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OIIbIT JIEHEHUSA BOJILHOM C MUEJOAUCIIJIACTUYECKUM CUHAPOMOM
BBICOKOTEXHOJIOT'MYHBIM MPEIMNAPATOM, UHTUBUPYIOLIUM METUJIUPOBAHUE [HK, —
JAEUUTABUHOM (JAKOTI'EH) HA BA3E I'OPOACKOI'O TrEMATOJIOT'MYECKOTO OTAEJEHUWS
KPACHOSIPCKA
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IpuBeneHHbI ONBIT JieyeHHUs] 0OJILHOH ¢ MHMEJOAMCIIACTHYECKHM CHHAPOMOM BBICOKOTEXHOJOTHYHBIM
npenaparoM, HHruoupywomum MmeruwiaupoBanue [AHK, — neuuradunom (JakoreH) mpeactaisieT co0oii
HHTEpeC B CBSI3M € TeM, YTO BeJeHHE OOJIBHBIX ¢ MUETOAUCINIACTHYECKHM CHHAPOMOM BCe ellle siBIseTcs
HepewleHHoi 3agadveii. [loaxon k Jjedyenuro MIAC gonxkeH ObITb MHAUBHAYAJIBHBIM U OCHOBBIBATBLCSI HA
rpynne pucka 00JIbHOr0, BO3pacTe, coMaTH4YecKoM cTaTyce. [Ipu BbisiBJIEHHH IUTOTeHETHYECKHX NMOJIOMOK (B
YacTHOCTH, JeJieNud 5 ( XpoMocoMbl) MPEHMYIIECTBO B OTHOLIEHUU TMOBBILIEHHS] KAa4yecTBa KU3HU NaéT
MUreHeTHYecKasi Tepanus AeuuTaduHoM. JledeHue AaKOreHOM JAeiiCTBUTENbHO 00/1aJaeT KJIMHUYECKOil
3(ppeKTHBHOCTHIO, BbI3bIBasi BBICOKHH ypoBeHb 0O0LIero OTBeTa Ha Tepanuiw Yy 00JbHOIl
MHEJOANCIJIACTUYECKUM CHHAPOMOM, TaK KaK MO3BOJISIET HCKJIIYHUTh MOTPeGHOCTH B reMoOTpaHcpy3usx,
CHU3UTH KOJIMYECTBO OCJ0KHEHH, CBSI3AHHBIX C MepeJiMBaHHeM I0HOPCKOI KPOBH, COKPATHTh NOTPeGHOCTh
B XUMHUOTepanuu U Moajep:KUBalolieil Tepanuu, NOBbICUTh BHIKHBAEMOCTh 00JIbHOI, B IaHHOM cJy4yae Ha
14 mecsinieB, 1 TeM caMbIM YBEJHYUTH BpeMs 10 MporpeccupoBaHus 3a00/ieBaHUs.

KroueBrle ciioBa: MHEJIOIUCILIaCTUYSCKUI CUHAPOM, JAKOI'C€H.

EXPERIENCE IN TREATING A PATIENT WITH MYELODYSPLAST IC SYNDROME HIGH-
TECH DRUG THAT INHIBITS DNA METHYLATION — DECITABIN  E (DAKOGENE) AT THE
CITY OF HEMATOLOGY BRANCH OF KRASNOYARSK

Kuznetsova EY, Sokolova TA, Ol'khovik TI

Krasnoyarsk State Medical University named after prof. V.F. Voino-Yasenetsky, Krasnoyarsk, Russia,
e-mail: stk99@yandex.ru

The above experience in treating a patient with mytedysplastic syndrome, a high-tech drug that
inhibits DNA methylation — decitabine (Dakogen) repesents the interest due to the fact that the managnent
of patients with myelodysplastic syndrome is stilan unsolved problem. Approach to the treatment of NDS
should be individualized and based on risk patientage, somatic status. In the identification of cyfpenetic
damage (including deletions of chromosome 5 q) adutage in regard to improving the quality of life gives the
epigenetic therapy of decitabine. Treatment dakogemm actually has clinical efficacy, causing a highwerall
response to therapy in patients with myelodysplastisyndrome as possible to eliminate the need fordad
transfusions, reduce complications associated withansfusion of donor blood and reduce the need for
chemotherapy and supportive therapy to improve surival in this case for 14 months and thereby increas
the time to disease progression.

