBaHHS TPaHEKCAMOBOI
KHMCJIOTH Yy BCiX mauieHTiB 3 TMJI He peKOMeHAyeThcsa. [i MOXKHA pO3IIAnaTH
IHIUBIyAIbHO — Y pa3l BUpaxeHoro rinepdiOpuHoizy a00 JOKATBHUX TKKUX
KPOBOTEY — 13 ypaxyBaHHSIM PU3HKY TPOMOOTHYHHMX YCKJIaJIHEHb, OCKUIBKH OKpEMi
JTOCTIJDKEHHST BKa3ylOThb Ha TIJBHUINCHHS PU3UKYy TpPOoMOO3iB 0e3 3MEHIIEHHS
remopariuanx nomik [37]. BimmoBimHo mo pekomenmamiii NCCN, TpanekcamoBa
KHCJIOTa MOXe OyTH BUKOPUCTAHA y MAIlIEHTIB, K1 BIIMOBISIOTHCA BiJ TpaHCc]y3iid,

3a piBHs TpomGoumTie < 30 x 10%/1 [38].
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Oxkpemi KJIIHIYHI [EHTPU MOBIIOMIISUIM MPO BUKOPUCTAHHS PEKOMOIHAHTHOTO
dakropa VIla mpu BHyTpimmHBbOUEpemHHX KpoBoTedax [39] Ta pekomMOIHAHTHOTO
TpoMmOoMonyiny [40], ogHak AaHi Opo iXHIO €(EeKTUBHICTh OOMEXeHI dYepes

HEBEJIMKI BUOIPKH TAIlIEHTIB.

Bucnosxu

1. lemopariyHuii CHHIPOM 3aJMIIAETHCA OJHUM 13 TMPOBIAHUX YMHHHUKIB PAHHBOT
CMEPTHOCTI Tpu TrocTpoMy wmienoigaomy neiko3i (I'MJI), ocobmmBo mpoTsirom
nepmux 60 naHIB Teparnii. HMoro mnarorenes 3YMOBJICHUHA TMOEJHAHHAM TSXKKO1
tpoMOonuTorneHii (3okpema IV crymens 3a Common Terminology Criteria for
Adverse Events v5.0), mucdyskmii TpomObouwmtiB, JIB3-cuHmpomy Ta BIUIUBY
MOJIEKYJIIPHO-TEHETUYHUX aHOMalii, Takux sSK peapamwxkyBaHHa reHa KMT2A.
CykynHa ais nux (akTopiB 3yMOBIIIO€ BUCOKUHM PU3HK KPOBOTEY, IEPEBAKHO Yy MEPIIi
THOKHI ITICJIST BCTAHOBJIGHHS JiarHO3y Ta MM 4Yac IHAYKIIHHOI XiMioTepamii, KoJu
4acToTa TSHKKUX TeMOpariuHux noai Mmoxe pocsararu 10-15 %.

2. CygacHa cTpareriss BeaeHHs mamieHTiB 13 ['MJI mepenbauae iHTErpartito
MOJIEKYJIIPHOI J1arHOCTUKM Ta MOHITOPUHTY MIHIMAJIBHOI 3aJMIIKOBOI XBOPOOH 3
METOI0  IHAWBIiMyami3aiii Tepamii Ta MiHIMI3alii TeMOpariYyHUX  PU3BHKIB.
[lepcrieKTUBHUM HampsIMOM € 3aCTOCYBaHHS Tpomboemactorpadii Ijsi KOMITJIEKCHOT
OIIHKY KOATYJISIIMHOTO CTaTyCYy.

3. AnropuT™M Niif TIpU aKTUBHIM KpOBOTE€Ul Ma€ BKIIOYATH IIBUAKY OIIHKY
reMOAMHAMIKH, HEBIJIKJIAJIHY KOPEKLII0 TPOMOOUUTONEHIl (TepMiHOBE MEpETMBaHHS
TPOMOOIIMTAPHUX KOHIIEHTPATIB), 3aMIiCHY Teparito (GakTopaMmu 3ropTaHHs, KOHTPOJIb
JoKepena KpoBoTedl (€HJOCKOMIUHI ad0 XIpypriuHi BTpY4YaHHS 3a MOKAa3aHHSMH) Ta
TICHY B3a€MOJII0 3 (paxiBLSIMU IHTEHCUBHOI Teparii. [Ipy BHyTpiliHbOUEepenHuXx ado
pPETHUHAIBHUX KPOBOBHWJIMBAX PIIIEHHS LIOAO 1HBA3MBHOI'O BTPYYaHHS NMPUHMAETHCS
MYTBTUANCIMILIIHAPHO 3 ypaxXyBaHHSM TMPOTHO3Y JieliKkemii Ta MOTOYHOTO

