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INTERVIEWS

Low-Risk Myelodysplastic Syndromes
SV Gritsaev

Interview conducted by Prof. E.A. Osmanov, MD, PhD.

I'ny6okoyBaxaemslii Cepreii BacunbeBny!

He ckpoto, NpUATHO OTMETHUTB, YTO IUHPOKOMY KPYTY
yuTaTesel xypHana «KiMHHYeckass OHKOreMaToJIOTUsl.
dyHnzaMeHTa/lbHble MCCJAELOBAaHUA M  KJIMHUYecKas
NpaKTHKa» MPeOCTaB/sAETCS yXKe BTopasi BOSMOXHOCTb
BCTpeuu ¢ BaMu 1o C/10kHBIM BONpOCaM Ha TeEMY O MHUe-
JIOAMCIJIAaCTUYECKUX CUHApoMax. HamoMHIo, 4To nepBoe
Baire HHTepBbIO ONyGJIMKOBAaHO BO BTOPOM HOMeEpE Xyp-
Hasa 2018 r. ¥ BbI3BaJIO 60JIbIION HHTEPEC Yy YUTATE e,

C Tex mop, BOT y»xe 3 rojia, reMaToJIoTH paboTaT B
COOTBETCTBHUU C HOMEHKJATypol U TepMHUHOJIOTHel 3-U
pellakLuu KjaaccupuKalMU OINyXoJied KpOBETBOPHOW U
auMdougHo TkaHelt BO3-2017. Kak U3BeCTHO, B K&X/10M
HOBOM Wu3JaHuu kjaaccudukanuu BO3 yuuTbIBaeTcs
npeJlIecTBYOINN MeX/JyHapOAHbIM ONBIT, BHOCATCSA
onpesie/leHHble U3MeHEeHUs, [JONOJHEHHUS C YYeTOM IIo-
CTYILJIEHHS] HOBOM anpo6upoBaHHON nHpopMaLny, OTpa-
JKawleld caMble NOC/TeHNEe JOCTHXKEHUS KJIMHUYECKOH,
dyHIaMeHTaIbHOU U IPUKJIAHOM reMaTOoJIOTHUHU.

B 3TOM KOHTeKCTe He SIBJISIETCS WCKJIIOYeHUeM U 6-U
pazgen knaccudukanuu BO3-2017, nocBsILeHHBIN MUeJIo-
aucnyiactudeckuM cuHapomam (M/C). Takoe BliedatieHue,
YTO 3/1eCh IPOU30ILIN KapAHaIbHble U3MeHeHuUs.. [1o cyTH
B kyaccudukanuu BO3-2017 B3ameH 5 cTapbIxX NpeioKeHO
8 HOBBIX HasBaHUU BapuaHTOB M/IC, oTpakamouuxX HuX
Ype3BblYaliHyl0 OHOJIOTMYECKYI0 W KJIMHUYECKyl0 reTe-
poreHHOCTb. bpocaeTcsi B 1a3a OTCYTCTBUE NPUBBIYHOTO
JUIs1 TeMaToJIOr0B aKLleHTa Ha pedpaKTepHYy0 aHEMUI0 U
LUTONeHM0. [IpMHIMNNA/NbHblEe M3MEHEeHHsI MPOM30LLIN
B peKOMeH/allMsIX 110 NepecyeTy Yuc/ia 6JIaCTHBIX KJIETOK
B NyHKTaTe KocTHOro mosra (KM), moctaHoBke AuarHosa
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M/IC ¢ u30/MpoBaHHOM Jeseliyeld JJMHHOIO ILIeya Xpo-
MocoMbl 5. Tenepb M/IC ¢ KOJIbLEBBIMHU CHAEPOOGIACTAMU
JIMarHOCTUPYyeTCsl HeE3aBUCHMO OT MX 4MCJIa IPU yYCIOBUU
06HapyxeHUs MyTaluu reda SF3B1. CiieflyeT NOoA4YepKHYTh,
YTO HaJMyue MyTanuu reHa SF3B1 npuobpeTaeT 0coObIN
JIMarHOCTUYECKUH CMBIC/ B Cjlydae OOHapy»KeHHsl KOJIb-
L[eBBIX cujiepobJiacToB (Hampumep, > 5 %, Ho < 15 %), T. e.
B CUTYyallUsX, KOT/ia MX YUCJIO HEZJOCTATOYHO /1151 MopdoJio-
rudeckor Bepudukauuu guartosa M/IC-KC! O6parmiaeTt Ha
cebs1 BHUMaHHUe pacllMpeHue CIeKTpa MOJIeKy/IspHO-Te-
HeTUYeCcKuX abeppallvii, UMelmUx BakHoe auddepen-
LJMa/IbHO-IMarHOCTHYEeCKoe 3HayeHue MpPU OlpesiesleHuH
pa3sinyHbIX BapuanToB M/IC, 1 MHOTO€E JipyToe.

B uenoM ckJsazAbiBaeTcs [JOBOJIBHO CJIOKHAsA JJs
KJMHULIMCTA CUTyalus, KOTOpasl ollpeJesseTcsd Kak
reTeporeHHOCTbIO CaMOM ONyX0JIY, TaK ¥ Ype3BblYallHON
HEOZJHOPOJHOCTbIO MONY/ISALIMM NalMeHTOB 0 BO3pacTy,
COMaTHYeCKOMy CTaTyCy, CONYTCTBYMOILUM 3abojieBa-
HUSM, BBbIpaXEHHOCTH LIUTONEHHWM, HeoOXOAUMOCTHU
reMoTpaHcdy3ull, pe3syJibTaTaM XpPOMOCOMHOIO U Tre-
HEeTHUYEeCKOT0 aHaJIU30B, YUCIY OJIaCTHBIX Kj1eTok B KM
(KxpoBM), YPOBHIO 3HJOT€HHOTO 3PUTPONO3THHA U T. [.
Jlo HacTosllero BpeMeHH CaMbIM CJOXHBIM OCTaeTCs
[JIaBHBIA KJIMHUYECKUU BONpoC O BbIGOpe HauboJsee
ONTHMaJIbHOW Tepanuu JJis KaXJoro KOHKpeTHOro Ina-
yueHta ¢ M/IC. [lis pelieHust 3Toi 3aZjla4u HeO6X0AUMO
ONpesie/IUTh IPYIIY PUCKA, K KOTOPOH MOXHO OTHECTH
nalnMeHTa C MOMOULIbI0 MeXAYHapOAHBbIX NMPOrHOCTHYe-
CKHUX CHUCTEeM, TOJYYMBILIHX IIUPOKOE pacIpoCcTpaHEeHHUe.