Key words: Myelodysplastic syndrome, dakogen.

Muenoaucnnactuaeckuii cuaapom (MJIC) —rpymma reteporeHHbIX, KIIOHATBHO
00yCJIOBJICHHBIX, IPHOOPETEHHBIX 3a00JI€BaHUI KPOBH OIYXO0JIEBOI MPUPOJIBI,

XapaKTCpU3yromasacsa HapyuICHUEM (I)YHKI_[I/II/I KOCTHOI'O MO3Ta, COIMPOBOXIAOIUMCI



MOCJIEJICTBUSIMHU YTHETEHUS SPUTPOUTHOTO, MUEJIOUTHOTO U TPOMOOIUTAPHOTO POCTKOB, UTO
BBIPa)KaeTCsl COOTBETCTBYIOIICH ITUTONICHHUEH (aHEeMHUsI, HEUTPOIICHHSI, TPOMOOIIMTOTICHUS HITH UX
komOuHaruu). Jlmarnocruka u nederne MJIC siBisieTcs 10 CHX MOp HepPEeMIEHHOH MpoOIeMoii B
rematosiorud. OTinuuTenbHON ocobeHHoCcThI0 MJIC siBNsieTcss HeOOPATUMBIH, OTTYXO0JICBBIN
xapakrep, BoisBIeHHBIX Tpyu MJIC u3MeHeHn KpoBU U OTUYETINBAs TEHACHIUS K
Tpanc(opmanmu B OCTPHIH Neiiko3. Puck mepexoia B 0CTphIi JIEWKO3 1O JAHHBIM Pa3HbBIX
aBTOpOB cocTarisieT 10 30% [2; 4; 9].

B ocnose MJIC nexat pa3iuuHble TCHETHUYECKHE aHOMAJIAH, a TAaK)Ke aHOMATbHOE
metmnpoBanue JJHK, mpuBosinee k TOpMOKEHHUIO SKCIPECCUU T€HOB-OHKOCYIIPECCOPOB, YTO B
CBOIO OUYepe/Ib IPUBOJIUT K MHOXKECTBEHHBIM HAPYIIEHUSM KIETOYHOTO IUKIIA U
maddepenmpoBky KireTok [1; 2].

K manbonee xapaktepHbIM H3MEeHEHHSM XpomocoM rpu MJIC oTHOCSITCS: Aenenust
mmaHoro wieda del 5(59-) -y 27-30%, del 7(79-) ¥ 4-10%,monocomus 7(-7) —y 15-25%,
tpucomus 8(+8) —BrusBisiercs y 20%naruentoB, MoHocomus 5(-5) —y 5-10%, del 11(11q) ¥
7-11%,nenerust Y-xpomocombl —y 5-10%,a taxke Tpanciokamuu t(1; 3), t(1; 7), t(5; 7), t(2;
11), t(6; 9), t(11; 27)uBepcus 3 XpOMOCOMBL.

3aloJieBaHrEe XapaKTepU3yeTcs HU3KOM MPOI0JKUTEIbHOCTHIO )KU3HH MAllUEHTOB U
ObICTpOii TpaHCOpMaLIUEil B OCTPBIN MUETIO0IACTHBIH JIEHKO3, UYTO OIPEIEISeT €ro BBICOKYIO
COLIMANILHYIO 3HAYUMOCTh. [Ipu 0TCyTCTBUYU JeueHus: OOIIHi CPOK BEDKUBAEMOCTH COCTABIISET B
cpennem 0,4roma 111t 60JBHBIX ¢ BRICOKUM PUCKOM MTPOTPECCUPOBAHUS U 5,7 T01a TpU HU3KOM
pucke nporpeccupoBanus. Cpok 1o nepexona B OMJI y 25%0600bHBIX 3TUX TPYII COCTABIISET
cootBetcTBeHHO 0,21 9,4r0na [9]. [Iprunnamu cmeptu 60spHBIX ¢ MJIC sBIISIIOTCSI
MIOCJICJICTBHS IIUTONEHUYECKUX HAPYIICHUN — B YACTHOCTH MH(EKIIUH, TSDKEIbIe KPOBOTEUCHUS,
a takke Tpanchopmarrist B OMIJI [4; 12].

