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BN PE3IOME

BeepeHnue. Ha npotsaxenunn nocnegHux gecatunetuit 6uin paspaboTaH psg KnaccudpmKaumii U ux OBHOBAEHMA ANs OCTPbIX
muenonpHbix nenkosos (OMJT) u muenoamcnnactmueckux cungpomos (MIAC). MuenomaHsie Hosoobpasosanus (MH) no-
cne npeawecTsyloLLei TEPAnuM Apyrnx 3a60neBaHUit UMenu pasHble ob6o3Hadenus. B 5-i pegakumm knaccnbukaummn BO3
yKa3aHHble HoBoOObpasosaHus onpeaeneHsl kak MH nocne untotokeunueckon repanmm (nll-MH). Mpo6nema esibopa Tepa-
nun nLl-MH Bo MHOrom cBA3aHa ¢ paHee NPoBeAEHHbIM IEYEHNEM NEPBOTO OHKONIOMMYECKOrO 3060N1eBaHMS.

Llens: npeactasute TpyaHocTH knaccudumkaumn MH, MHAYLMPOBAHHBIX NPeALecTBYOWEN LUTOTOKCUYECKON XMMMOTepa-
MUEN OHKOreMAaTONOrMYECKOro 3060N1EBAHMS M CONMAHOM OMYXONM, Q TAKXE CIOXHOCTU OnpeaeneHns NporHo3a u Buibopa
MeToaa NneveHms.

OcHosHble ceepgenuns. Onucanbl Habnogeuns MIOC nocne xumuorepanuu OMJT u OMIJT nocne npotBooNyxonesow
Tepanuu octeocapkomsl. [oapobHO M3NOXeHb AHAMHES, AMArHOCTUYEeCKMe NpoLuenypbl, 06ocHoBaH BbiGop neverHus. O6-
cyxpaetcs ctpatudmrkaums pucka bonbHbeix MH, accoummpoBarHbIMM C NpeALWEeCcTBYOWEN LUTOTOKCUYECKOM TEPANUEN.

KnioueBble cfoBaA: BTOPUUHLIE OCTPLIE MUENOWOHLIE NENKO3bI, BTOPUYHBIE MUENTOAUCTINIACTUYECKME CUHAPOMBI, MUENOWAHEIE HOBOODBPA3OBAHMS NOCNE Uk~
TOTOKCHMYECKOM XMMUOTEPANMUM, STUONOTUS, NATOrEHES, KIIMHUKO-TAB0PATOPHLIE NPU3HAKM, MPOTHO3, fleYeHne

KoH$pnukT nHtepecos: asTops 3asBA3I0T 06 OTCYTCTBUM KOHGMMKTA MHTEPECOB.

McTouHnKN GUHAHCMPOBAHUS: CCNef0BAHME HE MMENO UHAHCOBOW NOALEPXKKM.
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ACUTE MYELOID LEUKEMIAS AND MYELODYSPLASTIC
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BN ABSTRACT

Introduction. Over the past decades, a number of classifications and their updates have been developed for acute myeloid
leukemia (AML) and myelodysplastic syndromes (MDS). Myeloid neoplasms (MN) after previous therapy for other diseases
had different designations. The fifth edition of the WHO classification provides the most accurate definition of these neo-
plasmes — MN post cytotoxic therapy (MN-pCT). The problem of choosing therapy for these MN is largely related to previ-
ous treatment of the first oncological disease.

Aim: to present the difficulties of classifying MN induced by previous cytotoxic chemotherapy of a hematologic malignancy
and a solid tumor, as well as the difficulties of determining the prognosis and choosing a treatment method.

Main findings. Clinical cases of MDS after chemotherapy of AML and AML after anticancer treatment of osteosarcoma are
described. The anamnesis, diagnostics procedures are reported in detail, and the choice of therapy is justified. Risk stratifica-
tion of patients with MN associated with previous cytotoxic therapy is discussed.
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cal and laboratory signs, prognosis, treatment
Conflict of interest: the authors declare no conflict of interest.
Financial disclosure: the study had no financial support.

For citation: Valiev T.T,, Shirin A.D., Kokhno A.V., Antipova A.S., Baranova O.Yu,, Frenkel M.A., Palladina A.D., Senchenko M.A. Acute Myeloid leukemias and
myelodysplastic syndromes associated with previous cyfotoxic therapy. characteristic features, prognosis, and freatment approaches. Russian Journal of Hemato-
logy and Transfusiology (Gematologiya i transfuziologiya). 2025; 70(1):97-113 (in Russian). https://doi.org/10.35754,/0234-5730-2025-70-1-97-113

BBenenue

Kraccugurayuu u mepmunonoeusn. C momenra nybnuka-
MU NepBoii KaaccupuKanum OCTPbIX MHUEJOUAHBIX Jei-
kozoB (OMJI) u muenopmucniacTHyecKux CHHAPOMOB
(MC) no nacrosinero BpemeHu MHUeJIOU/IHbIE HOBOOOPa-
soBanust (MH), nuarnoctupoBanHble MOCIE UTOTOKCH-
9EeCKOU Tepanuu, MMear pasJMYHble HA3BAHUS: BTOPUY-
Hble, CBsA3aHHBIE ¢ npepwecTtsylomei tepanuen (r-MJIC
u 1-OMJI), 1 MH nocne uuroroxcuueckoél tepanumn
@UT-M/IC u nlIT-OMJI). Bo dpanko-amepurano-6pu-
ranckoit (DAB) knaccudburanuu 8 1982 r. [1] 6611 BHIIE-
JeH Tak HaspiBaemblil Bropuunsiii MJIC, koropslit passu-
BaeTCs IocJie BO3AEMCTBUS Ha OPraHU3M NPOHUKAIOLIEH

paavanuy M/Miavd XUMHUONPENapaToB M B OOJIBLIMHCTBE
ciayuaeB xapaxTepusyercsi pubposom u rumnomnasuein
KOCTHOI'O MO3ra C OOJIBIIINM KOJHMYECTBOM KOJIBIEBBIX
cunepobaacros. B ornomwenun OMJI u M/IC B knaccu-
¢puxannu BO3 or 2001 r. cranm ncnonbpsoBarb TepMUHBI
«OMJI u MJIC, cBsizannsble ¢ Tepanuein» [2, 3].

B onHoit us nepsbix paboT, MOCBSIEHHON 9TOMY BapH-
anty OMJI, onucansl xapakTepHble IPU3HAKU: BbICOKAS
4acTOTA BOBJIEYEHMSI PASHBIX MUEJIOUIHBIX POCTKOB KPO-
BETBOPEHMSI M 4aCThle AHOMAJMU KAPUOTUINA, CJIOKHOCTH
kaaccudUKalMy U HU3Kasi BEPOSTHOCTh OTBETa Ha Tepa-

nuio [4]. B knacendpukanmu BO3 or 2017 r. [5] ncnosns-
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30Bajiu 2 TepMUHA: «<BTOPUYHBIE MMEJOUHbIE HOBOOOpa-
soBanusa (B-MH)» k koTOpsIM OTHOCATCS BTOpPUYHBIE
MIAC, OMJI u muenogucriacTuyecKue/MUEIONPOIH-
dbeparusnbie HoBoobpasosanus (MIAC/MITH), a raxxe
«muesonponudepaTuBHbIe HOBOOOPA3OBAHU I, CBA3AHHbBIE
¢ npeawecTBylomwei tepanuei», oobepuusiomume MJIC,
OMJI, MJIC/MIIH. Cornacno knaccudukanuun BO3
2022 r. [6], pasauuaror B-MH ¢ nacnencrsennoit npen-
PACHOJIOKEHHOCTBIO, KOTOPble OOBIACHSIOTCS yHACJeNo-
BAHHBIMU WMJIM BO3HUKAIOLIUMU de 20V0 TePMUHATBHBIMU
myranusamu [6], 1 MH, Bosnukawumue sBropuvno, nocie
LUTOTOKCUYECKOU Tepanmu.

OreuecrBennass tepmunosnorus B-MH npencrasnena
B nybauxanuu 3.11. Acaynenxo u coasr. [7]. MH c na-
CJIeACTBEHHON (repMMHAJIBHON) MPEeAPACIIOI0KEHHOCTHIO
meTanbHO PpaccmarpuBalorcs B kaaccuduxanuun BO3
ot 2017 r. [5], cornacHo KOTOPOI BBIAESAIOT TPU TPy IIIIbI
HoBoobOpasosanuii: 1) MH ¢ nacnencrsennoit npenpac-
HOJIOXKEHHOCTBIO 0€e3 IpeAlecTBYIOMEro 3aboseBaHus
WM OpraHHoi AMCYHKLIMU, NPU KOTOPBIX HaeHTHUU-
uupytorcss repmunansibie myrauuu CEBPA w DDX4];
2) MH c¢ nacnencTseHHOM NPeapacoNoKeHHOCTBIO U pa-
Hee CyLIeCTBOBABIIMMHU HAPYLIEHUSMU TPOMOOLMTOB,
IPU KOTOPBIX MAEHTU(ULHUPYIOTCS F€PMUHAJIBHBIE My Ta-
uun RUNXI, ANKRD26 w ETV6; 3) MH ¢ nacnencrsen-
HOM MPeAPACIIONIOKEHHOCTbIO M APYTMMM OpPraHHBIMU
pucdynkumsamu. dra rpynna MH srirowaror BapuanTsl
¢ repmunanbaoit myrauueit GATA2 v npyrue MH. Taxoke
BBIIEJISIIOT «KJACCUYECKHME» CUHAPOMBI HACJIEACTBEHHON
NpepacHoIOKEHHOCTH K OHKOJOTMYECKMM 3ab0seBaHu-
am ¢ myranusmu 1P55 v CHEKZ, xoropsle moryT nmpusec-
tn k passuruio MH [8].

Haubonee TouHo mHAy M pPOBaHHBI XapaKTep KIOHATb-
HBIX HAapyILIEHUI I'eMON023a OTPA’KAET TEPMHUH «MHUEJIO-
unusle Hooobpasosanus (MJIC, OMJI u M/IC/MITH)
uurorokcuvyeckoi rtepanuu (mlLlT-MH)» [6].
OpHako OH elle He MOJYyYUJ TOBCEMECTHOrO PAacIpo-
cTpaHeHus. Dosbluee pacnpocTpaHeHWe MMEIOT TEPMU-
bl «OMJT u MJIC, cBsizannslie ¢ repanueii», nau T-OMJI

u t-M/IC. Ilox TepmMUHOM «IIUTOTOKCUYHOCTb» MOHMMA-

ImocJje

etcs addexT, BLI3BIBAIOIUY JUBUC KIETOK B PE3yJsbTaTe
BO3/EMCTBUSI XMMHUOIIPENAPATOB WJIU JLyY€BOrO BO3AEHCT-
Bust. Llurorokcnueckue npenaparsr no MesxxayHapoaHoi
aHATOMO-TepaneBTUYeCKO-XUMUYEeCKOl Kiaaccudpukanum
obosnauensl konom L «[Iporusoonyxosnessie mpenapars
u ummyHomoayasitopsl» [9]. B Hacrosmeit crarbe ncnosn-
30BAaHO MOHSATHE «LUTOTOKCUYECKAst XUMHoTepanus» [6].
Hapsny ¢ sxcnepumenTanbHbimu paboTamu, XapaKTepH-
3YIOIMMU KaHleporeHHbll addekT XMmuonpenaparos,
umerorcst onucanuss MH nocne nuroroxkcuueckoit repa-
UM 3J0KAYECTBEHHBIX OILyXOJIEM Y HEOHKOJIOIMYECKUX
sabosesannii [10-14].