[ny6okoyBaxkaeMbiii Cepreit BacunbeBuu! B Takoit
CUTyalM{ N103BOJII0 cebe NpUBETCTBOBATh Balre npezJio-
»KeHHe COCPeJOTOYUThCS B HACTOsAleM UHTepBbio Ha M/IC
HHU3KOTO PUCKa C 00CyX/eHueM NMPHUHIUMIHAJIbHON POJIK
MOJIEKY/ISIPHO-TeHETUYECKUX abeppalyii, BaXKHOCTU 006-
c/1e/JOBaHUsA Ha KOJIbLieBble CH/Iep006./1acThbl, KOHKPETHbBIX
JleyeOHBIX MOAX00B U UX 3dpdekTBHOCTU. KpoMe Toro,
LleJIeBOM 3a/iauyell COBpeMeHHOH reMaTOJIOTUM HO-Npex-
HeMy OCTaeTCsl MaKCHMaJIbHOe CHMI)KeHHe 3aBHCHUMOCTHU
oT TpaHchy3uit KoMNoHeHTOB KpoBU npu M/IC. Bonpocsl
JIOTUYMHO CTpYINIIMPOBaHbl B 5 pasfesax: JUarHOCTHKA,
cTpatudukanus, jedeHue (061IKe BOMPOCHI), MECTO TU-
NOMeTW/IMPYIoLIUX NpenapaTos npyu M/IC HU3KOTo pUcKa
Y, HaKoHeL, sycnaTtepuenT npu M/IC HU3KOro pUcKa.

OnarHoctuka

1. Xopowo nssecrHo, 4ro gnarHoctmka MAC
npegnosardet npexage BCcero n3y4vyeHue
Mopgho/Iorn4ecKux npPenaparoB nepughepnyecKkon
KPOBM 1 KOCTHOro mo3ra. [iaBHas yesnb
arana nepBu4Houi guarHoctku MAC —
3TO OLeHKA AUCII/IACTUYECKUX NZMEHEHU.
'ny6okoyBaxaembii Ceprei BacuibeBud, B 3TOM
CBSI34 M03BO/1I0 cebe 3a4aTb nepBbii Bornpoc. Yro
13 cebs NpeaCTaB/IAIOT KO/IbLeBble cCUaepoo/1acTbl
¥ rnoyemy TaK Heo6Xo[4NM MX MOUCK?

YBaxkaeMblii EBreHuil AJsiekcaHZpOBHY, s XOPOLIO
MOHMMal0, YeM MOTHUBHUPOBaH TalHbIN NockbL1 Balero un-

KTMHNYECKAA OHKOTEMATO/TON 4

Tepeca K KoJIbLieBbIM CH/lep0o6./1acTaM U, COOTBETCTBEHHO,
k BapuaHTy M/IC C KOJIbLEBBIMU CHAEpPO6IACTaAMU
(M/IC-KC). He cekpeT, uTo npo6JieMa 06HapyKEHUS KOJIb-
LieBBIX CH/Iep06J1acTOB NpUOGpeTaeT B HACTOsAILee BpeMs
0CO0YI0 aKTya/IbHOCTb B CBSI3U C OXKH/JlaeMOM perucrpa-
nuew aycnatepuenta B PO.

B yHHMCOH ¢ Npo3By4YaBIIMM BONPOCOM XOUy ellle pas
HalOMHUTb NPaKTUYECKUM BpayaM Te3UC O TOM, YTO AU-
arHoctuka M/IC HauMHaeTcs ¢ 0GHAPYKEHUS U KOJIL4e-
CTBEHHOTI'0 Mo/cYeTa KJIEeTOK C IPHU3HAKaMU JUCIJIa3uH.
KosibLieBble cuiepo6s1acTbl — OJMH M3 MPU3HAKOB AU3-
apuTpomnossa. 06paTUTe BHUMaHUe: He CU/lepo06./1acThl, a
VIMEeHHO KOJIbLieBble CH/Iep0o61acThl.

HTak, Bo3Bpalasich K Bonpocy. Paboyeit rpymnmnoi mno
mopdosiorun M/JC (IWGM-MDS) k KoJbLIEBBIM CHUAEPO-
6J1acTaM pPeKOMeHJ0BAaHO OTHOCHUTb 3pUTPOGJIACTBI € 5
rpaHyJIaMH keJie3a U 6oJiee, OKPbIBAalOLIUX He MeHee '/,
OKPY>XHOCTH siipa. [J1s1 0GHapy»KeHHs KOJIbLIeBbIX CHJe-
p0o6J1acTOB UCNOJIb3yeTCsl OKpacka 6epJIMHCKOH J1a3ypbio
(peakuus Ilepsca).

31ecb MHe Obl XOTeJ0Ch aKLeHTUPOBAaTb BHHMaHUe
yyTaTesell Ha TOM QaKTe, YTO KOJIbLieBble CU/ep06J1acThl,
TaK »Ke KaK U pyrue NpU3HaKu JUCIIJIa3UU, He SIBJISI0TCS
HCKJIIUUTEJIbHON HaxoAkol y 6GosbHbix M/IC. Bkito-
YeHHe B Ha3BaHHE TEPMHHA «MHEJIOJUCILIACTHYECKUI»
JlaeT BO3MOXHOCTb I[OAYEPKHYTb IPUHIMINANbHYIO
MopdoJIoruiecKyto Haxo/ Ky, 6€3 KOTOPO He MOXKeT ObITh
KOPPEKTHOM AMAarHoCTUKHU 3ab60/ieBaHUs, HO 3TO He HC-
KJI0YaeT BEPOSITHOCTH OGHapy»KeHUsl JUCIJIacTUYeCKUX
M3MeHeHUH Npu Apyrux 3a60/eBaHUAX UM COCTOSIHUSAX,
KaK, HalpuMep, Nocje LUTOCTaTU4YeCKoW Tepanuu. To
»Ke OTHOCUTCS U K KOJIbLIEBBIM CHZepo6JiacTaM, KOTopble
MOTYT ObITh HaxoZkou B KM usul, 3/10yIOTpe6aASIOIIUX
aJIKoroJieM, IpH JepuiuTe MeJJi UM BUTaMHHa B, mocse
JIy4eBOU Tepaluu U C BpOXKAEeHHOM cHiepobJIacTHOM aHe-
Muell. KosblieBble cu/iepo6/1acTbl MOXKHO OOHAPYKUTh Y
MaLMeHTOB C XPOHUYECKMMHU MU e0NpoaudepaTUBHBIMU
3a60JsieBaHUSAMU. W, KOHEYHO, MbI IOMHHUM O CYIEeCTBO-
BaHMU TAKOI'0 BapHaHTa CMellaHHbIX MUEJOU/HbIX Heo-
miasui, kak M/JIC/MIIH c ko/bLieBbIMU cHUAepO6IaCcTaMHU
u Tpom6bouuTozoM (M/IC/MITH-KC c TpomMm6GouuTOo30M).

2. KakoBbi kputepuu guarHoctukn MAC
C Ko/ibyeBbIMU cugepobnacrammu?

Kazasiock 6b1, BOIPOC, 0OTBET Ha KOTOPbIM MOXHO yJI0-
JKUTb B OJJHO IIpeJiyioxkeHHe. Ho He Bce Tak 0ZJHO3HAYHO.