C coBepmercTBoBanneM MeTo 0B nuarHocTukun MJ[C cranoButcs Bce 6omee
aKTyaJbHBIM 3a00JI€BaHHEM B OHKO-T€MaTOJIOTHYecKol mpakTuke. [1o JaHHbIM 3anma HbIxX
aBTOPOB, 3a00sieBaeMocTh MJIC coctaBisier 5 ciyuaeB Ha 100 000usacenenwus B roj [7]. Tlo
OIIEHKaM BeIyIIUX CIeNuaIncToB B Poccuu, B HacTosmee BpeMsi B PD HacuMThIBae€TCS OKOJIO
2,5 teicsa manuenToB ¢ MJIC, cpennmii Bo3pacT KoTOphix mpudamkaercs kK 40rogam. OmHako
IeHTpaTu30BaHHOTO yueTa 60apHbIX MJIC He BeieTcs, a BBISABIIEMOCTh 3a00JI€BaHMS OCTACTCS
Ha HU3KOM ypoBHe. TpyaHoctu BeisiBieHuss MJIC cBsi3aHBI ¢ OTCYTCTBUEM THITHYHOM
KJIMHAYECKOW KapTHHBI U CO CIIOKHOW TMarHOCTHKOM 3a00JIeBaHMSs, KOTOpasi, TOMUMO OOBIYHOTO
KJIIMHUYEeCKOro 00ceI0BaHusl, TPOBOSIIIErOCs IPU MOI03PEHUH Ha JTH000e
OHKOI'€MaToJIOTHUEeCcKoe 3a00JIeBaHue, BKIIIOYAET 00s3aTeIbHBIA MOP(OIOTHUECKUH aHaIN3 U

IUTOTCHETUYECKOE UCCIIEIOBaHIE KOCTHOTO Mo3ra [2; 4; 8.



[lo maHHBIM HAIIErO TeMAaTOJIOTHYECKOTO OTACNCHH S, HaOIF0TaeTCsl POCT MPOJICUSHHBIX
6ombHBIX ¢ MJIC, Tak, eciu 3a Tpu roga ¢ 2005mo0 2007rox 66u10 nposieueHo 19 00IBHBIX, TO
yxke B 2008-201Qr. neumsocs 42 yenaoBeka.

OcuoBHbIME 1ieTsiME JiedeHws] MJIC sIBIISTIOTCST KyTUPOBaHUE CHMITOMATHKH, CHIDKEHHE
3aBHCUMOCTH OT TreMOTpaHCcy3Hid, OTCpoUuKa mporpeccupoBanus 1o OMJI, yennuenne
BBDKHBAEMOCTH, YIyUIIEHHE KIIETOYHOTO COCTaBa KPOBH, yJIydllleHHe KauecTBa xu3Hu [3; 5]. J{o
MOCJIeIHETO BPeMEHU OCHOBHBIE c1tocoObl Tepanuu MJ[C BKIIo4anyu NOCTOSIHHbIE
reMoTpaHc(y3uu, MPUMEHEHHUE MPETapaToB SPUTPOIIOITHHA, KOJIOHHECTHMYIUPYIOIIHE
(akTophl, aHTHOAKTEPHATILHBIE TIPETapaThl, KypCchbl HHTEHCHBHOW XUMHOTEPAIHH,
TpaHCILIAHTAIMIO KOCTHOTO Mo3ra. K coxayeHuto, Bce IepeunciIeHHbIE METO/IbI SIBISIFOTCS
Maod¢pGekTUBHBIMU WK AP (HEKTHBHBI TOJIBKO Y OMPeIeIEHHOW IPYIIIBI MAIUEHTOB, a TaKkKe
COIPSDKEHBI C MOBBIIIEHHBIM PUCKOM IpOrpeccupoBanus 3a0oseBanus u cmeptu [10]. B aroit
CBSI3U 0COOYIO BaKHOCTH TPHOOPETAIOT MIpenaparsl ¢ MPUHITUITHATIFHO HOBBIMH, O0Jiee
I[eJIeHANPaBICHHBIMU MEXaHU3MaMHU MTPOTUBOOITYXOJIEBOTO JeHCTBHS. TakuM mpemapaToM
sBrsieTcst JlakoreH (enuTaOuH) — FTUIIOMETUIMPYIONIUM areHT, OKa3bIBAFOIIU I
MPOTHBOOITYXO0JIEBOE JIEHCTBHUE 3a cueT TopMoxeHus MeTrupoBanus JIHK n uHmykimm
nudepeHIMPOBKH Wik anonrto3a Kietok [6; 13]. B maec 2006roma gakoren ObL1
3aperucTpupoBaH Kak cpeactBo ais cnernuduueckoro jgeuenus MJIC. C 2007rona gakoreH
noctyneH B Poccun.