Onudemuorozusn. Yacrora r-MH cocrasnsier 10-20 %
or Bcex cayuaes OMJI, MIC u MJIC/MIIH [5],
-OMJl — or 2 no 10% or sBcex OMIJI [4], a -MJIC —
10-15% ot Bcex MJIC [15]. Haubonee uwacteimm co-
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npenwecrsyommumu  OMJI,
SBJSIIOTCS PaK MOJIOYHOM >KeJsle3bl, pPaK JIETKOTo, pak

JUAHBIMU  OILy XOJISIMHU,
suuek, pak smanukos [11]. Ilpu uccaenoBanun apxwu-
Ba Gruppo Italiano Malattie EMatologiche dell’Adulto
(GIMEMA) [16] 6biu nmpoaHanuaupoBaHbl [aHHbBIE
2964 Gonbueix OMIJI, y 8% 6biin npemwecTtsyomme
omyxonu cucremsl Kposy, Brawdas M/C, a raxke num-
doma XomkKkuHA, HEXOIKKUHCKUE JUMMOMBI, MHO-
>KeCTBEHHAasl MUeJIoMa, UCTUHHAasl nojaunuremus. Puck
manudecranuu T-MH nossimasncs uyepes 1-5 ner nocue
nposeneHHoi xumuorepanuu [12], a mocse BbimonHe-
HUSI TPAHCIJIAHTALMY &Y TOJIOTMYHBIX F€ MOMIO3TUIECKUX
CTBOJIOBBIX KJIETOK — uepe3d l-2 roma, mo mucreyeHumn
10 ner aror puck ymenbmasncs [17, 18]. Takum obpa-
som, wacrora passurus 1-MH onpepensiercs cpoxamu
HabmoneHust 3a OOJBHBIMM, MOJYYAIOLMMU IIPOTHBO-
OILyXOJIEBYI0 TEPANMUIO, M KAaHLEPOIeHHBbIM IMOTEHLMA-
JOM LUTOTOKCHYeCcKuX mnpenaparoB. Hawubosee wacro
t-OMJI pasBuBawTCcsi mocie jge4eHUsT HEXOMXKKUHCKUX
numdom (4,80 %), paka mosnounoii xenesnt (o 4,97 %),
octporo aumdobaactaoro seiikosa y nmereit (2,90 %),
a Taxske repmuHorenusix omyxousert (1,90%), paxa ner-
kux (1,90%) u gp. [19]. Ocobslit nnTepec npeacraBasior
cayuan OMJI, BosHMKIIME TOJBKO mOC/E XUpyprude-
CKOTO JIEYEeHM sl 3JI0Ka4eCTBEHHBIX omyxouei [16].

AHanus [aHHBIX JIUTEPATYPbl U COOCTBEHHbBIX Hab0/1e-
Huii npeacrasieH B cratbe E. B. [lompauesoii u coasr. [14],
COIJIACHO KOTOPBIM K HEOHKOJIOTMYECKUM 3ab0JieBaHUSIM,
10 MOBOAY KOTOPBIX HAa3HAYAJIMCh LIUTOTOKCUYECKUE XU-
MUOIpenaparbl, OTHOCSITCSI &y TOUMMYHHbIe 3a00J1eBaHusl,
BKJIIOUasi PEBMATOM/HBINA apTPUT, ICOPUA3 U APyTHe HO-
sosornn. Yacrora BOBHMKHOBEHMSI WMHAYLMPOBAHHBIX
repanueit MH nocrenenno Bospacrana B pesysnbrare no-
BbilIeHUs] 9(PPEKTUBHOCTH JIy4eBOH M MHTEHCUBHOU Xu-
MHOTEpanuu ¢ uiu 6e3 MHQPY3UU reMONOITUIECKUX CTBO-
JIOBBIX KJIETOK U y BEJIMYEH NS ITPOAOKUTETbHOCTH KUSHU
GOTBHBIX OHKOJIOTMYECKMMU, OHKOTeMaTOJOrMYeCKUMU
Y HEOHKOJIOTMYeCcKumu 3abosieanusimu [16].

Imuoroceus. K arnonornueckum ¢axropam t-MH, co-
rinacHo kiaaccupukanuun BO3 2017 r. [5], nomumo sy-
4eBOM Tepanmuu WM I[POHUKAWUIEH paguanuyd OTHOCST
CJIe[lyOlIMe LUTOTOKCUYECKUE ATEHTBI AJKUINPYIOLNe
npenaparsl (meadanan, nukiaopocdamus, TPOU3BOAHbIE
HUTPO30MOYEBHHBI, Xjopambyumi, Oycyabdan, kapbo-
NJIATUH, IUCIJIATUH, AaKapbasuH, npokapbasuH, kapmyc-
tuH, mutomunua C, THOTena, JOMYCTHH); MHIMOUTOPBI
tonousomepassl 1l (sTonosun, Tenunosun, moxcopy6u-
LMH, JayHOPYOHIIMH, MUTOKCAHTPOH, AMCAKPUH, AaKTUHO-
MUIMH); aHTUMeTabonuTsl (THOmypuHbl, MHuKOodeHoaTa
moderns, pnynapabun); aHTUTYOyIMHOBbIE Mpenaparsl,
0COOEHHO B KOMOMHALIMY C APYTUMHU areHTamu (BUHKpPUC-
THUH, BUHOJACTUH, BUHE3UH, MaKJIUTAKCEJ, TOLEeTaAKCeI).
B knaccudbuxanun BO3-2022 [6] x daxropam, unmy-
nupytomum MH, ornecensr nuruburopst PARP1 (Poly
(ADP-ribose) polymerase 1): onanapub, nupanapub, py-
kanapub, Tanasonapuo.
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Ony6aukoBanbl COODBLIEHUST O «BTOPBIX» 3JIOKade-
CTBeHHBbIX omyxossx, Bkawdas MH, nmocse repanum
T-numdounrtamm ¢ XMMEepHbIM AaHTUTE€HHBIM PELENTOPOM
[20-23], koTOpBle ObLIN 3apernCTPUPOBAHBI B CHCTEME
OTUETHOCTH O HEXKEJIATEJIbHBIX SIBJEHUAX YIPaBJIEHUS
[0 CAHUTAPHOMY HaA30py 34 Ka4eCTBOM IHILEBBIX MPO-
ayxktoB u meaukamenrtos [24, 25]. Opgnako x npuumH-
HO-CJIEICTBEHHOM CBSI3U «BTOPbIX» OILyXOJIell U Tepanuu
T-numdounrtamm ¢ XMMepHbIM AaHTUTE€HHBIM PELENTOPOM
CJIelyeT OTHOCUTBCSI C OCTOPOXKHOCTBIO, IIOCKOJIBKY OHA
NPOBOAMTCSL TOCJIE IMPEALIECTBYIOIIEH XUMHUOTEPANNH,
obnapaweii kanueporeHHbiM 3 dexTom.

Ocobennocmut-M/[C. Cornacno MAB-knaccuduranun
[1], xapaxkrepubimu uepramu M/IC, passusmmmucs no-
cJle MPeAIIeCTBY e XMMUOTEPAINY W/WIN JIy 4€BOX
Tepanuu, SBJSIIOTCHS TUMNOKJETOYHBIM KOCTHBIM MO3T,
Hasuuue Gpubpo3a CTPOMBI, a TaK)<e BHICOKAs 4acTo-
Ta OOHapy>XeHHMsl B KOCTHOM MO3Te KOJbLEBBbIX CHUE-
pobnacros. [Ipyrue uccnenosarenu [26] k TUnNUIHBIM
nposisinernusam 1-MJIC orHocar Beicokylo uacToTy 006-
Hapy>XeHUsl MyJAbTHIMHEHHON aucnnaszun. Ormedensr
3HAYMMBble PAas3JUuYMsl B 4aCTOTE OOHAPYIKEHUS XPOMO-

comupix anomanuit npu MJC de novo u T-MJIC [27]
(tabm. 1).

Menunana nareHTHOro mepuosa MeKAy JLy4eBbIM Jiede-
HueMm nepsoro 3aboseBanus u guarnoctuxoit T-MH 6osb-
1Ie, Yem MOcje XMMHUOTEPANUU UM KOMOMHUPOBAHHOIO
xumunosydesoro jgedenus (11,2 u 7,1 mec. coorsercraen-
Ho, p = 0,0005). [lpumenenue nurubUTOpOB TOMOM3OME-
passl 1l 1 ankunmpyomux nmpenaparoB acCOLMNUPOBAHO
c GoJsiee KOPOTKOH NPOAOJIKUTENbHOCTHIO JATEHTHOIO
NepUo/a 10 CPABHEHUIO C MCIOJIb30BAHUEM TOJBKO AJIKH-
JMPYIOIMX NpenapaToB (MeaMaHbl JIATEHTHOrO NEPUOAA
6,0 u 8,4 rona coorsercrsenHo, p = 0,02) [28].

