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Muenoaucmiaactuuecknid cuuapom (MC) ceroans siBJisieTcsl OHOM U3 CAMbBIX CJIOKHBIX
npooseM remaroJioruu. Jinmp HegaBHo JedyeHne MIC BbIILIO 32 paMKH NOJJAEePKUBAIOIIEH
Tepanuu, NPOBOAUBIIECHCS ¢ MOMOIIbIO o0Jierdyennss cumnTomoB. M/IC siBiisieTcs maToJioruei
crapiei BospactHoi rpynnsi: 80 % ciayyaes MJIC npuxoaurcest Ha iuna crapue 60 ger. M/IC
B JIETCKOM BO3pacTe BCTpedaeTcsi KpaiiHe peako. B eBponeiickux crpanax cpeau jun 50——69
Jger perucrpupyercs 40 HoBbix ciayyaes M/IC Ha 1 miH HacesieHus, a cpeau Jjun 70 Jer u
crapuie — 150 HoBBIX ciiy4yaeB Ha 1 MJIH HacesieHus. 3adoaeBaemocth MJIC B P® B cpegnem

cocraBJisieT 3—4 caydasi Ha 100 ThIc. HaceJleHHs B IOl U yBeJIMYUBaETCs ¢ Bo3pacTom [1].
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A myelodysplastic syndrome (MDS) is one of the most difficult problems in hematology
today. It is only recently that MDS treatment has moved beyond supportive care with symptom
relief. MDS is a pathology of the older age group: 80% of MDS cases occur in people over 60
years of age. MDS in childhood is extremely rare. In European countries, 40 new cases of MDS
are registered among people aged 50-69 per 1 million population, and among people 70 years
and older - 150 new cases of 1 million population. The incidence of MDS in the Russian
Federation averages 3-4 cases per 100.000 population per year and increases with age [1].
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MJIC — rpymnma 3a0ojeBaHUN CO CIIOKHBIM IaTOT€HE30M, KOTOPBIN MPUBOJIUT K Pa3BUTHIO
AUCTIACTHYICCKOI'0 KPOBECTBOPCHHUA B COUCTAHNU C HOPMAJIbHBIM. Baauane cuMIITOMBI OOBIYHO HE

MPOABJIAIOTCA. IIo3:xe cUMOTOMBI MOT'YT BKJIIOYaTb YYBCTBO YCTAJIOCTHU, OMABIIIKY, HAPYIICHUSA



CBEPTHIBAEMOCTH KPOBH, aHEMHIO MM 4yacThle MH(eKuu. HekoTopele THMBI MOTYT mepepacTu B

OCTpBIIl MUEIOUIHBIN JIeHKO3 [2].

[TepBuunbiii (nauomaruveckuii) tun — 80—90 % ciydaeB, BTOpUYHBIA (BCIICICTBUE
MpeANIecTBYOMe Xxumuorepanuu 1 ap. ¢akropoB) — 10—20 %. BoasmuucTBO ciyqaes M/[C
SBIIAIOTCS TMEPBUYHBIMU — HAMONATHYECKUMH uiu de novo (C JiaT. — «BHOBb IOSIBUBILIUKCS,
HOBBII»).

Bropuunsiii M/IC sBnsieTcs 3HauuTeNbHO Oosiee HEOIArOMPHUATHBIM M PE3UCTEHTHBIM K
nedenuto tunom MJIC, oOmanmaromum 3aBefjoMO Oosiee XYIIIMM IPOTHO30M B CPaBHEHHH C
nepsuaHbiM MJIC.

[Tpu3HAaKM ¥ CUMIITOMBI HECTICU(PUUHBI U OOBIYHO CBSI3aHBI C LIUTOIIEHUEH KPOBU: aHEMUS
(XpoHHUeCKasi yCTaJIOCTh, OJBIIIKA, OUIYIIEHHE XOJI0Ja, WHOTAAa OOJIb B TPYIH); HEHTpPONCHUS
(moBbIICHHAS BOCTIPUUMYHBOCTh K HUH(DEKIIUK); TPOMOOIMUTONCHHS (ITOBBIMICHHAS CKJIOHHOCTh K
KPOBOTEUYEHUSIM U IKXMMO3aM, a TAKKE K IIOJIKOKHBIM KPOBOTEUEHUSIM, IIPUBOISALIUM K ITypPITYPeE UIH
nerexusim) [3].