TeMaToJIOTTYHOTO CTaTyCYy.

ornaav NITEPATYPU & LITERATURE REVIEWS 218



FEMATONOTrIA | NEPENTMBAHHA KPOBI: 36IPHUK, BUMYCK 43, 2025
HEMATOLOGY AND BLOOD TRANSFUSION: COLLECTED PAPERS, VOLUME 43, 2025

4. JI5isi BUBHAUCHHS 1HTEHCUBHOCTI MOHITOPUHTY Ta BUOOPY TE€pPaNeBTUYHOI TAaKTUKHU
HeoOXimHa cTpatudikaimisi PU3HKY TeMOopariyHoro cuHapomy. Jlo KITHOYOBHUX
napaMeTpiB Hanexarb mnokasHuku Mmkanu ISTH ans [IB3-cunnpomy, piBeHb
bi0puHoreny, mporpoMOinoBuii yac (ITH), mikHapoaHe HOpMasi30BaHE BiIHOIICHHS
(MHB), ctyniab TpOMOOITMTOIEHII, IIMTOTCHETUYHI Ta MOJICKYJSIPHI MapKepH, a
TaKoX KIIHIYHI TPOSIBU M eKCTpaMenyisipHi ypaxkeHHs. IlamieHTH 3 BHCOKUM
PU3UKOM MOTPEOYIOTh OUIBII IHTEHCUBHOI TpaHC(]y31iHOT MIATPUMKH Ta YaCTIIIOTO
71a00paTOPHOTO KOHTPOJIIO.

5. [lpodinaktuka Ta JIKyBaHHS TeMOpariyHUX YyCKJIaJHEHb IOBUHHI OyTH
IHTETPOBAHUMH 3 OHKOTEMATOJIOTIYHOIO cTparteriero. IIBuakuii moyarok crerupigHoi
teparmii ['MJI — wsanpuknan, 3acrocyBaHHs ATRA/ATO npu  rocrtpii
npomienouutapuiit sevikemii (I'TIJI) — mg03BoJsie MIBUAKO 3HU3UTH aKTUBHICTh
koarynonarii. B iHmux migrunax ['MJI nominbHO onTUMI3yBaT TEPMIHU 1HYKIIHHOT
Teparii Ta BpaxOByBaTH IOTEHIIMHWI BIUJIMB TapreTHUX areHTIB Ha TIeMOCTas.
HeoOxi/1HOIO CKJIaJ0OBOI0 CYy4acCHOTO MEHEIKMEHTY € CTaHJapTH30BaHI MPOTOKOJIH
TpaHC(y31HHOT TIATPUMKH, IIOJCHHUNW MOHITOPUHT KUIBKOCTI TPOMOOIHTIB 1
OCHOBHUX TIOKa3HUKIB KOAaryJorpaM TMpOTIroM IHAYKIIHHOI Teparii, a TaKox
KOOpJMHAINS  PIMIEHb Yy  MeXaxX  MYJIbTHAUCIUIUTIHApHOI  KomaHmu  [12].
[nauBigyanizoBaHa cTparudikallis pU3UKy KpOBOTEY 13 YPaXyBaHHSIM JIA0OpAaTOPHUX,
KJITHIYHUX Ta MOJIEKYJSIPHUX MapaMeTpiB J03BOJISIE€ ONTHUMI3YBaTH NPOQIIaKTHKY Ta
JIKyBaHHSA, IO B KOMIUJIEKCI CHpPHSIE 3HMKCHHIO YaCTOTH TSKKHUX TEeMOpariyHux
YCKJIaJAHEHb 1 TOKPAIIEHHIO 3araJIbHOTO MPOTHO3Y MAIIEHTIB 13 TOCTPUM MIEJIOITHUM

JIEUKO30M.

Kon¢uiikT inTepeciB: aBTOpH 3asIBISAIOTH PO BIJCYTHICTH KOHQIIIKTY iHTEpECIB.
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