Ocobennocmu t-0OMJI. Ocobennoctu T-OMJI nocae Tepa-
nuu uHrubutTopamu tornousomepasel 11 BraOuaoT Gonee
KOPOTKUM JIATEHTHBIM NEePUOJ MEXXy MPeAlleCTBYIOLINM
sabosnesanuem u nuarnoctukoit T-OMJI (2-3 rona), manu-
decranuio neiikosa 6es craguu M/IC u 6onee 6naronpu-
ATHBIA OTBET Ha MHTEHCUBHYO MH/YKIMOHHY IO TEPATIUIO.
Tpancnokaunu ¢ yuacruem renos KMT2A 8 11q23.3 nnn
RUNXI B 21q22.1 pocrarouHo pacnpoCTpaHeHbI B 9TOM
noarpynme [13]. lna 6onpmuncrsa nabaonennii T-OMJT
nocJie aJKMJINPYOIIUX IIPEnaparoB XapaKTePeH JATEHT-

Tabnuua 1. Pasnuuma 8 uactote xpomocomnbix aromanuii npr MIC de novo u MIC, ceasannbix ¢ Tepanueii [27]
Table 1. Differences in the frequency of chromosomal abnormalities in MDS de novo and therapy-related MDS [27]

XpomocomHbie abeppatmm

Chromosomal aberrations

MIC de novo
MDS de novo
(n=1377)

Yactota xpomocomHbix abeppauuit, %
Frequency of chromosomal aberrations, %
MIC, cBsazaHHbie c Tepanunen
Therapy-related MDS
(n=252)

Konunuectso XxpoMOCOMHbIX aHOMANUii
Number of chromosomal abnormalities 12 2] <001
Funepgunpounublﬁ KapuoTtMn % 13 <0,001
Hyperdiploid karyotype

Yactuunele ytpatsl xpomocom/ Partial chromosome losses
Del (5q), nsonuposanHas
Del (5q), sole 13 6,3 0,001
Del (7q)
Del (7] 50 99 0,005
Del (20q), nzonupoeanHas
Del (20q), sole 3.7 0,8 0,01

Monusie yTpatsl xpomocom/Complete chromosome losses
MoHocomusa xpomocomsi 5 6.7 16 <0,00]
Monosomy of chromosome 5
MoHocomusa xpomocombl 7 12 35 <0001
Monosomy of chromosome /
MoHocommns xpomocombl 7 U30NUPOBAHHAS 57 19 <0,001
Monosomy of chromosome 7, sole
MoHocomus xpomocomsl 18 30 87 0,002
Monosomy of chromosome 18
MoTtepsa xpomocomsl Y, usonupoBaHHas 76 18 0,02
loss of Y chromosome, sole

Opyrue xpomocomusie abeppauun/Other chromosomal aberrations

prcomvm Xpomocombl 8 o] 95 <0,001
Trisomy of chromosome 8
Der (17p) 3,5 6,3 <0,02

MNpumeuanus: MAC — muenopucnnactuueckue cunapomsl, Del — peneuns, Der — pepusar.

Notes: MDS — myelodysplastic syndromes, Del — deletion, Der — derivative.
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HbBIIi epuos, kotopslii coctasaser 5-10 ner, pasa M/IC,
HaJu4ue HeOIaronpUsaTHBIX aHoMa i kapuoruna (-5/del
(6q) —7/el (7q)), pesucrentHoCTh K Tepanuu u Hebua-
ronpusitHelii nporuos [2]. T-OMJI moryr nabmoparscs
Kak y pered, rak uy Bapocasix [19, 29]. Umerorca nanusie
o Gosee crapuiem Boapacre 6oababix T-OMJI no cpasne-
nuto ¢ OMUJI de novo [30, 31].

ITpu 1-OMJI mo>keT ObITH MeHBIIEE KOJUYECTBO JIEH-
xonutos [30-32], nmpu naromopdonoruyeckom wucciae-
AOBAHUM KOCTHOIO MO3Ta BBISIBJISIIOT IOBBILIEHHYIO
KJIETOYHOCTb C HE3HAYMTEJbHbIM (PUOPO30M, HO TaK ke
onucaHa CHU>KEHHAas KJETOYHOCTb BIJIOTh 0 arJasuMu.
Nmmynodenorunuueckue nccaeqoBaHusi KOCTHOTO MO3-
ra He oOHapy>kuBaloT xapaxtepHble npusHaxku T-OMJL.
Haubonee sHAYMMBIMU ABISIOTCS N3MEHEHHSI KAPUOTHIIA!
YpE3BBIYAMHO BBICOKAsl 4aCTOTA AHOMAJIBHOIO KJIOHAJIb-
Horo kapuortuna no 756-96% no cpasuenuio ¢ 50-59 %
npu OMIJI de novo, a Takske npeobnasaHve NPOrHOCTH-
4eCKU HebIArONpPUSTHBIX LIUTOr€HETUYECKUX aHOMAJHUH,
TAKMX KaK [eJelus WIN yTPaTa 4aCTH XpoMocom b u/nan
7 nnu cnoxxkubiii kapuorun [19]. Ilpu cpasunrensnom ana-
ause kpynHbIX koropt 6oababx T-OMJT (12 = 200) 1t OMJI
de novo (n = 2653) BoisiBenst pasanaust: npu T-OMJI vame
ormeuennl anomanbublil kKapuorun (p < 0,0001), t (9;11)
(p < 0,0001), —5 unu del (6q) (p = 0,005), —7 (p = 0,008),
del (7q) (p = 0,001), anomanuu 17p (p < 0,0001), cnox-
et xkapuotun (p < 0,0001), monocomubIil KapuoTun
(p < 0,0001) u pesxe myraunu NP1 (p < 0,0001), a rax>xe
BHyTpeHHMe TaHaemHuble nymukanuu LTS (p = 0,0005)
[30-32].

Ipozrocmuueckue gpaxmopor npu -M/JC w empamugura-
yusa pucka. BoabIIMHCTBO MPOrHOCTUYECKUX MHCTPYMEH-
tos pass MJIC 6buin paspaboransl Tosnbko aas MJIC de
novo [33-35]. Nckniouennem siBiisteTcst cucrema IpOrHO-
sa MD Anderson (MDAPSS) [36]. B 6oabmnnctse pa-
6ot ananmmusuposaau oburyro rpynmy t-MIC u t-OMJI
B cBsasu ¢ Braouennem t-M/JIC B rpynny -MH [37, 38].
CywmecrByer Touka 3penus, uro wuckmouenue t-MJIC
u3 obweit rpynnsl MJIC mosker orpannumusaTs npuHsTHe
NpPaBUJIBHBIX KJIMHUYECKUX PEIIeHUH, NPEnsTCTBOBATDH
BNUEMUOJOTUYECKUM U OUOJOTMYEeCKUM MCCJIeOBAHMU-
am [39]. Ananus koroprtet 6ombubix T-MJIC (2 = 2087)
[40] obnapyskua, uro knaccupukanmns BO3 giaa MJIC de
novo TO3BOJISIET MpeacKas3aTh Bpems n0 TpaHcdopmanuu
B OMJI u BeixuBaemocts 6ombubix T-MJIC (p < 0,001).
Pesynbprarel ananmnsa 1uTOreHeTMYECKUX MCCIIEAOBAHUH,
kaaccudpUKauii U MPOrHOCTUYECKUX IIKAJ MOATBEP/AU-
au, uyro T-MJIC rereporennsi, kak u M/IC de novo. B rpyn-
ne t-M/IC uaie Berpeuanucs Gosnbuble ¢ Boicokum (22 %)
u ouens Boicokum (31 %) puckom no mwrasne IPSS-R [34],
B T0 Bpems kak B rpynne MJIC de novo ux nons cocraBuna
14 u 12% coorsercreenno. [lposenennoe uccaenosanue
NOKa3as0 ONpaBIAHHOCTb OTIEJbHOH KJaaccudpukanuu
u npornocrtuueckoit ouenku pas t-MIC [40].

Asroper MDAPSS [36] npoananusuposanu panHble

1915 6onbubix MJIC, Bkutouast GOJBHBIX XPOHUYECKUM
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muesomoHonurapueim Jserikozom (XMMIJI) ¢ nefixoun-
trozom, Bropuunbim M/JIC, T-M/IC u nepsuunsimun MJIC
c u 6es panee nposenenHoil tepanuu [36]. Tonbko y 507
(26 %) GoabHbIX 6611 nepBrunbiil M/IC Ges npepmecTsyo-
el Tepanuu, Qs KOoToporo npumenuma mkanaa [PSS
[33]. ITporrnoctuueckas mrana MDAPSS [36], Bxatouns-
mast B cebst obiee cocrosinme 6ossroro mo mkaise ECOG
[41], Bospact, konMYecTBO GIACTHBIX KJIETOK, 3HAYEHMSI
JeAKOIIUTOB, TPOMOOLIMTOB, reMoryIobuHa U 0cobeHHOCTH
KapuoTHUIIa, a TaK>Ke HaJu4due TpaHcysuil spUTPOLUTCO-
neprxamux xkommnonenTtos (DCK) nonopckoit kposu n/mnnm
KOHIEHTPATOB TPOMOOLUTOB, MO3BOJIUJIA PA3/EIUTh OOIb-
HbIx Ha 4 rpynnsl B 3aBucumoctu ot meauansl OB u nonu
OOJIBHBIX, HAXOASINHMXCS IOJ HaOMIogeHueM K 3 u 6 ro-
nam. Takum obpasom, mcciemoBaTesnn MpPeJIOKUIM HO-
BYI0O YHCJIOBYIO MOJEJb OLEHKHM PHCKAa JIsi OOJIBHBIX
MJIC u XMMUJI, kotopas npumMeHMMa KO BCEM GOJBHBIM,
a ne toabko ¢ M/IC de novo Ges npemectsyomero seueHus.

Jlormunbim npoposkennem moucka GakTOpPoB pUCKA
npu t-M/IC crana pabora A. Quintds-Cardama u coasr.
[42], B xoToOpoii GbIM MpoaHAAM3MPOBAHBI Pe3yJIBTATHI
obcnemoanus 281 GoupaoOro. MccnemosBanme BKITIOuUa-
JIO TIEpEeMEHHBIE, OIPEEISIOIINECS] XaPAKTEPUCTUKAMHU
GosbHOrO M ocobenHocTamu 3aboseBanusa. B pesynbrare
MHOroaKTOPHOro aHAJIU3a ObLIU Bbl/IeeHbl 7/ He3aBUCH-
MbIX TpusHaKoB, onpeaeastomux OB u Gecnporpeccus-
Hy10 Bei>kuBaemocthb 6onbubix T-M/IC: Bospact > 65 neT;
obuee cocrosinue no ECOG [41] (2-4 6anna); kapuorun
(-7 w/unm cnoxubiit kapuorun); Bapuantsl MJIC no kaac-
cupuxanuu BO3-2001 [2, 3] (pedpaxrepnas anemwus
c usbbiTkOom OusactoB-1/2); KoHUeHTpauus remoraobu-
Ha < 110 r/n; Tpombonuronenus < 50x10%/m; norpebrocTs
B remoTpancdysusx.

lkana A. Quintds-Cardama u coasr. [42] npunnunu-
anbno otinyaercs ot [IPSS-R [34] rem, uro B nee BkroueHs
XapaKTepUCTUKU 60sbHOTO (BO3PACT U 00lllee COCTOSIHUE).
Hapymenus kapuoruna, yunrsiBaemble B 9TUX CUCTEMAX,
oTanuaiorcs. Boamo)kHO, B OCHOBe pasHOro mnporHosa
MJIC Jde novo n v-MJIC nexar mumeHHO 0COOEHHOCTU Te-
HOMAa HEOMJIACTUYECKMX KJIeTOK. [ lomnmo anomanuit xpo-
MOCOM b M 7, a TaKkKe CJIOXKHOrO KapUOTHUIIA, IPOTHOCTU-
4ecKUM 3HaYeHHeM obianaer myrauus rena 1 P55 [42, 43].
B n060m ciyuae pasauuHbIil TPOrHO3 MPHU MEPBUYHBIX
M BTOPUYHBIX OILyXOJIEBBIX 3ab0JieBaHUAX OOBsACHSETCS
elle He N3y4YeHHBIMU OMOJIOTMYECKUMHM XapaKTePUCTHUKA-
MU MHAYLHMPOBAHHBIX (STPOreHHbIX) HOBOOOPa3OBaHMMA.
Orpenbubie cayuan M/IC moryT GbITh OTHECEHBI K IpyTI-
e T-MH TosbKO Ha OCHOBaHMM aHamMHe3a TEpANMU, XOTS
OHM MOTYT ObITh JIMIIb CyYaiHBIM COBMAJEHUEM, U Ha Ca-
mom gese ouu otHocsitest K MIIC de novo. Jlannsle Hexo-
Topbix Habmopenuit Goapubix MJIC ne moryt nokasars
NPUYMHHO-CJIEACTBEHHY IO CBSA3b MEX/y Tepaluei u pas-
sutuem M/JIC [40].