MHorue noAM HE HMEIOT CHMITOMOB, M IIUTONEHUS KPOBH WIH JApyTrue MpoOeMbl
BBISBJISIIOTCS. TIPU  OOBIYHOM aHallM3€ KpOBU: HEHUTPONEHHS, aHEeMUs U TPOMOOLUTONEHHS;
CIUICHOMETaJIHs WU PEAKO TelaToMerajns; aHOMalbHbIE TPaHyJIbl B KJIETKaX, aHOMalbHas (hopMa 1
pa3Mep szep; XpOMOCOMHAsl aHOMaJIWs, BKJIIOYash XPOMOCOMHBIE TPAaHCJIOKAlMM U aHOMAaJIbHOE
KOJIMYECTBO XPOMOCOM

XOTsl cyIIeCTBYET OMPEEIICHHBIN PUCK Pa3BUTHSI OCTPOTO MUETIOMIHOTO Jieiiko3a, okoio 50%
CMepTel MPOUCXOAUT B pe3yibTaTe KpoBoTeUeHUs Wi MHpekunu. OnHaKo Jeiiko3, BOSHUKAIOIIUI
B pe3yJibTaTe MHUEJIOAMCIIA3UY, OOBIUHO HE mojjiaeTcs jeyeHuto. Ha panHeM stane npeoOianaer
aHemusi. BOJBIIMHCTBO MAIIMEHTOB XAJIYIOTCSI Ha IMOCTENEHHOE HACTYIUIEHHE YTOMIISIEMOCTH U
c1aboCTH, OJBIIIKM M OJIEAHOCTH, HO, MO KpaifHel Mepe, Y MOJOBUHBI MAllMEHTOB CHUMIITOMBI
orcyrcTBytoT, U MJIC oOHapyxuBaeTcsl JuUIIb CIy4aHO NpU OOBIYHBIX aHajIu3ax KPOBH.
[IpenmecTByromas XUMHOTEPANUS WIM OONydyeHUE SIBISIOTCS Ba)XXKHBIM (PAKTOPOM B MCTOPUU
0os1e3HU yenoBeka. JIuxopaaka u morepst Beca JOJIKHBI YKa3bIBaTh HA MUEIONPOIU(EpaTUBHbIN, a
HE Ha MUEJIOIUCIUIACTUYECKUH mporiecc. [3]

Hexotopble mou B aHaMHE3€ MOJBEPrajluCh XUMHOTEpanuu (OCOOEHHO alKWIMPYIOIIUM
are’HTaMm, TakuM Kak MendanaH, nukiopochamua, Oycynbhan U XJTOpaMOyIIIT) WIH 00Ty4eHHUIO
(TepaneBTHYECKOMY WJIH CIy4ailHOMY) WJIM TOMY U Jpyromy (Hampumep, BO BpeMsi TpaHCIUIAHTalluu
CTBOJIOBBIX KJIETOK TII0 TOBOAY Jpyroro 3a0onieBaHus). PaGoune B HEKOTOPBIX OTpaCiix
IIPOMBIIIJIEHHOCTH, IO/BEPTaIOIINUXCSl CHUIBHOMY BO3JEHCTBUIO YIJIEBOJOPOJIOB, TaKHUX Kak
He(TsAHAs TPOMBILIUIEHHOCTb, HMEIOT HECKOJbKO OoJjiee BBICOKMH PHUCK 3apa’keHUs H3TUM