CorstacHo kJjaccudukauuu BO3, uTo6bl Bepudunu-
poBaTb M/IC-KC, He06X0AUMO Mpexae BCero OBbITh yBe-
PEHHBIM, YTO Mbl e ICTBUTEJbHO UMEeM [IeJI0 C OHUM
n3 BapuaHToB M/IC HU3KOro pucka. UHbIMU ci0BaMy,
Hapsjy C LUTONeHHel B KOCTHOMO3IOBOM IIYHKTaTe
JIOJKHBI OBITH BbISIBJIEHBI IPU3HAKKU Juciiazuu B 10 %
KJIETOK U 60Jiee OJJHOI'0 UJIM HECKOJIbKHUX POCTKOB MHe-
Jonoasa. KosmyectBo Muesno6actoB 6e3 najsodek Ayspa
He JI0JKHO JJOCTUTaThb [OPOroBbl ypoBeHb 5 % B KM u
6bITh MeHee 1 % B nmepudepuyeckoil kposu. Hapsany c
3TUM Heo6XoAuMO HUcKJYUThL M/IC ¢ M30/MpPOBaHHOMU
Jlesleliuell AJIMHHOTO IlJleya XPOMOCOMBI 5 U c/y4au co
BTOPUYHOU NPUPOION KOJbLIEBBIX CUAEPOOIACTOB.

Kak yxe sicHO M3 Ha3BaHHUS, NPUHUUIHNAIbHBIM JUa-
rHoctryeckuM kputepueM M/IC-KC sBsI0TCA KOJIbLEBBIE
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cuziepobsacTel: UX KosudectBo B KM Jlo/KHO OBITh He
MeHee 15 % oT 06111ero 4yrcaa SpUTPOUAHBIX IPeALIeCTBEH-
HUKOB. Ecsiu ke coziepkaHue KOJIbLIEBBIX CHJIEp06JIacTOB
HaXOJIUTCS B AUarnasoHe oT 5 10 14 %, T. e. HU»Ke JMarHOCTU-
YECKOTO YPOBHS, OCHOBaHUeM i1 Bepudukanuu M/IC-KC
CIY>KUT OOHapyKeHHe MyTauuu reHa SF3B1.

TakuMm o6pa3oM, EBreHuit AsieKcaHJpOBHUY, AyMalo,
COBMECTHBIMU YCHJIUSMU Mbl CHOPMYJUPOBAIU TE3UC
o ToM, 4yTo auarHoctuka MJIC-KC He oTiu4yaeTcs OT
TpeGOBaHUH, NpebsBAsIEMbIX K BepUuPUKALUU JIOGOT0
JIpyroro BapuaHTa M/IC HU3KOTO PUCKa, U IpeJoJaraet
KOMILJIEKCHOe o6ciieloBaHue. Haue roBops, 06s3aTeb-
HbIMU COCTABJISIOL[MMU 3JIeMEHTaMU aJITOPUTMA JUarHo-
ctuku M/IC ABJIsSIeTCS TOUCK U TTOACYET YHCJIa KOJIbIEBBIX
cuJlepo6JIacTOB U, MPU HEOOXOJUMOCTH, HCCIe/loBaHUe
MYTallMOHHOIO cTaTtyca reHa SF3B1.

OpHako opopmaeHue fuarHosa M/IC-KC He 3akaH4U-
BaeTCs Mocje OOHapy:KeHHUsI AOCTAaTOUYHOTO YHCJIA KOJb-
L[eBBIX CHJIep0O6JIaCTOB M/WIM MyTaHTHOro rexHa SF3BI.
Cnefyromuil mar — BblJeJleHUe BapHaHTa IO YHCIY
POCTKOB C Auciniasveill. UHbIMU cJioBaMH, Mbl 006si3aHbl
ykasaTb, uMeeT jid Mecto M/IC-KC ¢ ogHO/MHENHON uc-
mwiasved uwian M/JIC-KC ¢ MHOroJIMHEMHOW Aucijiasuei. B
MOCJ/IeJHEM C/Iydae AUCIIACTUYECKU U3MEHEeHHbIE KJIeTKU
B NpOLEHTHOM cojiepkaHuu 10 u 6osiee JOKHBI ObITh
06HapYKeHBI B IBYX WU 60JIee pOCTKaX MUEJI0N033a.

Brigenss nBa Bapuanta M/IC-KC — c ogHoIMHERHOM
¥ MHOTOJIMHEMHOU JMCIlJIa3uel, He0OXOAUMO MMOMHUT,
YTO caMoO M0 cebGe KOJMYECTBO KOJIbIEBBbIX CcHAepobJia-
CTOB He UMeeT NPOTHOCTUYECKOH LleHHOCTH. [laHHbIE XKe
0 BJIMSIHUM YU CJIA IUCTJIACTUYECKU U3MEHEHHBIX POCTKOB
Ha BbDKHBaeMocTb 60sbHbIX M/IC-KC pasusaTca. Tak,
MeJuaHa o61eld BbDKMBaeMocTH 60bHBIX M/ C-KC ¢ oa-
HOJIMHEWHOM AucIasuel Bappupyet oT 69 1o 108 mec., a
pHUCK JIelKo3HOU TpaHcdopManuu coctapseT MeHee 2 %.
Yto kacaetrca M/IC-KC ¢ MHOro/siMHelHOW JMCILIa3uel,
He UCKJIIYEHO, YTO HebJIaronpusTHOe TeuyeHHe 3aboJie-
BaHUSA V psijia MAlUEHTOB MOXET ObIThb CJIeICTBUEM BJIU-
SIHUSl JIOMOJIHUTENbHO OOHApPyKMBaeMbIX T'€HEeTHYeCKUX
abeppanuii, HanpuMep MyTanuu rena ASXL1.

3. He mornu 6b1 Bel 4aTtb KpATKYIO MHHOPMALUIO
W/IN CKA3ATb HECKO/IbKO C/I0B O MYTAUMSIX FeHd
SF3B1 umeHHO B pamkax M/C?

Jymaro, Bam Bompoc, EBrenuit AnekcaHApoBUY, He
cay4daeH. [oBopst 0 TOM, UTO KOJIbLieBble CH/Iep0o61acThl —
JIOCTaTOYHO 4acTass MopdoJjioruyeckass HaxolKa BHe
pamok M/IC, 1 ynyCcTUJl BaXKHYX peMapKy O TOM, YTO U
MyTanuu reHa SF3B1 He SIBJSIOTCS FeHeTUYeCcKon abep-
pauueit, npucyuiei Toabko 6oabHbIM M/ C-KC.