Takum obpasom, ciaenyer pasrpanuuusats T-MJIC
or T-OMJI u MJIC/MIIH. Otu 3aboneBaHusi ume-

IOT CXOXXYH KJIMHHMYECKYIO KAapTHUHY, HO Pasin4darTCst
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MO MOJIEKYJISIPHOMY HNPOQUII0 U IIUTOreHETUYECKUM Xa-
paxrepuctukam [44, 45].

Ilpozrocmuueckue paxmoper npu v-OMJI u empamugpurayus
pucka. B bonpmmnHcTBe uccienoBanuii HebGIATONPUSATHBIN
nporuos npu 1-OMJI 06ycnoBien HebsaronpusiTHbIM
KapUOTHUIIOM W PE3UCTEHTHOCTHIO K JIEYEHUIO, TPUYMHBI
KOTOpPOH mnpoposnkanT usydarscs. Mennana BboKkuBae-
moctu 60abubIx T-OMJI Konebnercs or 26,7 mec. (baa-
rOnpuUsTHBINA KapuoTumn) ao 5,6 mec. (HebaaronpusTHbIN
kapuorun). B sHaunrensnoit crenenn OB onpenensierca
ne Toabko xapaktrepom OMIJIL (de novo mnm cesisamubii
C HmpeAlIecTBYIOLen Tepannefx’l), HO U IIUTOTE€HETHUYECKH-
MM XapaKTEPUCTUKAMU OILyXOJIEBOIO KJIOHA, IO KpanHen
Mepe, PU UCIIOJIb30BAHUM CTAHAAPTHON 110 MHTEHCUBHO-
ctu xumuorepanuu. [ losyyennsre pesynbrarsl MmHOrodak-
TOPHOrO aHAJN3a OTPAXKAIOT XY/ LIMH NPOrHO3 HE TOJBKO
npu T-OMJI (p = 0,001), Ho u npu HebnaronpusaTHOM Ka-
puorune (p < 0,0001) [46].

B uccaenosanuu us CILA [47] ouennnu dpaxropsr, ces-
3aHHBIE C JIATEHTHBIM Nepuoaom (MeXAy IpealecTBYO-
mum saboseBanuem u auarnoctukoit T-OMJI). Beura
paspaboTaHa KOMIUIEKCHAsl MPOIHOCTUYECKAsl MOJIENb
st otnenku OB Goupubix T-OMJI. Menuana nareHTHOTrO
nepuona cocrasusa 5,6 roga (nuanason 0,6-38,4 rona).
Y 64% 6GoabHbIX ObLIA JOCTUTHYTa IOJIHASL PEMUCCHS
(ITP), a meanana OB cocrasuna 10,7 mec. Ha xopor-
Ky IPOJOJ/IKUTEIBHOCTh JIATEHTHOTO MEPHUOAA BJIMSI-
au BospacT > 55 sler M mpepluecTByollee JedyeHUE HH-
ruburopamu MuTO3a (AHTUTYOYJTMHOBbIE NpENapaThbi).
Heb6naronpusaTHplii kapuoTum, npeauiecTBylollee JUM-
donponudeparnsHoe nau ayroummyHHOe 3abosieBaHUe,
Bozpact > 60 ser u Tpombonuronenus < 30x10%/n1 na mo-
ment Bepuduranuu aguarnosa T-OMJI acconuuposanucs
c nuskoit OB.

[Nponomskurensuocts sxxusnu 6oabubix T-M/IC 1 T-OMJT
onpenensiercss nporuoszom atux T-MH 1 ocobennocramu
nepsoro sabosnesanusi. Onpesesenue MpogOIKUTENBHO-
CTM JIATEHTHOI'O NepuoAa HauboJiee MPaBUJIbHO OT HAYaJa
LIUTOTOKCUYIECKOM TEPAIINY, & HE OT CPOKOB AMATHOCTUKU
nepsoro 3abosieBanus.

Jleuenue t-A/]C. Hecmorps Ha npumeHeHMe pasiuyYHbBIX
cTpaTeruii ¢ MCIOJIb30OBAHUEM CTAHIAPTHONW XMMHUOTEpa-
nuu unan runomerununpytomux arenros ('MA), eguncr-
BeHHbIM MeTopom uaneuenus MJIC asnserca rpancnaan-
TaIMs aJJOreHHBIX FEMOMOITUYECKUX CTBOJIOBBIX KJIETOK
(anno-TI'CK) [48]. Peayabrarer anno-TT'CK cpasuusann
kak B rpynnax 6osnpueix MJIC, panee nonyuaBmux sy-
4eBOE JIeUeHME WJIM XMMHOTEPAIMIO IO IOBOAY B3JIOKa-
4eCTBEHHBIX 3a00JIeBaHUN CUCTEMBI KPOBU, COJIMIHBIX
OIyXoJied, C HAJTUIMEM B aHaMHe3€ HEe3JI0Ka4eCTBEHHBIX
3a00JIeBAHUH CHCTEMBI KPOBU MJIM MMMYHOOIOCPEI0BAH-
HBIX BOCIIQJIUTEIbHBIX 3a00JIEBAHUH, TAK U B TPyIIIe 0OIb-
ueix MJIC de novo, Brmouas sapuant tpancdopmanmuu
B OMUJI. ABTOps! paboThl He OOHAPYKUJIU 3HAYUTETbHBIX
pasnuuunii B nokasaTeasax 6e3peu1/1;(HBH01‘/’1 BBI)KHBA€MOC-
tn (BPB) u neranbaocTy, He cBszannom ¢ peunausom. ATO

MO>KeT yKas3blBaTh HA OTCYTCTBUE BJAMSHUS dTUOJIOTUU 3a-
GosieBaHMS Ha Pe3ysIbTAT JIEYEHUs], T.€. PE3yJIbTaT aJlJIO-
TI'CK me 3aBucesn o Toro, BosHHKaeT Jiu 3aboseBanue de
N0V0 NI B aHAMHE3€E MMEIOTCS YKa3aHU S HA IMTOTOKCHYe-
CKOE MJIM UMMYHOCYTIPEeCCUBHOE JIeueH e NepBoro 3aboJie-
BaHMsl WM HAJIWM4IWE NPEALIECTBYIOIMX HE3JI0KAUYECTBEH-
HbIX 3ab0eBanuii cuctembl kKposersopenus [49].

INocnenyroumit ananus 6ass ganubix MeskayHapoaHoro
LEHTPa MCCJIEJOBAHUN TPAHCIUIAHTALIMY KOCTHOI'O MO3ra
Braouna 323 6oneubix T-MJIC u 545 Goapabix T-OMIJI,
koTopbim 6buta nposesena anno-TT'CK ¢ 1990 no 2004 r.
OcHoBubIMU aKkTOpamM pHCKa, KOTOpbIE HebJaromnpwu-
aruo nosnusau Ha BPB u OB, 6biiu Bospacr crapuie
35 ner, HebGJIATONPUATHBIA KapUOTUI, OTCYTCTBUE pe-
muccnu ko Bpemenn ayo-1T'CK nan nospaunit (npopsu-
nytoiii) Bapuant T-MJIC u nonopsi, otinunsie or HLA-
ugesTnyneix cubauaros [50]. Anpanornmuynble maHHBIE
6b1H peacTaBieHsl EBponeiickum ob1iecTBoM Mo TpaHc-
miaa"Tanuu KocrHoro moara [61]. Ilpu ananuse rpynn
¢ -MJIC u T-OMJI TpexseTHsis1 BEPOATHOCTD penuanBa
Y JIETaJbHOCTb, HE CBSIBAaHHAasl C PELMAMBOM, COCTaBHJIA
31 u 37 % coorsercreenno. OcHoBHbiMU dakTOpaMU pH-
CKa penuaunBa ObUIM: OTCYTCTBHE PEMUCCHM KO BPEMEHU
anno-TI'CK (p = 0,002), nebaaronpusitHblil KapuoThn
(p = 0,0056), no>xunoii Boapacr (p = 0,03) u unayuuposan-
ubiit xapakrep M/IC (p = 0,04). Tpexnernne OB u BPB
cocraBuau 35 u 33 % coorsercreenno [51].