3a00/IeBaHrEeM, YeM HaceleHHe B IeJoM. Bo3nelicTBue Kcmiioja W OeH30jJa OBUIO CBS3AaHO C
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MuenoaucIuiazuei. Berepansl BbeTHaMa, moABEPTIIMECS BO3ACUCTBUIO areHT «OPaHK», PUCKYIOT
3abonerb MJIC. CBsizb MOXeT cymiecTBoBaTh Mexay pazButueM MJC «y nmonei, mepexuBIINX
aToMHYyI0 00MOy uepe3 40-60 ner mocne oOnydeHus» (B JAHHOM CIIy4ae MMEETCS B BHIY JIIOJICH,
KOTOpBIE ObUIH B HEMTOCPEACTBEHHOM OJIM30CTH OT aTOMHBIX 60MO B Xupocume u Haracaku Bo Bpemst
MupoBoit BoiHkI. II). Jletu ¢ cunapomom Jlayna npeapacnomnoxensl kK MIAC, u cemeitHbIi aHaMHe3
MOJKET YKa3bIBaTh Ha HACJIEACTBEHHYIO (hOpMy CHAEpOOIACTHON aHeMUH Hiu aneMun DaHKoHu [4].

MJIC wyame Bcero pas3BuBaercsi 0e3 BUAMMON mNpuuuHbl. DaKTOPHl pPUCKA BKIIOYAIOT
BO3JICUCTBUE areHTa, KOTOPHIil, KaKk U3BECTHO, BbI3bIBAET NoBpexaeHue JJHK, takoro kak pagnanus,
OCH30J1 M HEKOTOpble BHIbI XHUMHOTEpAluH; O JApyrux (QaxTopax pHUCKa COOOIIANIOCH
HETOCe10BaTeNbHO. JloKa3aTh CBs3b MEXY MpeanojaraeMbiM Bo3aeicTBiueM U passutueM MJIC
MOET OBITh CI0KHO, HO HalM4Me TeHETUYECKUX aHOMAJIHH MOXET MPEAOCTaBHTh HEKOTOPYIO
noaTBepkaaroiyo uHpopmaruio. Bropuunsiii MJIC MoxkeT BO3HUKATh KaK MO3THSS TOKCHYHOCTh
pakoBoit tepanuu (MJIC, accoumupoBanubiii ¢ Tepanuei, t-MJIC). MJIC nocne Bo3aelicTBUA
pamuanyyM WM QIKWIMPYIOIIUX areHTOB, TakKWX Kak Oycynb(aH, HUTPO3OMOYECBHHA HIIH
npokapOa3uH, OOBIYHO BO3HUKAeT uepe3 3-7 JIeT Mocjie BO3JEHCTBUS M 4YacTO JEMOHCTPUPYET
notepro Xxpomocombl 5 wimu 7. MJIC nocne Bo3aekictBus mHruouropos JIHK-Ttomomzomepassr 11
BO3HUKAeT mocie Ooiee KOPOTKOTO JATEHTHOTO mepuoia - Bcero 1-3 roga M MOXKET HMETh
Tpanciokauio 11g23. JIpyrue panee cyiiecTBOBaBIIde 3a00J€BaHUsI KOCTHOTO MO3Tra, TAKHE KakK
nproOpeTeHHas aracTuYecKast aHeMUs I0CJIe IMMYHOCYIIPECCHBHOTO JICUeHHsI 1 aHeMusi DaHKOHH,
MoryT nepepactu B M/IC.

Cunraercs, uro MJIC Bo3HUKaeT M3-3a MyTalluii B MYJbTUIIOTEHTHBIX CTBOJIOBBIX KJIETKaX
KOCTHOTO MO3ra, HO KOHKpPETHbIE 1€(DEKThI, OTBETCTBEHHBIE 32 3T 3a00JIEBaHUs, OCTAIOTCS TJIOXO
n3ydeHHbIMU. Juddepennmanus KiIeToK-NpeAlIeCTBEHHUKOB KPOBU HapyllaeTcs, U B KIETKax
KOCTHOTO MO3Ta IPOUCXOUT 3HAYUTEIbHOE YBEIMUEHUE YPOBHEH allONTOTUYECKON THOENH KIIETOK.
KrnonanpHasi SKCMaHCUsT aHOMANBHBIX KIIETOK MPHUBOIUT K OOpa30BaHUIO KIETOK, YTPATHBIIMX
crocoOHOCTh muddepenunrpoBarbesa. Ecnu o0muii mporeHT MuenoO0JacTOB KOCTHOTO MO3Ta
MpeBbIIaeT onpenenaeHuwi mpeaen (20% mans BO3), To cuntaercs, 4To npou3onuia TpaHchopmarus
B ocTpblii muenoreHnHsiit jeiko3 (OMJI). IlporpeccupoBanne MJIC B OMJI - xopommuii mpumep
MHOT'O3TallHOM TEOpUHU KAHIIEPOreHe3a, B KOTOPOH Cepusi MyTalUd MPOUCXOJUT B H3HAYAIBHO
HOpPMaJIbHOU KJIETKE U MPEBPAILAET €€ B PAaKOBYIO KJIETKY.