MyTauuu reHa SF3B1 MOXHO BBISIBUTb y OOJIbHBIX
NepBUYHBIM MHe0GUOPO30M U XPOHUYECKHUM MUE0OMO-
HOLMTapHBIM Jleliko30M. /laHHas abeppalis UMeeT MecTo
y 60JIbHBIX XPOHUYECKUM JTUMPOTENKO30M U MEJTAHOMOM
r1asa. bosee Toro, Bcmomuum M/IC/MITH-KC ¢ Tpom6Go-
nuTo3oM. OlHaKO 3/jeCb HE0O6XOAMMO CAeaTh OIPaBKy
Ha To, 4To B otiinuue oT M/IC-KC o6HapyxkeHUe MyTanuu
reHa SF3B1 He BXOJUT B IlepeuyeHb 00513aTeIbHbIX KPUTe-
pueB auarHoctuku M/IC/MITH-KC ¢ TpoM601IUTO30M.

HecMoTpsa Ha cBA3b MyTaHTHOro rena SF3B1 c BbI-
COKOH BEpOSATHOCTbIO 0OHAPYKEHUS KOJIbLEBBIX CHJIEPO-
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6/1acTOB, JaHHasl reHeTUYecKasl abeppalusi UMeeT MecTo
He y Bcex 60sbHBIX M/IC-KC U BcTpeuyaeTcss mpeumyiie-
CTBEHHO B CJIyyasix C OAHOJNHeWHON Juciiazneil. Takum
06pasoM, ec/M YUC/I0 KOJIbLEBBIX CH/Iep06IacTOB MeHee
15 %, T. e. He JOCTUraeT MUHUMAJbHOTO KOJHUYECTBEH-
HOTO NOKa3aTeJsl, U IpU 3TOM He OOHapy>KUBaeTcsl My-
Tauus reda SF3B1, To JaHHBIN cay4yail Bepupuuupyertcs
B COOTBETCTBUM C JPYTUMU MOPGOJOTMYECKUMU HaXO[-
KaMU, B YaCTHOCTH I10 YHUCJIY POCTKOB C IPU3HAKaMHU JuC-
mi1asuu — M/JIC ¢ oJHOJIMHEMHON HJIM MHOTOJIMHEHMHOU
JYCIIa3uen.

[Ipennonaraetcs, yto no a”asoruu ¢ M/IC c del(5q),
KOIZla MOJIEKYJsIpHO-TeHeTHYecKue IO0JOMKH (GOpMHU-
pylOT  ompejiesleHHbI  KJMHUKO-IeMaToJIOrM4ecKUH
denoTun 3abosieBaHUs, OuaronpussTHoe TedyeHue M/IC
C W30JIMPOBaHHOM MyTauued reHa SF3B1 MoxeT ObIThb
OCHOBaHHEM [Jisl Bbl/leJIeHHs] HOBOT'0, CAMOCTOSITEJIbHOI'O
BapuaHTa M/IC Hu3koro pucka. B kauecTBe KpuTepueB
npejJlaraloTcs CjeAylolive IoKasaTeJad: LUTONEeHMUs,
comaTuyeckas MyTanus reHa SF3B1, mopdosoruieckue
NpU3HAKHA JUCIJIA3UU C WM 0e3 KOJIbLIeBbIX CH/JIepo-
6s1acToB, 6J1acTHble KjieTKkd B KM meHee 5 % u B nepu-
depuueckoit kpoBu MeHee 1 %, orcytctBue del(5q),
MOHOCOMHUM XpoMocoMbl 7, inv(3)/3q26, KOMIJIEKCHOTO
KapuoTuna 4 MyTanui reHoB RUNXI1 wu/unu EZHZ2
[Malcovati L, Stevenson K, Papaemmanuil E, et al. SF3B1-
mutant MDS as a distinct disease subtype: a proposal from
the international working group for the prognosis of MDS.
Blood. 2020;136(2):157-70]. OnpaBpaeTcsa Ju JaHHOe
npejIoJioXKeHre, Y3HaeM W3 HOBOM BepcHM KJaccudu-
Kauuu BO3.

Crpatndmkaymsa naymeHToB
Ha rpynnbl pucKa

4. Kakune BapuaHTel MAC B cooTBETCTBUM
C KpUTEPUSMU NPOrHocTudeckon wkasni IPSS-R
L4e/s1ecoo6pa3HO OTHOCHUTb K rpyrine HU3Koro
pUcKa u noyemy?

HecMoTps Ha npusHaHue wkanbl [PSS-R B kayecTBe
cTaHjapra crpatTudukauuu 6osbHbIX M/IC Ha Tpymnmbl
pHCKa, BblleJieHHe NATH CaMOCTOSITeJbHbIX MPOrHOCTH-
YeCKUX BapUaHTOB — 3TO He caMas yja4yHas maaTdopma
JLJIs1 pellleHHs BOIIpoca 0 BbI6Ope TaKTHUKH JiedeHUs] KOH-
KpeTHOro 6o0/ibHOro. /I NMpakTUYecKUX reMaTOJIOTOB
6bl10 Obl MpOIe OTPAaHUYUTLCA TPYNNAMH HU3KOTO U
BbICOKOI'0 PUCKa: MJIM MHTEHCHBHas Tepanus U KaHAUJaT
Ha TpaHCIJIAHTALMIO aJJIOTEHHBIX TeMONO03THYeCKUX
CTBOJIOBBIX KJeTOK (a0 TI'CK), uiu apuTponoascTumy-
aupywoine npenapatsl (3IICI) u xenaTopsl Kesesa Ha
$oHe KINHNUKO-/1a60paTOPHOTO MOHUTOPHHTA.

MoXHO 00beJUHUTb TIpyNIbl O4YeHb HU3KOTO U
HH3KOI'0 PUCKA, C OJHOM CTOPOHBI, U BBICOKOTO U OYeHb
BBICOKOT'0 pHUcKa — ¢ Apyroi. Ho 4To fesnath c rpynmno#
npoMexxyToyHoro pucka? [IlpyHuUMasi BO BHHUMaHUe OIy-
6JIMKOBaHHble JlaHHblE, JyMalo, C NMPAKTUYECKON TOYKHU
3peHus clle/lyeT BOCIO/Ib30BaThCs IOKa3aTesieM 3,5 6asiia
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B KaueCTBe pa3rpaHUYUTEIbHOTO0 YPOBHS, N03BOJISAIOLET0
ctpatudunupoBaTh 60ybHbIX M/IC Ha ABe rpynnbl. MHavye
roBopsi, 60JIbHBIX C CYMMapHbIM KOJIMYeCTBOM 6aJjioB 3,5
Y MeHee CJe/lyeT OTHOCUTb K TpyIlllle HU3KOTO pHcKa. B
3TOM CJlyyae OCHOBHasl YaCThb 60JIbHBIX C TPOMEXYTOUHbIM
puckoM IPSS-R nomaziaeT B rpymnmny ¢ HeGJIAronpUsATHBIM
nporHo3oM. KM3HeCnoco6HOCTb TaKOro INOAXoAa MOJ-
TBep)K/leHa 3HAa4UMMbIM pa3/jMuyveM B oOLield BbDKHUBA-
€MOCTH U pUCKe TpaHCPOpMaLMU B OCTPbIM MUESOUIHbIN
setiko3 (OMJI) [Montoro M, Ortega M, Villacampa G, et al.
A Revised International Prognostic Scoring System of 3.5
points stratifies patients with myelodysplastic syndromes
into 2 risk categories. Blood. 2020;136(Suppl 1):9-10].