Jlewenue 1-OMJ/I. Hacrora nosnoro orsera y GOJBHBIX
-OMJI (28-50%) menvbiue, uem y 6onpubix OMJI de novo
(66—-80%) [19]. Ora pasnuua mosxker 6bITH 00yC/IOBIEHA
O6HoIOrnYecKuMU O0COOEHHOCTSIMU OILYy XOJIEBBIX KJIETOK
nomumo Kapuoruna [46]. DTy naeo NOATBEPIKAAIOT CXO-
>KMe pea3yJIbTaThl MH/YKIIMOHHOM Tepanuu B obuieil rpyn-
ne 6onbubix Bropuansim OMJIL, T-OMJI u OMJI de novo.
Kpome rToro, ananus noxasareseit [1P, OB u BPB ¢ yue-
TOM BO3PAacCTa, LMTOrEHETUIECKUX AHOMAJIMH, QPyHKIIHU-
OHAJIBHOTO COCTOSIHUSI M KOJIMYeCTBa JIEHKOIUMTOB MOKa-
3au, uro Haauuue OMJI, Bosuukmero nuz MJ/IC, MITH
WJIM TIOCJIe HUTOTOKCUYECKON TePanu, KaK TAKOBOTO MO-
JKET Jla)ke yTPAaTUTh IPOrHOCTUYECKOe 3HavyeHue. B aToi
csasu 6onbabiM Bropuaabim OMJI u T-OMJI mosker GbiTh
NpeAJIoKeHa TEPANUS IO MEPEAOBBIM IIPOTOKOJIAM Jlede-
nus OMJI de novo [62]. npayxumonnoe nevenune T-OMJI
BKJIIOUAeT KOMOMHUPOBAHHBIA PEXUM XUMUOTEPANUU:
coueranue uurapabuna c anrpauukaunamu, «FLAG»,
kombunauus 'MA u unruburopa BCL2 — Beneroksak-
ca. [63-56]. PeaynbraTsl ieueHns MOryT OBITH yJlydIIE€HBI
3a cuet anno-TT'CK, ummyHnorepanuy, a raxsxe npenapa-
TOB TapreTHOro aedcreus. B Hacrosuee Bpems eguHCT-
BEHHBIM IIPENapaToM, yTBEPIKAEHHBIM [J151 JIeI€HUS BIIEP-
Boie puarnocrtupoannoro t-OMJIL, B CILIA u Espone
asasiercss CPX-351 (Vyxeos®). On mnpenacrasaser co-
60ii MHKANCYy/JMPOBAHHbBIE B JIMIIOCOMBI [1ayHOPYOUIIUH
u uurapabun [57]. Ilpenapar CPX-351 pexomenmosan
IJIS1 UHAYKIMOHHON Tepanuu B3pOCbIX/IOKUIBIX 00JIb-
uerx T-OMJI [68]. Pexomenpanuu mo neuennto t-OMJI
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[OJKHBI OBITH OCHOBaHbI Ha (PYHKIIMOHAJBLHOM COCTOSI-
HUU GOJILHOTO, KOTOPOE B GOJIBIIMHCTBE CIlydYaes ornpee-
JISIeTCSl BO3PACTOM, COIYTCTBYIOLIMMH 3abOseBaHUSAMMU,
OCJIOXKHEHUSIMU paHee IMPOBENEHHON Tepanuy, CTaTyCoM
nepsoro 3abosieBaHMsl, a TaKk>Ke OUOJOrMYeCKUX 0COOEH-
HocTsamu T-OMJIL.

Ilens nacrosimero coobiienus — nNpeacTaBUTh TPY/LHOC-
tu kaaccubuxkanuun MH, VHAYUMPOBAHHBIX IMPEIIeCT-
BYIOIIEH LIUTOTOKCMYECKOM XMMHUOTepanuuel OoHKoremaro-
JIOTMYECKOro 3a00JIeBAHMSL U COJIMHOMN OILYyXOJIU, & TaK Ke
CJIOKHOCTH OIpejieJIeHHs] IPOrHO3a U BbIOOpa METOAA Jie-
JeHus.

Kuunuuecrkoe nabuwdenue 1

Y Goabnoro [, 40 ner, B aBrycre 2016 r. Ha ocHoBa-
Hun purosornveckoro (bnactueie kietku 78%, B papge
6J1aCTHBIX KJIETOK BBISIBJSIM Najodku Ayspa), LUTOXH-
muyeckoro (peakuMM Ha MEPOKCUAA3Y M JHUIU[bI ObLIN
nosoxkurenbubie B 100% 6iacTHBIX KJETOK, TIIUKOTEH
B nuddysnoii dopme, necnenuduueckas screpasa OT-
cyTcrBoBaJsa), ummyHopenorunuveckoro (CDI117°CD13*
CD33*CD34cyCD3-CD7'CD19),
(xapuorun: 46, XY [cp20]), monexkynspHo-renernuecko-
ro (myrauuu FLT5/1TD w FLT5/D835 npu kauecTBeHHOM

onpenaeJeHnu MeToaoM HOJIHMCPB.SHOI;'I LICHHOI'/)I peaxknmumn

OUTOIr€HETHNYECKOIr'o

B peasibHOM BpeMeHU He 0OHapy KeHbl, IPU IPSIMOM CeKBe-
nuposanuu o CoHrepy BbIsiBiIeHa OrasiebHas My Talus
rena CEBPA) wnccnenoBaHuii ObLT yCTAHOBJEH AUATHO3:
OMIJI de novo ¢ 6uannensnoit myrauuit CEBPA. I'pynna
6aaronpusithoro nporuosa no ELN ot 2017 r. [59].
[lporuBoonyxonesas Tepanusi BkJIoyaja 2 Kypca WH-
AyKuuu pemuccum no nporpamme «7 + 3» [60] ¢ aBrycra
no okts16ps 2016 r., mocsie KOTOPBIX ObLIA JOCTUTHYTA MOJI-
Hasl KJIMHUKO-T€MATOJIOTNYECKast PEMUCCHS C OTCY TCTBUEM
MUHHMaIbHOH ocrarounoir conesnu (MODB). B kauectse

Pucynok 1. Muenogucnnactuieckuii curgpom. Acnnpat koctHoro moara 6onsroro .
Konbuesoit cuaepobnact. Okpacka 6epnmHckon nasypsio, x 1000

Figure 1. Myelodysplastic syndrome. Bone marrow smear of patient D. Ring sideroblast.
Prussian blue stain, x 1000
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KoHconmuaauuu pemuccuu nposepeHo 4 kypca «HiDAC»
[61, 62] c Hos6psa 2016 r. no maii 2017 r. B nepuon ¢ utons
2017 no smusapp 2022 r. coxpaHsnach MosaHas KIMHUKO-
remaronorndeckass pemwuccusi, MODb-neratuBubIl cra-
tyc. B despane 2022 r. B kauHMYecKOM aHaiu3e KPOBU
BbISIBJIEHA MaKpOLMTapHasl TUIepXpomHasi aHemus (re-
mornobun — 83 r/n). [1pu obcnenosanuu B mapre 2022 r.
COXPaHSIUCh KJAMHUYECKHe U J1abopaTopHble MPU3HAKU
M30IMpPOBaHHON aHemuun (remornobun — 68 1/, spurpo-
mutbl — 1,66x10'%/1), saBucumocts ot Tpancdysuit ICK.

Uccnenosanue obmena >kenesa B mapTe — amnpese
2022 r. BBIABWJIO NOBBILIEHME KOHLEHTPALWI SHAOIEH-
Horo spurponoatuna no 1250,00 mME/mn (mopma 2,69—
18,560 mME/mn), deppuruna no 528 mkr/n (nopma 20—
250 mKr/n) n ymeHblIEHNE KOHIIEHTPaLuu TpancdeppruHa
no 1,81 r/n (nopma 2,156-3,66 r/n). Ilpu nccnenosanum ac-
nupara kocrHoro moara ot 23.03.2022: kocTHbIl Mo3r —
HOPMOKJIeTOUHBIH, GaactHble kiaetku — 0,6%, ormeua-
JIOCh Cy>KeHME TPaHyJIOLUTAPHOIO POCTKA C HAJUYHEM
NPU3HAKOB AMCrpaHysonnTonoasa bouee yem B 10 % wue-
TOK B BU/Ie MeJIbrepU3aIuu HeHTPodUIOB; SPUTPOUTHBIIH
POCTOK OblLJI pacIIMpeH, AU3PUTPOIN033 BbisiByeH B > 10%
S9PUTPOKAPUOLUTOB, YUCJIO CHUAEPOOIACTOB yBEIUYEHO
no 77 %, us nux 63% — koabuesble GoOpmMbI; Merakapuo-
IIUTHI BBISIBJSIJIMCH B OCTATOYHOM KOJMUYECTBe, AUCMera-
KapUOLMTONO93 B BUJE OJAHOSAEPHBIX MEraKapHOLIMTOB
U KJIETOK C cenapupoBaHHbIMU saapamu (puc. 1, 2).

I1pu nmaromopdosornueckom 1 UMMYHOTHCTOXUMUYEC-
KOM WCCJIEIOBAHUSIX KOCTHOT'O MO3ra BBISIBJIEHBI: IOBBI-
wennas kuerounocts (100%), mapywenwne rucroapxmu-
TEKTOHUKU KOCTHOI'O MO3ra B COYETAHUM C BBIPAXKEHHOU
rUIEepnIasuei 9PUTPOULHOTO POCTKA CO CABUTOM CO3PeBa-
HUS BJIEBO M IPUBHAKAMU [U33PUTPOIOI3A, AUCTPAHYJIO-
LUTONOd34a, JUCMETaKapUOLUTONO0d3a (yBeJnueHne KOIH-

JecTBa MErakapmouumToB C IIPpU3HAKAMM HO.TII/IMOP(i)I/ISMaZ

PucyHok 2. Muenogycnnactuieckuit cuiapom. ACnnpart KocTHoro mosra 6onbrHoro [.
AHOMANBHBIN MerakaprouuT (Mpuataku aucnnasun): cenapuposattsie sgpa. Okpacka
no Pomanosckomy — lumae, x 1000

Figure 2. Myelodysplastic syndrome. Bone marrow smear of patient D. Abnormal
megakaryocyte (dysplasia features): multiple nuclei. Romanovsky — Giemsa stain, 1000
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runoso0yaupoBaHHble, rososiaepHbie (Gopmbl ¢ rumnep-
XPOMHBIMHU SIIPAMU U TUIepJobyanpoBaHHble (HOPMBI),
npu peakuuu ¢ antu-CD117, CD34 onpepensaucey enu-
HUYHBIE TO3UTUBHBIE OJIACTHDIE KJIETKH, YTO XapaKTEPHO
anss MJIC ¢ mynbsrununeiinoi iucnaasueit (puc. 3).