[To marHBIM ceBepoamepukanckoro uccienoBanms |l da3pr Mmeana BBDKUBAEMOCTH H
otcytcTBHs porpeccun B OMJI cpeut OTBETHBINIX HA TEpPAIUIO JaKOTeHOM cocTaBmia 17,5
MecsIeB TpoTuB 9,8 MecsiieB B KOHTPOJIBHOM TPYIIE, MOTy4aBIIei MO IepKIUBAIOITYIO
Tepanuio (TpaHcy3uu SPUTPOIUTAPHON MACChI, TPOMOOKOHIICHTpATa, peKOMOWHAHTHBII
sputpornosTuH) [11].

[TprBoMM COOCTBEHHBI OITBIT JICYCHUST OOTBHOM ¢ MHEIIO M CIIIIACTUIECKAM
CHHJIPOMOM TIpenapatoM, HHruoupyrommM metuaupoanne JIHK, — nerurabunom( Jlakoren).

[TaimenTtka JI., 58net, Habmonanack B MOJIMKIMHUKE Y TeMarojiora B TedeHue 6 jet
(2002-2008.). B 2002roxy Bo BpeMsi MEIOCMOTpa BBISIBIICHBI HU3KHE U PHI reMOTIo0uHa (B
npenenax 100-9@/in. B Teyenue 5 jieT neproauuecKy Ha3HAYAIUCH MIPENaparhl Kelesa,
ButamuH B12.C 2005roa remornooun causuics 1o 70-80r/i, Ha neyeHun 1udpel He

KOPPUTHUPOBAIHUCH. B CTCPHAJIbBHOM ITYHKTATEC BBISABJICHBI YMCPCHHBIC H3MCHCHUS — ITYHKTAT

TUINIEPKJIETOYHBIH, 32 CYET PABHOMEPHOTO YBEJIMUEHHUS BCEX POCTKOB MHUEJIONOE3a C
HapylleHueM BbI3peBaHus. KpacHbI pOCTOK ¢ BBIpaK€HHBIM MEraao01acTOUIHbIM

KOMITOHEHTOM, Os1acToB 1,6%.[1poBoansics MOMCK MPUUUHBI aHEMHUYECKOTO CHHIPOMA



(OHKOTIOHMCK, Ay TONMMYHHBII TIPOIECC U T.J.), HO MATOJIOTHH, KOTOpasi MOTJIa ObI IPUBECTH K
YIIOPHO#, pedpakTepHOl aHEMUH, HE BBISBIICHO.

B ampene 2008roxa st yTouHeHUs IUarHo3a u jJeueHus: 6o1pHas Oblia
rocnuTaIM3upoBana B reMarojorudeckoe ornenenue ['Kb Ne 7, rioe mpu moBTopHOM
HCCIIeIOBAaHMHM KOCTHOTO MO3Ta Ha JOHE Cy)KeHHUs KpacHOro poctka Haitieno 30%
cuiepo6acToB, KoJbleBuIHbIE Gopmbl 18%.I1poBenena TpenanoOuoncus — KUpoBast TKaHb U
KOCTHOMO3T'OBBIE 3JIeMEHTHI B cooTHomeHnu 2:1, 3:1,1.e. oTMeuaeTcsi yMEeHbIIeHUE
KPOBETBOPHBIX 3JIEMEHTOB. J[aHHBIX 32 MUeNo- 1 JuMborposudepannto HeT. Y 00IbpHON
JIMarHOCTHPOBAH MUEIIOMUCIUIACTHYECKII CHHIPOM TI0 THITY pepaKkTepHON aHEMHH C
KOJIBLIEBUIHBIMH CHAEPOOIacTaMu, MpoMeXyTouHas rpymnma pucka 1. [IposeneHo nedenue:

HnepeiinBaHue C-)pI/ITpOL[I/ITapHOﬁ B3Becu Ne 2. Beimucana ¢ KIIMHUKO-T€MaTOJIOTHUEeCKUM

YIAYYIIeHAM — aHEMUYECKUH CHHPOM KYIUPOBaH, FeMOTI00MH moBbIckics 10 1200/71.