Tem He MeHee O/JIHOBPEMEHHO C YIpOLleHHEM
npoliecca pacnpeziesieHus 60JbHBIX 110 TPyNNaM pUCKa
Mbl BHOBb BO3BpalllaeMcCsl K CUTyallud C BbIpaKEHHOMH
reTeporeHHOCTbIO COCTaBa MO KJIMHUKO-reMaToJioruye-
CKOMY U 6uoJsiorudeckoMy GpeHOTHIIaM U, KaK CJe/iCTBUE,
BapuabesbHOCTU TeueHUs: M/IC. 3To 06'bsICHSET HACTOS-
TeJIbHY0 NIOTPeOHOCTD B HOBBIX, BBICOKOMH(GOPMATUBHBIX
NPOTHOCTUYECKUX MapKepaX, B KayeCcTBe KOTOpbIX B
NepBYI0 o4yepe/ib NPOCATCA MOJIEKY/ISPHO-TeHEeTHYeCK e
abeppanui. [1o03ToMy HEYAUBUTENbHO, YTO B HEKOTOPbIX
Y3 Npe/ijlaraeMbIX B HaCTOsI1lee BpeMsl IPOTHOCTUYECKUX
IIKaJIaX yIop JesaeTcss Ha HaJIMuKMe UM OTCYTCTBUE Tex
WA HHBIX COMaTHMYeCKHMX MYyTalUM C yCTAaHOBJEHHbIM
NPOTHOCTUYECKHUM 3HaYeHHEM.

5. Hackosbko noreHynas cyLjecrByroLen
nporHocrudeckon cucremol IPSS-R MO>XXHO
NpU3HATL OCTATOYHbIM A/1s1 06ecrneyeHunst
KOPPEKTHOM cTparngukaymum naymeHTos ¢ MAC
Ha rpynmnbl PUCKd, B HOCTHOCTH HU3KOIO PUCKA,
B yC/IOBUSIX 3HAYUTE/IbHOM BAPNa6e/IbHOCTU
K/IMHUYECKOIro Te4eHUs1 3a60/1eBaAHUsA?

Jlymalo, co MHOM corsiacsiTcsl YATaTeJH, 4TO IIKajaa
IPSS-R He obGecneuuBaeT B MOJIHON Mepe HajJjexallee
NpPOrHO3MpOBaHHE BbDKUBAeMOCTHU 60sbHbIX M/IC HU3-
KOTO pHUCKa. 37ieCcb 51 6bl XOTeJs NMOJYepKHYTh, YTO peyb
npex/Jje BCero UjeT o 6e3/71eKO3HON BBIKMBAEMOCTH.
JTo BIIOJIHE 3aKOHOMEPHO, eC/IM IPUHATbh BO BHUMaHUe
TOT QaKT, UyTo puck TpaHchopmanuu B OMJI y 607bHBIX
M/IC Hu3Koro pucka coctanJjsieT MmeHee 10 % B TeueHUe
2-5 neT. TakuM o6GpasoM, [Jjisl Hallel ayaUTOPUU MHE
XO0TeJIOCh Obl ellle pa3 HAllOMHUTb, HACKOJbKO BHUMa-
TeJIbHbIM Ha/lo ObITh K KaTeropuu 60JIbHbIX 6e3 U306bl-
TOYHOTO YHCJIa 6JIACTHBIX KJIETOK!

Xopoio usBecTHbIX ¢akT, uTo M/IC — 6GoJie3Hb mpe-
MMYILeCTBEHHO MNOXWIBIX Jwojed. W, ciefoBaTesbHO,
NPUHLHMIIAAJbHBIM GAaKTOPOM, BHOCALIMM CBOX HEMAJIYIO
JIENITY B BBDKMBAEMOCTbD, He CBSI3aHHYIO C IPOrpeccupoBa-
HUeM 3a60J/ieBaHuUs, SIBJISETCS BO3pacT. 3/ech Mbl ¢ Bamy,
EBreHnil AsiekcaHApOBUY, KaK Obl 3TO Napas0KCaJbHO
HU 3By4YaJslo, y>Ke C XOJy Ha3BaJld JiBa HepeJKO B3aKWMO-
CBSI3aHHBIX JONIOJHUTEIbHBIX GAaKTOPa, KOTOPBIE, K COXKa-
JIEHU10, He y4yuThbiBaeT 1Kasa IPSS-R. 3To — Bo3pact u co-
Ny TCTBYOLIMe 3a60/1eBaHUs, BKJII0Yast HE TOJIbKO 60JIe3HU
Cep/leYHO-COCYJUCTON CUCTEMBI, HO U OHKOJIOTUYeCKHe
3a6osieBaHusA. B cTopoHe ocTanuch U Jpyrue $akTophbl,
KOTOpble TaK)Xe CONpSDKEHbI C BBLKMBAEMOCTbIO, He CBS-
3aHHOMU ¢ nporpeccupoBanueM M/IC. Hanpumep, ypoBeHb

KTMHNYECKAA OHKOTEMATO/TON 4

CbIBOPOTOYHOT0 pePPUTHHA, CBU/I€TENbCTBYIOLIMI O Hera-
TUBHOM CTOpPOHE JJIUTEeJbHON 3aMeCcTUTeJbHON Tepanuu
JIOHOPCKMMM 3PUTPOLUTAMH, @ HMEHHO HaKOIJIEHUU
M30BbITOYHOTO eJle3a, B YaCTHOCTH, B MMOKap/ie, 4TO B CO-
BOKYIIHOCTH C aHEMHEeH M COOTBETCTBYIOLIMM aHaMHEe30M
yBeJIMYMBaeT BepPOSITHOCTb Kap/iHaIbHON JIeTaIbHOCTH.

Ha BppkuBaeMocTb 6oJibHbIX M/IC, He CBsI3aHHYIO
C IporpeccMpoBaHueM 3abo0JieBaHMsA, BJAUAIT U MoJle-
KyJsipHO-TeHeTU4eckle abeppauuu. Kakum o6pasom?
[IlyreM QopMHUPOBaHUA KJIMHHUKO-FeMaTOJ0THYeCKoH
KapTHHBI 3a00JieBaHMs, BKJOYas YHUCJAO U TIKECTb
LIMUTONEeHUH, a TaK>Ke NI0CpeICTBOM accoliMalui ¢ apdek-
THUBHOCTBIO BbIOPAHHOI0 JIeUeHHUS.