Bouio Beinmonneno obenenosanue 28.03.2022. [pu cran-
AAPTHOM LMTOI€HETUYECKOM HCCJIEIOBAHUN — KapHUOTHIL
46, XY [cp20], npu MOIEKyISAPHO-LIUTOr€HETUIECKOM
HCCJIEJOBAHUN  METOAOM (PIIyOpeCLeHTHOH rubpuausa-
wun in oitu (fluorescence in osttu hybridization — FISH) c wc-
nonbzosanuem souaos: XL t (3;3) GATA2/MECOM DF,
5q~ (6q31;6933), 7q- (7q22;7936), XCE 8, 20q- (PTPRT
(20q12)/20ql1, TP53 (17pl3)/SE 17 napywenuii ne obna-
py>keHo. Ilpu mosekynsipHO-reHeTHYeCKOM HMCCIIel0BAHNUN
KJIETOK KOCTHOrO Mogara buaJsutenbHas mytanus rena CEBPA,
KOTOpasi OIpesessIach paHee, He OOHapy>KeHa, IPU 9TOM
BbISIBJIEHA HOBasi MyTauust — myTanus reaa SIOBL

[Ipu ynprpasBykoBOM MCC/IeIOBAHUM: yBeJIUYEHNE Pas-
mepos cesesenku (131x49 mm), kocoit BepTrkabHbBIN pas-
mep neuenu — 149 mm, nuddysuvie nsmenenus napes-
XUMBbI NE€YEHU U TMOJKEYAOYHOMN >KeJie3bl, XPOHUYECKUMI
XOJIELUCTUT, XPOHUYIECKU NaHKpeaTut. Takum obpasom,
B pesyJ/bTaTe KOMILIEKCHOrO obcienoBanust y GosbHOro
ObLIM BBISIBJIEHBI: KJIOHAJbHOE KPOBETBOPEHUE MMEJOU]-
HOW HaNpaBJEHHOCTU, KOTOPOE OTCYTCTBOBAJIO paHee —
HOBast myTanus: myrtauus reHa SIDOB/, conpsixkeHHas
¢ M/IC ¢ xonbLeBbIMU CHAEpOBIACTAMY U MYJIBTUINHENR-
noit pucrnasueit (MIC-KC-M/I) cornacuo kaaccudu-
kaunu BO3-2017 [56] npu orcyrcrBum panee onpenessis-
wreiics GuasnensHoit mytauuu rena CEBPA; nucnnasus
BO BCeX pOCTKax muesonoassa bosee yem B 10% xserox
npu MOpgOJOrMYecKUX UCCIeAOBAHUAX, KOJbLEBbIE CHU-
nepobaactol Gosee 15%, runepniaszusi KOCTHOrO MO3ra;

A/A
PucyHok 3. M[IC ¢ mynstvnunHerHoin grcnnasmeit. TpenaHoHobuonTar KocTHoro moara 6onsHoro .0 A — mextpabekynapHble NPOCTPAHCTBA C TUNEPKIETOUHOM FEMONOSTUYECKON
TkaHbIO, knetoyHocTs go 100 %, okpacka remaTokCMaMHOM 1 303KHOM, X2; b — BEIPOXEHHAs rMNepnasmus SpUTPOUAHOMO POCTKA CO CABMIOM CO3PEBAHMS BNEBO, KPYMHLIE HEKOM-

HapylIeHNe TMCTOAPXUTEKTOHUKH KOCTHOTO MO3I'a; IOBbI-
LIEHME COAEPIKAHUS dHIOIEHHOIO dPUTPOIOITHUHA; HAPY-
weHue obmeHa >kenesa. beur ycranosien auarnos: «MJIC
C KOJIbLIEBBIMU CI/IJ:[ePO6JIaCTaMI/I U MyJbTUJIUHEUHON auc-
nnasueit ¢ myraunii SF5B8/ (MJIC-KC-M/I), cBsasanubiit
¢ npeamectsytomum gedenuem OMJL. OMJI ¢ 6uannens-
noit myrauueit CEBPA (2 xypca «7 + 3», 4 xkypca HIDAC
(2016-2017 rr.). llosnasi KAMHMKO-reMaTOJIOrMYECKast
n MODB-nerarusnas pemuccusa (2016 r.)». B coorsercr-
Buu ¢ kaaccuduranueit BO3 5-ro nepecmorpa [6] nuar-
HO3 0BT C(POPMYJIMPOBAH KaK: «MUEIOJUCILIACTHYECKOE
IOCJ€e I[UTOTOKCUYECKOM

HOBOOGP&SOB&HI/IC Tepannun

C HU3KUM KOJIMYECTBOM OJIACTHBIX KJETOK U MyTaluen

SF5B1 (MDS-SF5BI)». JlarentHblit nepuon ot Havasa Jje-

geaus OMJI no guarsoctuxku MJIC cocrasun 65 mec.
Ilpu crparndukanum B COOTBETCTBMM C HPOrHOCTH-

yeckumu wmkaigamu PSS, WPSS, IPSS-R, LR-PSS
u MDAPSS [33-36, 63] 6omnproit MJIC-KC-M]I Geur
OTHeCEH K IpyIIe 0JaronpusTHOrO MPOrHO3a, HECMOTPSI
Ha ero BTOPUYHBIN xapakrep. UTo kacaeTcs nporaoctuye-
ckoit mogenu ainst M/IC, cBsasanHbIX ¢ npepaiecTByomen
tepanueii [42], To nanublil BapuanT 3aboneBaHus caeny-
€T OTHECTH K TpyIIe NPOMEXYTOYHOro pucka. [Ipornos
601bHOrO GBI ONpefeseH KaK MPUHIIMIMAIBHO Os1aro-
IIPUSITHBIN.

YuurbiBass M30NMPOBAHHYIO AHEMUIO, yBEJUYEHHOE
KOJIMYECTBO KOJIbLIEBBIX CUAEPODOJACTOB B KOCTHOM MO3-
re 2 15% u KOHIEHTpPALMIO SHIONEHHOIO BPUTPOIOITU-
Ha > 500 mME/mus, Gbna nHavarta Tepanus aJs TpyHIbI
6/1aronpHUsITHOrO NPOrHO3a JIyCIATEPLENTOM B COUYETAHUU
c rpancdysusamu OCK. Uepes 6 mec. nocsie Bepudmranuum
nuarnosa t-MJIC u 4epes 2 mec. seuenus nycnarepuen-
tom (B centsibpe 2022 r.) cocrosinue GOJALHOrO MPUHIU-

B/B

NAKTHBIE OCTPOBKM 3PUTPOMNO33A, CPEAN KOTOPbIX BULHE METAKAPUOLMTH C TUNEPNOBYIMPOBAHHEIMM AAPAMM, OKPACKA FTEMATOKCHUIMHOM 1 303uHOM, X600

Figure 3. MDS with multilineage dysplasia. Bone marrow histological study of patient D.: A — the intertrabecular spaces are filled with hypercellular hematopoietic tissue, the

cellularity is up to 100 %, H&E stain, x2; B — pronounced hyperplasia of the erythroid germ with a left shift of maturation, large compact islands of erythropoiesis are determined, among

which megakaryocytes with hyperlobulated nuclei are visible, H&E stain, x600. H&E — Hematoxylin and Eosin

104 | TEMATONOTMS M TPAHC®Y3MONOTNA | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | 2025; 70(1): 97-113 |



nuaabHO He uamenusnock, kapuotun 46, XY (20 meradas),
npu FISH nua uckaouenus knonanbHOM sBosonmMu 3a-
GoneBaHUSI: AHOMAJIUU XPOMOCOMBI 5 U 7 He BbISIBJIEHBI,
MHBEPCUS/TPAHCJIOKALMST C BOBJIEYEHHMEM JIOKYCa TeHa
EVII/3q26 ne obHapy>keHa, KOHLEHTpALusl IeMOriIoou-
Ha cHu3miach 10 59 1/, KOJUYECTBO SPUTPOLUTOB —
no 1,62x10'?/n, a nokasaresnb 9HAOreHHOrO SPUTPONOITUHA
nossicuscs ao 6400,00 mM/ma, konuenrpanus peppurn-
na cocrasusia menee 1000 ur/ma. Takum obpasom, orme-
YEHO yBeJMYEeHHE BBIPAXKEHHOCTH aHEMHM U COXPAHEHUE
HEOOXOAMMOCTH B reMOTPaHC(pY3HSX, YTO MO3BOJINIIO KOH-
CTaTMPOBATH HEy[Aady JEUeHUs JLyCIATEPLENTOM IO KPH-
repusam IWG-2006 [64].

[Tocne mopdosornyeckoro M HUTOreHETUYECKOrO MC-
C/IeJOBAHUI KJIETOK KOCTHOI'O MO3Ta, BBIIOIHEHHBIX
nns uckiaodenus nporpeccuu, 06.12.2022 nausaro seue-
Hue neHanupomuaom B nose 10 mr/cyr., BayTps, 1-21 nau
kaxxaele 28 nueit, u nedepasuporkcom no 14 mr/kr/cyr.,
BHYTPB, C y4€TOM COXPAHSIIOLIEHCS BaBUCHMOCTH OT TPAHC-
dysuit ICK u Hanmums npusHakoB pasBuBaroLIeiics BTO-
puuHOii neperpysku >kesesom. [Iposeneno 4 kypca neue-
nus. dddekrt yepes 5 mec. olleHeH Kak Heyjada Tepanuu
(koHuenTpanus remoraobuHa cocrasuia 53 r/1 ¢ coxpane-
Huem norpebnoctu B remorpancdysusx ICK). Boabnoit
oTkasaJics ot BeinonHenus aano-1 1 CK.

[Ipu mosekynapHO-reHETMIECKOM NCCIIEA0BAHUN KOCT-
HOI'O MO3ra METOAOM CE€KBEHUPOBAHHWs HOBOIO IOKOJIE-
nus ot 14.06.2023 obnapysxena myrauus p.KI/59E B 5 ok-
soue 7P55 JIHK-cBasbiBatomwero nomena rena 7P55 npu
annenvHoit Harpyske (variant allele fraction, VAF) 8%.
B cBsiau ¢ Tem uTO OblLIA BBISIBIEHA MYTaLUsl TOJIBKO Ofi-
HOrO aJjutessi, KBaauguuuposars oot ciayuait kak M/IC
¢ buamrensHoM nHakTuBanueit 7P55 (MDS-bi7P55), B co-
orserctBun ¢ 5-m nepecmorpom BO3-knaccuduranum
MUJIC [6] ne npeacraBasiercs BosmoskHbim. [larxe ¢ yue-
TOM TOJIBKO OfIHOHM dTOM MyTauuu npu crpatrudpuxanuu
no wkasne [PSS-M [65] GonbHo#t oTHecen k kareropuu
YMEDPEHHO BBICOKOI'O PHCKA, M, YYWUTHIBAsl OTCYTCTBHE
addexra oT AByX JMHMI Tepanuu, ObLIA PEKOMEHIOBA-
Ha Tepamnus asalUTUAUHOM B nose /5 mr/m’ 1-3-it nuum
unu nenurabunom 20 mr/m? 1-3-i1 nau kasxape 28 nueii,
Bcero 4—6 KypcoB, a Takske MPOOJ>KeHHe remoTpaHcdy-
3MOHHOHU Tepanuu u npuem nedepasupokca. OrcyrcrBue
addexra npu Tepanuu JycnaTepuenTom U JeHaJIUAOMU-
[OM, BO3MOYKHO, OBLIO CBSI3AHO C MyTalMeH OFHOrO aJ-
nens TP55, uro moryo BbI3bIBaTh ocaabieHne QyHKLUM
p53. OTO AMKTYyeT HEOOXOAUMOCTD ONPEEIEHU ST MY TALIUH
TP55 B nebrore 3aboseBaHus, IPU PE3UCTEHTHOCTH K Te-
panuu u nporpeccun M/IC, a taxske, BO3MOXKHO, JieueHUs
no Gosiee MHTEHCHUBHBIM mporpammam, Bkawouas ['MA
B KOMOMHALMM C BEHETOKJIAKCOM, KOTOPblE HAXOMAUTCS
Ha otane kauHuueckoro uccaemosanus (ClinicalTrials.
gov Identifier: NCT04401748) [66].