XoTsl Tmpu3HaHUE JIeHKeMUYecKoll TpaHcpopmanuu ObIJIO HCTOPHUYECKH  BaXKHBIM,
3HAYUTENbHAS 9acTh 3a00JIeBa€MOCTH U CMEPTHOCTH, CBs3aHHBIX ¢ MJIC, siBisieTcs pe3yabTaToM He
tpancopmarmn B OMJL, a, ckopee, nuToneHuii, Habmo1aeMbIx y Beex naruentoB ¢ MJIC. B To
BpeMsl KaKk aHeMus SBJsieTcsl HaubOosee paclnpocTpaHeHHOM nurToneHuer y mauueHtoB ¢ MJIC,

YUMTBIBAsE JTOCTYNHOCTh IEpeNuBaHus KpoBH, manveHTsl ¢ MJIC penko cTpagaroT OT TsKENIoi
3



aHemuu. [[Byms Hambosee cephe3HBIMU OCIOKHEHHMsIMHU y manueHToB ¢ MJIC B pe3ynbrare mx
[UTOTICHUN SIBJISIFOTCSI KPOBOTEUYEHHE (M3-32 HENOCTATKa TPOMOOIMTOB) WM HHQEKIuUs (K3-3a
HEJOCTaTKa JIEHKOUMTOB). JlIuTenpbHOE NEpeMBaHUEe HSPUTPOLIMTOB MNPHUBOJUT K TEPErpy3Ke
KEJEe30M.

[Ipusnanue snurenernueckux usmeHeHuil B ctpykrype JIHK nmpu MJIC o0bsicHuIo ycmex
IBYX (2 MMEHHO THIIOMETHJIMPYIOIIUX areHTOB S5-a3allUTUIAWH W JENUTaObWH) U3 Tpex (TpeTuit -
JICHATUAOMHM]I) KOMMEPUYECKH JOCTYMHBIX JIEKAPCTB, OJOOPEHHBIX YTNpPaBIEHUEM O KOHTPOJIIO 3a
npoaykramu u jgekapctBamu CIIA s nedenuss M/C. IlpaBunsaoe metunupoBanue JJHK nmeer
pelaroniee 3HaYeHUe AJIsl PEeryyisiluy FeHOB mpoiudepalnnu, a noTeps KOHTPOJS METUIHMPOBAHUS
JIHK moxeT npuBecTd K HEKOHTPOJIMPYEMOMY POCTY KJIETOK M IuToneHud. HenaBHo ogoOpeHHbIe
uaruburopsl  JIHK-metuntpancdepaspl  HCIONB3YIOT 3TOT  MEXaHHW3M, co3fgaBas —Oosee
ynopsiioueHHbIi npoduins metuinpoBanus JJHK B sape reMonosTuyeckix CTBOJNIOBBIX KIETOK, TEM
CaMbIM BOCCTAHABJIMBasi HOPMaJIbHbIE TIOKA3aTeIu KPOBU M 3ameisis nporpeccupoBanue MJIC no
OCTpOToO Jeiko3a [3].

HekoTopsie aBTOPHI TPEIITOIOKUIIN, YTO MOTEPS MHUTOXOHAPUATBHONH (QYHKIIUU C TCUCHUEM
BPEMEHHU NPUBOAMT K HakorieHuto Myrauuil JJHK B remonostnyeckux CTBOJIOBBIX KIIETKaX, U 3TO
o0BsicHsieT noBbieHHY0 YacTory M/IC y moxunbix namnuentoB. MccnenoBaTenu ykas3blBalOT Ha
HaKOIUICHWE MUTOXOHJIPUAIBHBIX OTJIOKEHUN Kejie3a B KOJBIEBBIX CHAEpoOiacTax Kak Ha
JI0Ka3aTeIbCTBO MUTOXOHApHanbHOU qucynkmuu mpu MJIC [5].