Yto kacaeTca nporpeccupoBaHus B OMJI, To mpak-
THUYEeCKU KK/ bl reMaToJIOT UMeeT B CBOEM apXHBe Kak
caydyau MHoroJsieTHero TeyeHus M/IC 6e3 yBesndeHUs
KOJINYeCcTBa MHUes06J1acTOB, TaK M, HAPOTUB, ObICTPOH,
YTO Has3blBaeTCs Ha IJa3axX NpoTeKawliel, 6jacTTpaHc-
dopmarnuu. Yem 3to o6ycnoBieHo? [lymato, He OlINOYCh,
eCc/IM HallOMHI0O YMTATessIM, YTO OJHHUM M3 NPUHLUIIU-
aJIbHbIX MEXaHU3MOB, OTBETCTBEHHBIX 3a pazBuTue M/IC,
SIBJISIeTCA KJIOHAJIbHAs 9BOJIIOLMS KaK Pe3y/bTaT BO3HUK-
HOBEHUsI HOBBbIX COMaTHYeCKUX MyTall1H.

BaxkHO MOAYEpKHYTb, YTO H3yYeHUEe MyTallMOHHOI'O
CTaTyca He eCTb »XeJlaHHe OpaBUpPOBATb CIIOCOGHOCTHIO
WAeHTHUQULMPOBAaTh  MOJIEKY/ISIpHO-TeHeTUYeckue IOB-
peXx/ieHHsl, a HacTosATe/IbHasl KJIMHUYecKasl TOTPeGHOCTb,
KOTOpast 0TYaCTH 06YCJIOBJIEHA ellle U HACTYIJIEHUEM 3Pbl
TapreTHBIX NpenapaToB. B kauecTBe npuMepa MOXKHO NpU-
BeCTH HU3KYH0 BBLKUBaeMOCTb 60/1bHbIX M/IC ¢ MyTanusiMu
redoB TP53, EZH2, ASXL1, RUNX1 wnu SRSF2 He3aBUCUMO
OT BapuaHTa 1o 1kase IPSS. Uiu BceM X0opo1110 U3BECTHBIN
dakT BbICOKOI0 prcKa nporpeccupoBaHusi B OMJ1y 60/1bHBIX
M/IC ¢ usonupoBaHHOU aenenueit del(5q) npu ob6Hapy-
*KeHUU MyTanui reda TP53. Oco6yro 3HAYUUMOCTb MyTallu-
OHHBIH CTATYC KaK NPeJUKTOP JeHKO3HOU TpaHchopMaluu
npuobpeTtaeT y 60ybHbIX M/IC HU3KOTO pucKa 6e3 noTpeo-
HOCTU B TPaHCHY3UAX JOHOPCKUX 3PUTPOLUTOB. OTHaCTH
3Ta npob.JieMa pellaeTcs 110 pe3y/ibTaTaM U3y4eHUs cTaTyca
reHa EZHZ, oGHapy:KeHHe MyTaliii KOTOpPOTO CBSI3aHO C
60J1bllIel BEPOSTHOCTbIO HEGJIaropUATHOIO MCXO/a.

TakuM 06pa3oM, BIIOJIHE 3aKOHOMEPHO HalpallxBa-
eTcs Te3WC O TOM, 4YTO [/ KOPPEKTHOro MPOTrHO3UpO-
BaHUA TedyeHuss M/IC HU3KOro pHUCKa, YCTAHOBJIEHHOIO
no mkasne IPSS-R, He06XO0AMMO [AOMOJHUTENBHO MpPO-
aHaJIM3UPOBATh KJIMHUYEeCKHe (BO3paCT, CONYTCTBYOLIME
3aboJsieBaHus), 1abopaTopHble (YPOBEHb CHIBOPOTOUHOTO
deppUTHHA) U MOJIEKYJISIPHO-TeHeTHYeCKHe NToKa3aTex
(MyTaLMOHHBIHN CTATYC FeHOB).

6. Iny6okoyBaxaembii Ceprevi BacuibeBund,
xoTresiocb 6bl y3HATL Bawe mHeHne. Mo>xHO
JIU CHUTATb MHGHOPMALUIO O MYTALMOHHOM CTATyCE
reHoB Br1o/IHe JOCTATOYHOM A/151 KOPPEKTHOM
cTparungpukayumn naymeHTos ¢ MAC Ha rpynnbi
pucka? CywjecTByer /in HEO6Xx04UMOCTb
UM NOTPE6HOCTb B AOMOJ/IHUTE/IbHBIX CBEAECHUSIX,
OTPAXKAIOLYUX, HAMPUMEP, A/1/1€/IbHYIO HArPY3KYy
u/unn BapuaHT mytagymu?

B nHacTrosiliee BpeMsl B NOHMCKOBBIX CHCTEMAaxX MOXHO
00HAPYKUTb 3HAYUTEJNbHOE YMUCIO NYyOJMKALUM, Io-
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CBSILLIEHHBIX pe3y/JbTaTaM MOJIEKY/ISPHO-TreHeTUYeCKUX
vuccaefoBaHuil y 6oabHbiIx M/IC. YBepeH, B cBsI3U C [i0-
CTYNTHOCTBIO COBpEMEHHBIX METO/I0B HCC/IeJ0BaHUsA TOTOK
nHbopMaIU B GMKallee BpeMs BO3pacTeT B pasbl.

Ho xak 6bl TaM HU 6blJI0, MBI y>Ke XOPOLIO 3HaeM, YTO
Mo/l MacKoW BHeIIHe OJHOTHUMHON Mopdosoruieckon
KapTHUHBI U, HepeJKO, UJeHTUYHbIX LIUTOTeHeTUYeCKUX
abeppaluil MOXKHO OOHApYXUTb pa3Hble TeHeTHYecKue
NOBpEeX/JEeHUsl, 4YTO, KakK Bbl NpaBUIBHO 3aMeTUJIH,
EBrenuil AnekcaHZpoBuY, U JaeT OCHOBAHUE YIYYIIUTh
cTpaTudUKaLMo O60JbHBIX Ha TPYNINbl PUCKA, B T. Y. U B
pamkax M/IC 61aronpusiTHOro mporxHo3sa mno IPSS-R.