B npusenennom HabmiomeHun, HecMOTpst Ha OOHApy-
sxeHne myTauuu 7P55, mcnonb3oBaHUE JLyCIATepLENnTa
U JIeHAJTUA0MK/1a ObLIIO ONPaBIaHHO, TOCKOJIbKY MyTalMsl
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OblLi1a BBISIBJIEHA B HEOOJIBIIIOM KOJMUYECTBE KJIETOK, d KJIH-
HUYECKU 3HAYM MO ObliIa TOJIBKO aHeMMUSl, 0e3 yBeJTudeH s
KosmnyuecTBa GsacTHbIX KiaeTok. Hanmaue aroit myranun
MOKeT OOBACHSATH PE3UCTEHTHOCTh K Tepanuu NaHHbIMU
npenaparamu, T.K. UMEEeTCsl COODIIEHNe O CTaOMIBHOCTH
cybxsona ¢ myranueit 7P55 npu Tepanuu JieHaJIUIOMHU-
nom [67]. Teopernueckuii xapakrep 00bsicHeHU S 0Oy CIIOB-
JIEH TEM, YTO PE3UCTEHTHOCTH npu myranuu P55 onuca-
Ha IPY MCIOJIb30BAHUY XMMUOTEPATIEBTUYECKHX AT€HTOB.
Opnako nyist OOHAPY>KeHUs PESUCTEHTHOCTH K JIyCHaTep-
LENTy W JIEHAJUAOMHUAY HeOOXOAMMO CpaBHEHHE MX 9¢-
dexTUBHOCTH y GONBHBIX C U 6e3 myTanuu 1P55.

Knunuuecroe nabuwdenie 2
c 2019 r

JIEBOM IIJIEYEBOM KO-

Bonbnoit ., 14 ner, NPOBOAVJIN JIede-
HHUE IO IOBOAY OCTEOCAPKOMBI
ctu. IlporuBoonyxonesass Tepanus Brmovana 4 kypca
HeasbIOBAHTHOM XMMHUOTEepPAaNUu B KOMOMHAIMU IIUCIIa-
TUHA, MeToTpekcara, udocdamuia u aApuaMMUIIMHA C T10-
CJIe/LY IOLM M BBITIOJIHEHUEM Pa/ iU KaJbHOHN Orepauu B 00b-
eme ILlede-jonarouHas pesexkumst ciesa. llocaenyromee
JIeYeHUEe COCTOSIJIO U3 IIOCJIEONEPALMOHHON XUMHUOTEpa-
NUU B PasJMYHBIX COYETAHUsX MeTOoTpekcara, udocda-
MUA, 9TONMO3MAA, LMCIVIATMHA W ajpuamunuHa. B uione
2021 r. 611 AMATHOCTUPOBAH MEPBbI JIOKAJIbHbBIA PELIUAUB
B MSATKUX TKaHSIX JIEBOIO IIJle4Ya, U AajbHeHIas XuMUoTe-
panus nposoaunace o cxeme «CCE» (uukmnodocdamun,
aTonoaun, kapbomuarun). [losyven yacTuunpiit nporuso-
omyxoJeBsblii oTBeT, HO B sstuBape 2022 r. npu koHTpOIBHOM
00CJIeI0BAHNY OTMEYeHbl TPU3HAKH JIOKAJBLHOTO BTOPOTO
peunausa. C yueTom paHee NpoBeIeHHOrO JeUyeHUsl ObLIO
NPUHATO pelleHHe O Havyase Tepalnuu UHIMOMTOPOM MpPo-
TemHKMHAa3, copadennbom B nose 400 mr/cyr.

B mapte 2022 r. npu obGcnenoBaHuy, BKIIOYABIIEM I10-
3UTPOHHO-3MHUCCUOHHYO TOMOrpaduio, COBMELIEHHYIO
C KOMOBIOTEPHOH Tomorpadueil, NPU3HAKOB NATOJIOTHUYe-
CKOH runepmeTaboaNyYecKOl aKTMBHOCTH HE OTMEYEHO,
4TO MO3BOJIMJIO KOHCTATUPOBATH MOJHYI0 PEMUCCHUIO OCTE-
ocapkombl. OBt KAMHUYECKUIT M OMOXMMUYECKU I aHa-
nusbl Kposu 6b1u B HOpme. B anpene 2022 r. crana napa-
crarh caaboctb, npu obcaenosanuu 25.05.2022 B o6mem
aHanuse KPoBU oTmeueH Jeiixouutos 13x10%/n, ¢ Gaacre-
mueit 68%, remornobun 86 r/n, TpombGoLUTHI 82x10°/n.
C nonpospenunem Ha OCTpbId Jeiiko3 uyepesd 8 mec. mocie
3aBeplleHUs] XUMHOTEpPAllUM OCTEOCAPKOMBI OOJbHAs
6b1a nanpassiena B HNU nerckoit onkosoruu u remaro-
goruu OI'BY HMMULI onkomoruu um. H. H. Broxuna»
Mumnsgpasa Poccun.

Ilpu nmocrynsenun cocrosinue OBLIO TsXKeNbIM, 00yC-
JIOBJIEHHBIM HMHTOKCHKAIIMOHHBIM W aHEMUYeCKUM CHH-
npomamu. Temneparypa rena — 37,2 °C. Koxka u Buau-
Mble CaIM3ucThie Oblu GiieiHble, YUCThIe, nepudepryecKkue
aumdarnyeckre yauabl (IEAHbIE, HAM- U NOAKJIIOYUYHBIE,
MOAMBILLIEYHBIE, [AXOBblE) MPU OCMOTPE M MaJbHALMU
He yBeJIMYEHBI, IIeYeHb Ha 2 CM BBICTY1AJ1a UB-II0J Kpasi pe-
GepHOIi 1yry, ceseseHka Ha | cM BbICTymNaJa U3-TIOA Kpasi
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Pucyrok 4. Octpbiit Muenonarbiii nerkos. ACipaT KOCTHOrO mo3ra 6onsHo [, Bu-
3yaAnM3MpYIoTCst BAACTHBIE KNETKM C BLICOKMM SAEPHO-LIMTOMNNAZMATUYECKUM COOTHOLLE-
HUEM, SOPAMM HEMPUBHILHOM M OKPYIION GOPMbI C PABHOMEPHBIM PACMPERENEHUEM
xpomatura. Lutonnasma e Gnacthsix knetkax 6asodunsHas, otpoctdaras. Okpacka
no Pomarosckomy — lumae, x 1000

Figure 4. Acute myeloid leukemia. Bone marrow smear of patient D. Blast cells with
a high nuclear-cytoplasmic ratio, irregular and round nuclear shapes with a uniform
distribution of chromatin are visualized. The cytoplasm in blast cells is basophilic with
pseudopod formation. Romanovsky — Giemsa stain, x 1000

pebepnoit nyru. B obem kanHuueckom anannuse Kposu
27.05.2022: remornobun 82 r/n, spurpouutst 3,4x10'%/n,
neiikonutsr 15x10°%/n, 6nacthbie xnetku 74 %, Tpomboru-
o1 71x10%n. Ilo maHHBIM MuesOrpamMmmbl KOCTHBIH MO3T
ObL1 runepkeTouHbli, 6nacthble kaetku — 81 % (puc. 4).

Ilpy mccnenoBaHMM KOCTHOrO MOS3ra METOAOM IPOTOY-
HOW LIUTOMETPHUH O PEEIISIACh IKCIPECCHUST OILy XOIEBbIMU
kaerkamu CD34 — 99,3%, CD13 — 95,2 %, CD33 — 86,2 %.
Monouuraphsie anturenst obun npeacrasaensl CD64 —
2,1%, CDI14 — 2,2 %; T-nunetinbie anturens:: CD7 — 10,8 %);
B-nuneiinbie anturens:: CD19 — 3,1 %; nmonomunurenbHbie
anturens: CD38 — 89,9%, HLA-DR — 61,9%, CD123 —
5%, CD9 — 91,7%, CD56 — 16,1%. Opurpouause an-
turens: CD36 — 40,8%, glA — 2,6%, CD71 — 63,1%.
Meraxapuonurapusie anturens: CD61'CD42a* 8 31,4 %,
CD42b B 504%, CDA4la B 49,7%. Ycranosnen BapuaHt
M7 no MAB-knaccudukaunn [68]. Llurorenernueckoe uc-
csieoBaHUe OJIACTHBIX KJETOK KOCTHOIO MO3ra MpH CTaH-
NAPTHOM KapUOTUIIMPOBAHWU MO3BOJIMJIO BbIABUTH Inv (3)
(21926) u monocomuio 7. Ilpu unccnenoBanum meromom
FISH pannbie abeppanuu 6buin noaTsep aeHbl U 0bHapy-
>keHa nepecrpovika reva MECOM (puc. 5, 6).

[To nanHbIM KOMIBIOTEPHOR TOMOrpaduu, paguoCIUH-
turpaduu ¥ MarHUTHO-PE30HAHCHOH Tomorpaduu BHe-
kocTHOMO3roBbix nopakenuit npu OMIJI ne ormeueno,
[AAHHBIX 33 PELIUAMB OCTEOCAPKOMBI He ObL10. [ Ipu nurono-
rMYeCKOM HCCJeJOBaHMU JIUKBOPAa JaHHBIX 3a HeHpoJsen-
kemuio He GObL10. [IpoBenennoe obcaeroBanme MO3BONNIO
nuarnoctuposats y 6oasnoit 1. -OMJI. JlarentHsrii ne-
PHIOI OT HavaJia JIEYeHUsI OCTEOCAPKOMBI 10 IMATHOCTUKU
OMUJI cocraBun 35 mec. Ycranosaen auarnos: «Octpbiit

MMEJIOUHBIHA JIEHKO3 IOCJIe MPEALIECTBYIOMENR IUTOTOK-
CuYecKoil Tepamuu ¢ peapanyxuposkou rena MECOM,
no crenenu nuddepeHIUPOBKU — OCTPBIH Merakapuo-
6aacTHbil aeiikos (no knaccupurxannun BO3-2022)» [5].
Takum obpasom, uepes 3 roga nocse Hayasa XMMUOTEPA-
num ocreocapkomsl auarnocruposan OMJL.

07.06.2022 6p11a MHUIIMMpPOBAaHA Tepanus MO MPOTOKO-
ay «AML-BFM-2004» [69]. Ha 15-#1 nenb ot nayana 6uso-
ka AIE BbinosiHeHa KOCTHOMOSroBast ILyHKIMSI [JIsI OLIEH-
KU OTBeTa Ha JieueHue. B Mmuesnorpamme G1acTHble KJIeTKU
cocrasunm 3%, no ganueim onpenenenns MOD meronom
NPOTOYHOH LUTOMETPHUM OILyXOJIeBasl MOMyJsuus baact-
HbIX KjaeTok — 6,25%. 12.07.2022 ormeueHo BoccTaHOB-
JleHUe rokasaTesieil KPOBHU, U ObLJIO 3aMJAaHUPOBAHO MPO-
no/mkeHue Tepanuu no nporokony «AML-BFM-2004»>.
Ilepen Havamom ouepesHOro Kypca ObLIO MPOBELEHO LH-
TOJIOTMYECKOE MCCIIEA0BAHNE KOCTHOIO MO3Ia, 110 Pe3yJlb-
TaTy KOTOPOIO KOJWYECTBO OJIACTHBIX KJIETOK JOCTUIJIO
29%. B cBasu ¢ pedpakTepHBIM K NEPBOI JTMHUY Tepanuu
treuennem OMJI Gonbhas nepesenena Ha seveHue 1o cxe-

me «FLAI> [70] (13.07.2022-17.07.2022).