[ToBTOpHBIEC rocTIMTaNIM3aIKU B UtoHE, ceHTsi0pe 2008r., anpene, urone 2009rona — nocrynana
C BBIP@)KCHHBIM aHEMHYECKUM CHHIPOMOM (reMOTJI00MH CHIKaICS 10 60/, SpuTpOIUThI
1,81*109).B craruonape mpoBOIMIUCH IEPETUBAHUS SPUTPOIIMTAPHON B3BECH, TTOJTydaia
smoatuH anbda mo 10 000mmH. ME 3 paza B Henento. AMOyIaTOpHO EpUOAMYECKU TOTydana
JiedeHre PeKOMOMHAHTHBIME SPUTPOIOITHHAMH.

B centsi6pe 2009r. BriepBbie MPOBEIEHO ITUTOTEHETUYECKOE UCCIIEIOBAHIE KOCTHOTO
MO3Tra, BBISIBJICHO: KAPUOTHII KEHIIUHEI, MO3aUYHBIN BAPUAHT CO CTPYKTYPHBIMHU
nepecTpoiikamu 1o tuiy jaeienuu 5 q -del(5)(q31;935)B muenorpamMme npenapat
YMEpPEHHOKJIETOUHBIH, THIT KPOBETBOPEHHSI PEUMYIIIECTBEHHO HOPMOOJIACTHBIN ¢ HEOOIBIITM
MPOIIEHTOM MeTajo0acToB. benblil pocTok HecKoIbKO yrHeTeH. Co3peBaHne rpaHyJIOIUTOR 6e3
ocobennocteit, 6mactoB 4,1%.KpacHbIit pOCTOK yMEPEHHO pa3ipa)KeH — MpeICTaBlIeH
HopmoOaactamu 30,2%;merano6mactamu 1%; cooTHOIIEHHE 6€7T0TO U KpacHOTO POcTKoB 2,2:1;
uHAEKC co3peBanus sputpodactoB 0,93;monmmxpomasus. Merakapuonutos 8/mal00momeit
3peHusl.

beut muarHocTHpoOBaH MHUENOIUCIIACTUYECKUN CHHIPOM IO TUIY pedpakTepHO
AHEeMHUU C M30JIMPOBAHHOM Jieenueii 5, mpomexxyrounas rpymma pucka — 1 (o IPSS),rsoxénoe

TCUCHHUC.

YuuteiBas orcyTcTBHE 3 (PekTa OT MATTHATUBHON Tepanuu, MOTPeOHOCTh B YaCThIX
reMoTpancy3usix, HaIHYNe JeJIenuu J SXpoMOCOMbl, O0JIBHOMN OBLIO PEIIeHO TPOBECTH
JIeYeHHE HOBBIM BBICOKOTEXHOJOTHYHBIM IIPErapaToM s anureneTndeckoi tepamun MJIC —

IEUTA0ONHOM.



C 6.10. 2009 B remaronoruueckoMm oTaenenun ['Kb Ne 7 mpoBenen mepBrbIit Kype
neyenus nenuradbunom 50mr Ne 5 B/B. [loce kypcea pa3Buiach riry0oKast TaHITUTOTICHUS C
npucoeauHeHneM (HpeOpuiIbHOM HEeUTPOTIEHUH, arpaHyJIOUTO3 MpoaopKancs 12 nHeii.
[IpoBomunacek Tepanus BhixaxkuBaHus B motHoM oobeme: [-KC® I'pacansea 30 v, ME n/k
Ne 18, nepenuBanue 3putpoB3Becu Ne 5, TpoMOOKOHIIEHTpAT 27 103, KOMOMHUPOBAHHAS
anTHOaKTepuaTbHas Teparnusl , TIPOTUBOTPHUOKOBEIE Mpenapatkl, aluKIOBUp. B ganpHeimem
MIPOBEJICHO eMIE YeThIpe MATHIHEBHBIX Kypca JeUeHHUs JaKOTEHOM CO CHIDKEHUEM JI03bI 10 35
Mr. [lociie kypcoB pa3BuBaiach yMepeHHasi TPOMOOIUTONEHHS 0€3 reMOpparn4eckoro
CHUHJpOMa, MoJIydasa rnepeirBanue TpoMOokoHuerpara. [lociaennuit Kype JedeHus JaKkoreHoM
nposezeH B mapte 2010roxa.