B kavecTBe HamgZHOrO IIpHMepa BO3MOXXHOIO
pacnpejiesieHHs 60JbHBIX B IPYIIIbI [10 XapaKTepy 61oJ10-
ru4yeckoro ¢eHoTHNa NMo3BOJIbTE NPUBECTU Pe3yJIbTaThl,
npenctaBieHHble L. Malcovati u coaBT. Ha ASH B 2020 T
[Malcovati L, Crouch S, De Graaf AO, et al. Mutation profiles
identify distinct clusters of lower risk myelodysplastic
syndromes with unique clinical and biological features
and clinical endpoints. Blood. 2020;136(Suppl 1):29].
[lo pesysnbTaTaM H3yuyeHUs] MYyTallMOHHOTO cTaTyca y
856 6osbHbIX M/IC HHU3KOro pHCKa aBTOpaM yAaIoCh
chopMupoBaTh TpuU KJjacTepa. [lepBblil KjacTep, BKIIIO-
yuBIIUHA 37 % 6GOJIBHBIX, OblJI NpeJCTaBJIeH CAy4yasMu C
MyTanuel reHa SF3B1, u30/1MpOBaHHOMN UK B COYETAHUU
C JpYyrMMM MyTaunussMu. Bo BTopo#l kjacTep, KJacTep
BbICOKOI'0 pucka (27 % 60JbHBIX), BOIJIU CAy4au C My-
TauusiMu reHoB ASXL1, IDH1/IDH2, SRSF2, RUNX1, CBL u
EZH?2. BricKka3aHO MpeANOJIOKEHUE, YTO GOJIbIIEe YUCI0
MyTaLUH, IPUXOASILIMXCS Ha OJJHOI'0 60JIbHOTO, OTpaXkaeT
KJIOHAJIbHYI0 3BOJIIOLIUI0 C aKKyMyJsiiued CyOKJIOHOB.
OTAnM4YuTeNIbHOH O0COGEHHOCTBIO TpeTbero KJjacTepa
(36 % 60JsbHBIX) ObLIM MyTallUM TeHOB, XapaKTepHbIe
JJI1  KJOHAJbHOI'O TeMOIl033a HEeSACHOTO XapakTepa
(clonal hematopoiesis of indeterminate potential, CHIP):
DNMT3A, TET2 unu ASXL1. OTpaxkeHUEM GHO0JIOTUYeCKOTO
pa3Hoo6pa3us OblIM KJWHUYecKass BapHabesJbHOCTb U
pas/simuyue B BbbkMBaeMocTH. Tak, eciv B KjacTepe BbICO-
KOT'0 pUCKa Obly1a 66J1bllIas 4YacTOTa C1y4aeB C MyJbTUIU-
HeWHOU AucIyia3uel U MOBBIMIEHHBIM YUCI0M 6JaCTHBIX
KJIETOK, TO BIIOJIHE 0’KH/laeMOH ObL1a IpeuMyliieCTBeHHas
KoHIeHTpanus 60abHbIX M/[C-KC B k1acTepe ¢ MyTanuei
reda SF3B1. 3HayuMO HHU3Kasl 00ljast BbIKUBAEMOCTb U
BBICOKMH pUCK nporpeccupoBanus B OMJI HaburofanMch
B KJIaCcTepe BBICOKOTO pucka. KyacTep ¢ MyTanuel reHa
SF3B1 xapakTepu3oBaJsicsi HauboJsiee KOPOTKUM HUHTEP-
BaJioM 10 HasHayeHus IIICIIL.

BMecTe ¢ TeM g 6bl XoTes mnoAajepxaTb EBreHus
AnexkcaHJjpoBUYa B TOM, YTO HHGOpPMALUU TOJBKO O
MYTallUOHHOM CTaTyce I'eHOB YXe HeJoCTaTouyHo. [l
HaIVISIAHOCTY NpeJJiarap BCnoMHUTD wiKanay ELN 2017 r,
B KOTOpPOM NpH omnpejesleHUM MNPOrHosa y OOJbHBIX
OMJI npuHUMNINAJIBHBIM SIBJISIETCS He TOJbKO U3ydyeHHUe
MYTallMOHHOI0 CTaTyca, HanpuMep, reHa FLT3, Ho u onpe-
nenenue BapuanTa mytauuu (ITD uau TKD), a Takxke as-
JienbHOU Harpy3sku myTtanuu FLT3ITD. Tako# ke moaxof,
BEPOSITHO, JIOPKEH UMeTb MeCTOo U y 6osbHbIx M/IC, B
T. 4. ¥ HU3KOTO pUcKa. Bonpoc To/lbKO B TOM, KaKHe reHbl
JIOJKHBI ObITh BKJIFOUEHBI B HCC/1€/,0BATE/IbCKYO0 TaHeJb.

Xopomo usBecTeH ¢akT, 4YTO 4eM G6OJblle YHUCJI0
MyTHPOBABUIMX '€HOB, TEM Xy>Ke NporHo3. OJHaKo 3TO
CUTYallUsl XapaKTepHa NPernMYILeCTBEHHO [J1s1 60JbHbBIX
M/IC ¢ u36bITKOM 6JIaCTHBIX KJETOK. Kak ObITh € 60JIb-
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HbIMM W3 TpPyNIbl HU3KOro pucka? /Jlymaro, oJHUM U3
Croco60B pelnieHUst cGOPMYIUPOBAHHOMN NPOGJIEMBI KaK
pa3 U ABJSETCS OlLeHKa MPOrHOCTUYECKOTro 3HA4YeHMUs
aJlyleJIbHOM Harpy3kud MyTallUM M3y4aeMOro TeHa,
HanpuMep reHa TP53. [loka3aHo, YTO BbDKUBAeMOCTb
6osbHbIX M/IC TeM Jydyllle, yeM HHXe asljejibHas Ha-
rpyska MyTanuu reda TP53, 4TO 0T4aCTU 0O'bSICHSIETCSA
CONPSX)KEHHOCTbIO BBICOKOW aJljleJIbHOM Harpysku c
KOMIIJIEKCHBIM KapUOTHUNOM. YTO KacaeTcsl «II0JII0-
ouBlIerocad» HaM reda SF3B1, To BbICOKad aJjljiejbHad
Harpy3ka 4auie cBsidaHa ¢ M/IC-KC u ny4mumu nokasa-
TeJISIMA BbDKMBAeMOCTH. B To ke BpeMs He HCKJIIOYEHO,
YTO NPEAUKTOPOM Y/IydylleHUsl 06Ilield BbI>KMBAEMOCTH
60abHbIX M/IC ¢ MyTaHTHbBIM reHoM SF3B1 sBiseTcs
BapuaHT MyTtauuu K700E.

TakuM 006pa3oM, MaHUIYJUPOBaHUE JAHHBIMU O
MyTallMOHHOM CTaTyCe OTJe/IbHbIX [€HOB, BKJ0Yas UH-
¢dopManu o BapuaHTe MyTalL MU U aJlJIeIbHOW Harpyske,
M03BOJISIeT BbIZEJUTb M3 rpynnbsl M/IC HU3KOro pucka
[PSS-R 60/bHBIX € XyAUIMMH [OKa3aTeJsiMU BbIKHBA-
e€MOCTH U BBICOKON BEpOSITHOCTBbIO TpaHcPopMal U B
OMJI.

3nece MHe Gbl XOTesJOChb CJejlaThb IAy3y B Halled
Gece/ie U ellle pa3 HATOMHUTb YUTATEJISAM, YTO OCHOBHBIM
HHCTPYMEHTOM cTpaTtudukauuu 6osabHbix MJIC Ha
Irpynnbl pUcka B HacTosilllee BpeMsi OCTaeTCsl MPOrHo-
ctuyeckas wkana IPSS-R. Bospact, conyTcrByomue 3a-
60JiIeBaHUSI U DPe3y/bTaThl MOJIEKYJSPHO-TeHETHUYeCKUX
vccae,0BaHUN — JONOJHUTe/IbHblEe GpaKTOPbl, KOTOpbIe
ceayeT UCI0Jb30BaTh [iJisi 000CHOBAaHUSA BU/iAa U UHTEH-
CUBHOCTH Jie4eOGHOro noco6usi, BKJIOYas Iiejecoobpas-
HOCTb paHHero BbinoJsiHeHud aynoTI'CK.