[To kpaitnei mepe, ¢ 1974 1. U3BECTHO, YTO JIeJCLUs B JJIMHHOM IJIEY€ XPOMOCOMBI 5 CBsi3aHa
C JMCIUIACTUYECKHUMHU aHOMAJIUSIMH TE€MOIIOATHYECKUX CTBOJIOBbIX Kietok. K 2005 romy
JIEHATUAOMHM]I, XUMHUOTEPANIEBTUUECKUN TIpenapar, Obul mpu3HaH 3(P(GEKTHBHBIM Y TMAllUEHTOB C
MJC c 5g-cunapomom, a B aexadbpe 2005 roga FDA CIIIA omo6puiio 3TOT mpenapar Jyisi 3TOTo
noka3aHus. IlanMeHTsl ¢ W30MMpOBaHHBIM 5q-, HM3KUM puckom IPSS wu Tpanchy3moHHOM
3aBUCMMOCTBIO JIyYIlIE BCErO0 pearupyroT Ha jJeHanuaoMuJ. Kak mpaBuiio, MporHo3 Ajig 3THX
MalUEeHTOB OJIarONPHUSATHBIN, CPEIHSSI BEDKMBAEMOCTh COCTaBiisieT 63 mecsa. JlenanmuaomMua umeet
JIBOMHOE JIEHCTBHE, CHUXKASI KOJIMUECTBO 37I0KAYECTBEHHBIX KIIOHOB Y MAIIUEHTOB C 5q- U HHAYIUPYS
Ty4iryo AU QGepeHInpoBKY 30POBBIX SPUTPOUIHBIX KIETOK, Kak 3TO HaOI0AaeTcs y MaleHTOB
6e3 nenenuu 5q [6].

Mytauun B Qaktopax cruaiicuHra Obuin  oOHapyxkeHel B 40-80%  ciyuaeB
MUEIOJUCIIACTHYECKOT0 CHHAPOMA, OCOOEHHO y MallMEHTOB C KOJBIEBUIHBIMU CHAEPOOIaCTaMU.

Mytanuu B TreHax, Kogupyrommx wuzouutparaeruaporenasy 1 u 2 (IDHI u IDH2),
Bcrpevatotcss 'y 10-20% mnanueHToB ¢ MUEIOJIMCINIACTUYECKUM CHHJIPOMOM M NPHUBOAIT K
yxyawenuto mnporHosa npu MJIC Huskoro pucka. Ilockonpky wactora myranuit IDH1 / 2

VBEJIMYMBACTCS TI0 MEpe YBEIWYCHHS 3JI0KAUYECTBEHHOCTH 3a00JIeBaHUs, ITH JIaHHBIC BMECTE
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npeanoararoT, uro mytaruu IDH1 / 2 seastorcst BaxkasiMu paktopamu nporpeccupoBanus MJIC B
OoJiee 3710Ka4eCTBEHHOE COCTOSTHUE.

[Ipexonsmee muenonponudeparnBHoe 3a0oieBaHHE - aHOMalbHAs Mpoiudepanus KIoHa
N00pOKaYECTBEHHBIX METaKapro0JIacTOB B IEYEHHU U KOCTHOM Mo3re. 3abosieBaHle OTpaHUYUBACTCS
JIOJbMU C CHHIpOMOM JlayHa MM TeHEeTHYEeCKUMU M3MEHEHUSIMH, aHAJOTMYHBIMH TaKOBBIM IPU
cunapome JlayHa, pa3zBuBaeTcs BO BpeMsi O6pEMEHHOCTH WJIM BCKOPE MOCIE POKICHUS U MIPOXOIUT
B TeyeHue 3 wMecsueB, uiaum npumepHo B 10% ciydaeB mporpeccupyer 0 OCTpOro

Merakapruo0JiacTHOTro Jieiiko3a [7].
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