Ha ¢one mpoBeieHHBIX 5 KypcoB JieueHUs! BEICOKOTEXHOJIOTHYHBIM MPENapaToM,
BOCCTAHABIIMBAIOIIUM OaJlaHC T€HOB, IaKOT'€HOM, MOJIYUYeH KIMHUKO-TeMaTOJIOTHUECKUn
3 exT: ucyesna NoTpeOHOCTh B FTeMOTpaHC]Y3UIX, HOPMAIN30BAIUCH TIOKA3aTENN
remorpammel. JluarnoctupoBana remarosiorundyeckas pemuccus MJ[C. JInutenbHOCTh OTBETa
coctaBisieT 14 mecsitieB. Be€ 510 Bpemst GolibHast HaOI01aeTesl y TeMaToJI0Ta B MOJIUKINHUKE,
JIeYeHUs He TI0TyYaer.

BoiBoabr:

1. Benenune O0JBHBIX ¢ MUEIOAUCILIACTHYECKUM CHHIPOMOM BCE €IIE SIBIISETCS
HEPEIEHHON 3a0auel.

2. Juarno3 MJIC ctaBuTcs Bcerzia ¢ OCTOPOXKHOCTBIO, IMTyTEM HUCKITIOUEHHUSI IPYTUX
3a00JIeBaHU, KOTOPBIE MOTJIM OBbI IPUBECTH K PA3BUTHIO IIUTOTICHUH.

3. s moctanoBku nuarno3a MJIC HeoOX0 MBI HE TOJIBKO PYTHHHBIE
reMaToJIOTHYecKre METO Il 00CIeIOBaHuUsI, HO U 00s3aTeNIbHOE MPOBEICHUE ITUTOTCHETUYECKOTO
WCCIIeIOBAaHMUSI KOCTHOT'O MO3Ta.

4. Tlogxon k neuenuto MJIC moipkeH OBITh HHIUBHUIYAIbHBIM M OCHOBBIBATHCS HA
rpymme pucka 60J5HOTO, BO3pacTe, COMaTHYECKOM CTaTyce.

5. [Ipu BBISIBIEHUM IIUTOT€HETUYECKUX MOJIOMOK, KaK B HaIlleM CiIydae, IpH BEIOOpE
TaKTHUKH JICYCHUS TPEUMYIIIECTBO B OTHOIIIEHUH KAYeCTBA JKU3HU JIaéT SMUTeHETUUECKast
Tepanus JeIUTaOnHOM.

6. Jleyuenue nakoreHoM AEUCTBUTENHHO 0013 aeT KIMHUYECKOH (P PEeKTUBHOCTEIO,
BBI3BIBAs BEICOKHI YPOBEHB OOIIETO OTBETA HA TEPANUIO Y OOTHHON MUEIOANCILIACTHICCKIM
CHUHAPOMOM, TaK KaK MMO3BOJISIET UCKITIOYUTH MOTPEOHOCTh B FeMOTpaHC(Py3HsiX, CHU3UTh
KOJIMYECTBO OCJIOXHEHHH, CBA3aHHBIX C NIEPETUBAHUEM JIOHOPCKOH KPOBU, ONITUMU3HPOBATH

HCIIOJIb30BAHUC ITPLIIapaTOB KPOBU, COKPATUTDH HOTpe6HOCTB B XUMHUOTCPAIIUU U



MOJ/ICPKUBAIOIIEH Tepaliu, MOBBICUTH BELDKHBAEMOCTh OOJIBLHOM, B TAaHHOM ciiydae Ha 14
MECSIIEB, U TEM CaMbIM YBEJIMUUThH BPEMsI JI0 MPOTpeccupoBaHusi 3a001eBaHuUs.
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