29.08.2022, na 47-e cyr. or nauana 6aoka «FLAID», B ana-
JM3e KPOBU OTMEYEHO HEKOTOPOE yBeJMUYeHUE KOJMYUECT-
Ba Jseiikouuros ¢ 0,1 xo 0,6x10°/1, remornobun — 92 r/n,
Tpomborutel — 34x10°%/n Gea Tpancdysnonnoit nogaepsx-
ku. [IpoBeneHo KOHTPOIBHOE LMTONOrMUECKOE MCCIIEN0-
BaHMe KOCTHOI'O MO3Tra, [0 pe3yJbTaTam KOTOporo bJjact-
uble ksetku cocrasuau 32%. Ilomyuennsiit pesynsrar
MHTEPNPeTUPOBAaH Kak pedpakTepHOe KO BTOPOH JUHUU
repanuu teuenne OMJL.

B xauectBe Ttepanuu tperveit smmamm ¢ 09.09.2022
no 13.09.2022 npoeemen kypc remrysymaba osoramuiy-
Ha B coyetanuu ¢ ¢uypapabunom. 26.09.2022, na 17-e cyr.
OT HaJaja Tepanuu, B OOLIEM aHA/IN3e KPOBU BbISBJIEHO
39% Gnacthbix kiaetok. CiefoBaTesbHO, HECMOTPSL HA TIPe/i-
[PUHSTHIE MONBITKY TPEX JUHUMA TEPANINY, OTBETA HA Jieue-
nue e nosydeno. Koncratuposano pedpaxreproe Teue-
e T-OMJL. B okra6pe 2022 r. Gonbhas Gbuia BbinmucaHa
nuz HVU J1OI" nop naGmonenmne Bpadeii o MecTy KUTENbCT-
Ba C PEKOMEH/ALMSIMH TI0 IIPOBEAECHUIO CUMIITOMATUIECKON
Teparnvy 1 NaJJIMaTUBHON XMMHOTEPAIINH B PESKUME: IEKCa-
merazon 5 mr/m? (1-4-it tau Tepanum), nurapabun 75 mr/m?
(1-4-it pau repanumn). PexomennoBanHble Kypchl mpoBoau-
aucsk kaxavte 10 nueit, no reuenue T-OMJI 6b110 pedpaxTep-
ubim K Tepanuy, u 10.02.2023 r. nactynmia cmeptb 6OIBHOIA.

OGcyxpaenne

T-MH cnenyer paccmarpuBarh Kak 3J0Ka4eCTBEHHbBIE
HOBOOOpPAa30BaHUs CUCTEMbI KPOBU C U3BECTHBIMU ITHO-
Aoruueckumu (aKTOpaMM U OTJAWYUTENbHBIMU MPHU3HA-
KaMM, 4YTO CJIe[lyeT Y4YMUTBIBATh NPU BbHIOOpE Tepanuw.
Huarnoctuka MH, acconuupoBanHbIX € npeamecTsy-
OIMM LMTOTOKCHUYECKUM JIEYeHHEeM, B OOJIBIIMHCTBE
Cly4aeB He CBSI3aHA C CYLIECTBEHHBIMU TPYAHOCTSIMH.
Y GoablnHCTBA OOJNBHBIX BBISBISIIOT AHOMAJUHM KapHO-

THUIIA U3 I'PY IIIbL He6J'IaI‘OHpI/IHTHOI‘O nporHo3a u myTranmumn
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resa /P55, 4To MOXKET ONpPEeNessATh PE3UCTEHTHOE K MPO-
BOAMMOI Tepanuu TedeHue 3abOJIeBaHUSI U KOPOTKYIO
NPOAOJKUTENBHOCTD JKM3HHU. B NMEepBOM KJIMHMYECKOM
Habmonenuu 6oabHoi no mkanae [PSS-R [34] 611 orHe-
CeH K IpyIile HU3KOoro pucka, a no mkasue [PSS-M [65] —
K KaTeropuu yMEpPEeHHO BbICOKOro pucka. [las crparu-
duxanuu no mkane IPSS-M [65] sxenarensno umers
JAHHBIE MOJIEKYJISIPHO-TEHETMYECKOro aHaauaa no 16 re-
Ham, a ay4qiue no 31 reny. Ho narke nanuuue undopmanun
o myrauusix B 2 renax, SI5B/ u TP55, nossonniao usme-
HUTH IPYIIILY IPOrHO3a B CTOPOHY €€ yXYILICHUSI.

Boabusre ¢ myranueit 7P55 xapakTepusyroTcss KpanlHe
HeOJIATONPUSITHBIM MPOTHO30M, a 3¢ deKTUBHBIE JeKap-
creennble cpeacrsa (IP55-TapretHas Tepanus) s TaKO-
ro Bapuanta MJIC nan OMJI naxonsrcesa ewe Ha arane
paspaboTKM M KIMHUYEeCKUX UccienoBaHuii. Bropoe kiu-
HUuecKkoe HabJilofieHre pa3BUTHUsl IBYX OHKOJIOTMYECKUX
3aboseBaHMil y peOeHKa MO3BOJISIET MPEANOJNOKUTL Ha-
JAUYMe BO3MOXKHOI MepMUHAJIBHON MyTAalUH, NPUBEALIEH
k (parasbHOMY PasBUTHIO COOBITHI.

BrickasbiBaeTcs MHeHMe O 11e1eCcO0OPA3HOCTH CO3/IaHMS
OTAEeJIbHOU K.naccucbnkaunn 1 NPOrHOCTUYECKOM IIKa-
aet pas t-MJIC [40]. Ortor Bonpoc aas T-OMJI ocraercs
HepeweHHbIM. Bropuunas npupoma MH xapaxrepusy-
ercsi HebnaronpusitHbim nporHozom. OpHAKO AMArHO3BI
«r-OMJI u -M/IC» He Bcerma moKkHBI OAPAa3yMeBaTh
3aBeOMOe OTHeCeHUe GOJIBHOrO K rpyIire HeOIaronpusT-
HOrO MPOrHO3a, MOCKOJbKY MPOTrHO3 O0YCJIOBJEH LEeabIM
psinom aKkTOpoB, BKJIOUAS LIUTOreHETUYECKHE U MOJIEKY-
JSIPHO-TEHETUYECKUE XapaKTepUcTUuKku. TakTuka BoiOOpa
JIEYeHU s JOJDKHA OCHOBBIBATHCS HA ONPENEIEHNM CTATyCa
nepsoro 3abonesanusi, sapuante T-MH, ero npunannesx-
HOCTHM K TpPYIIIEé PUCKA B COOTBETCTBUU C IIPOrHOCTHYE-
CKMMU Mofeasamu. Takske HEOOXOAUMO YUUTHIBATH COMA-
Tudyeckuit cratyc GoswbHoro. OpHako npeamectByroliee
fedyeHue MoskeT dopmupoBath pedpaKTepHOCTh K AaJIb-
Heiteil tepanuu. Ilo aroit mpuumne Goapubix T-MJIC
u t-OMJI, nasxxe ua rpynnel 61aronpusTHOrO NPOrHO3a,
cJefyeT pacCMaTpMBaTh B KAYECTBE IOTEHIINATbHBIX KaH-
nuparos s nposeaenus anno-1T'CK. Tpynnocrs Be16opa
NpPaBUJIBHOM J1IeueOHON TAKTUKM 0OYC/IOB/IEHA MAJIBIM IH-
caom kanHnueckux uccaegosanuit npu T-MJIC u -OMJI,
a TaK>Ke PasJIMIHBIM CTATYCOM IEPBOM OILYy XOJIH.

brazodaprocmu. ABTopbl cTaThy BRIpaXKaIoOT O1arogapHo-
ctusakoucynvrauuu [ 1. B. Konnuny, x.6.1., 3aBepytomemy
naboparopueil IUTOrEeHETUKY OT/EJ1a MOJIEKYJISIPHOI O1o-
aoruu onyxosnen HUW kanneporenesa OPI'BY «HMUILL
oukosornu wum. H.H. Bnoxuna» Munsnpasa Poccuw;
E. M. Tpemanunoil, a.M.H.,, HAyYHOMY KOHCYJIBTAHTY Ja-
6oparopun kiaerounoro ummynurera HWI skcnepu-
MEHTAJBHOM AMarHoCcTUKU u Ttepanuu omnyxosneir OI'BY
«HMMUML onkosormn um. H.H. Broxuna» Munsnpasa
Poccuny; B. A. Mucropuny, 4.6.H., c.H.c. 1aboparopun npo-
rounoii nuromerpun OOO 'enoTexnonorus», corpyauu-
Ky OT/ieJ1a KJIETOYHOH 1 MOJIEKYJISIPHOM OMOJIOrUH, KaMILyC
Cyabna, Kaponunckuit Mucruryr, Crokronsm, Hlsenus;
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Pucynok 5. OMJ1, 6onbras [, Musepcus inv (3) (q21g26). FISH, x1000
Figure 5. Acute myeloid leukemia, patient D. Inversion inv (3) (g21q26). FISH, x1000

PucyHok 6. Octpbint mrenonaHsii nerikos, 6onsras . Peaparskrposka rena MECOM.
FISH, x1000
Figure 6. Acute myeloid leukemia, patient D. MECOM gene rearrangement, FISH, x 1000

B. B. Bunepman, k.6.H, c.H.c. 1abopaTopun MOJIEKYISIPHOR
remaroaoruu OI'BY «HMUL remaronornn» Munsgpasa
Poccuy, a rakske A. M. CrporanoBoii, k.m.H., 3aBeAy 0L
MOJIEKYJISIpHO-OMOI0rn4eckoi 1aboparopueii otaesa Mop-
dbonoruyeckoi U MOJEKYISTPHO-TEHETUYECKOH AMATHO-
cruku omyxoneit HVM knunmyeckoit onxosorun @PI'BY
«HMMUIL onkomormu um. H.H. Broxuna» Munsppasa
Poccuu, 3a npenocraBnenune pesynpraroB muTOoreHeTHye-
ckoro ananusa u ¢pororpaduii ¢ uccae0OBAHUEM METOIOM
dbayopecuenTHOM rubpuansanueii i Jilu.
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