7. He morsu 661 Bbl npuBecTy npumepbl pa3paboTKm
HOBbIX MPOrHOCTUYECKUX LUKAJT C BK/IIOYEHNEM
pe3y/1IbTaToB U3y4YeHUs1 MyTALUOHHOIro CTAaTycd
reHoB npn MAC?

BribpaTh HarisHbIM NpHUMepP JOCTATOYHO CJIOKHO.
B KaXkJ0M HcCleZJoOBAaHUM e€CTh CBOM IJIIOCHI U MHUHYCBHI,
B YACTHOCTHU YHUCJIEHHOCTb GOJIBHBIX U COCTAaB aHa/U-
3UpyeMbIX IIOKa3aTesJlel B COOTBETCTBUU CO CHOPMY-
JINPOBaHHOM LeJsblo. /lyMal, MOXXHO OCTAaHOBUTLCS Ha
ony6sinkoBaHHOM B 2021 1. B )ypHase «Journal Clinical
Oncology» ctaTtbe M. Bersanelli u coaBT. [Bersanelli M,
Travaglino E, Meggendorfer M, et al. Classification and
personalized prognostic assessment on the basis of clinical
and genomic features in myelodysplastic syndromes.
] Clin Oncol. 2021;39(11):1223-33]. 3Ta cTaThs Xopolia
o LeJioMy psALy NoJsiokeHWH. B Hell moaTBepxkJaeTcs
6uoJsioruyeckas reteporenHoctb M/IC, npeAnpuHsTAa M0-
NbITKa GOPMUPOBAHUSA TPYII 10 COYETAHHIO HECKOJIBKUX
abeppaHTHBIX TeHOB C BblJieJIeHHMeM NPUHLUIIHATBHOIO
reHa, IpoJleMOHCTPUPOBAHO BJIUSIHME MOJIEKYJISIPHO-Te-
HeTHYeCKUX MOBpexJAeHWH Ha popMUpoBaHHE KJWHU-
KO-reMaToJIorM4eckoro ¢peHoTuIa 3a60/1eBaHNs U BbDKU-
BaeMOCTb 0OJIbHBIX, @ TaKXe BblsIBJeHbl TeHeTHYecKue
MapKepbl, cBsi3aHHbIe ¢ 3¢ PekTuBHOCTHIO a0 TI'CK.

HWTak, aBTOpBI 10 pe3y/ibTaTaM UCCJIeJ0BaHuUsI Kapuo-
THUIA U MYTallMOHHOT0 CTaTyca 47 reHoB, BbIIIOJTHEHHOTO
Ha 3Tane auarHoctuku M/IC, cbopMupoBanu 8 rpynn —
OT HyJIEBOU A0 ceabMoil. B rpynie 0 He GbLJIO0 TUITHMYHBIX
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qisg M/ZIC myTauui ¥ XpoMOCOMHBIX abeppauuil. B Hee
BOLUIM TpPEeUMYyLIeCTBEHHO JIMIIA MOJIOZOr0 BO3pacTa
C W30/IMPOBAaHHON aHeMHel, HOpPMa/JbHOW WJIM ITOHMU-
>)KeHHOM KJjeTo4HocTblo KM, OTCyTCTBMEM KOJIbLIEBBIX
cu/iepo6J1acTOB U HU3KUM COZlep>KaHUeM MHeJs00/1aCToB
(meguana 2 %).

[pynnbel 1 U 6 XapaKTepu30BaJUCh HAJUYUEM MY-
TaHTHOro reHa SF3BI1, KOJIbLIEBBIX CHAEPO6JIACTOB U
3aBUCUMOM OT TpaHcdy3uil aHemuu. OTauyue ObLJIO B
TOM, YTO eCJI1 B rpynne 1 JONOJHUTENbHO UMeJU MECTO
MyTauuu reHoB ASXL1 u RUNX1, BbIABJISIJINCh YMepeHHas
HeUTpONeHUss U TPOMOOLMTONEHUs], MyJbTUIUHENHHas
JUCIJIa3usl U HU36bITOYHOE KOJIMYeCcTBO 6s1acToB B KM
(mepuana 7 %), To B rpynne 6, HAIPOTUB, MyTallus reHa
SF3B1 6bL1a U30JIMPOBAHHOM MJIM B KOMOUHALIUY C MyTa-
nusaMu reHoB TETZ2, DNMT3A u curHasnbHoro nytu JAK/
STAT u codeTasacb ¢ HOpMaJIbHbIM WJIU NOBBILIEHHBIM
YHCJI0M TPOMOOLIUTOB, OHO- HJIK MYJIbTUJIMHENHOH Jj1cC-
nJja3vell U HU3KUM YHCJIOM KOCTHOMO3IOBBIX 0/1aCTOB
(meguana 2 %).

OTIMYUTENbHBIM NPU3HAKOM GOJIBHBIX B rpymie 2
O6bLIM MyTaluu reHa TP53 u/unu KOMIJIEKCHBIM Kapuo-
TUI HepeJiKO B COYETAHUM C NMaHIUMTOINeHUeH, NoTpe6-
HOCTBIO B 4YaCTbIX TPAaHCPY3UAX U U3OBITKOM OJIACTHBIX
KJIETOK.

MyTauus reHa SRSF2 6bl1a JOMUHUPYIOIIEN FreHeTH-
yeckol abeppanuei y 60abHbIX rpynn 3 u 5. YacToit Ha-
XOJKOH Yy HUX ObLJIa TPUCOMUS XpOMOCOMbBI 8. B rpymme 3
JOIOJIHUTEJNIbHO BBIABJISAJIACE MyTauuu reHa TETZ u
TUNWYHBIMU ObLIM OJHOPOCTKOBas LuToneHus (mpe-
VMMYyIleCTBEHHO aHeMHsI) U BbICOKOEe abCOJIIOTHOE YHCJI0
MOHOIIMTOB, a TaK)Xe My/JIbTUJNHENHAs JUCIJIa3Us U U3-
OBITOK 6JIACTHBIX KJ1eTOK (MeguaHa 8 %). B To ke Bpems y
60JIbHBIX U3 TPYMNIbI 5 A0MOJHUTENBHO 0OHAPYKHBAJIKCh
MyTauuu reioB ASXL1, RUNX1, IDH2 v EZHZ, a 4acTbIMU
reMaToJIOrM4eCKUMHU HaxoJKaMH ObIM NaHLUTOIEHHUS,
MyJbTWIMHENHass JWCIJa3us W TOBBIIIEHHOE YHCJI0
6J1acTHBIX KJ1eToK (Meauana 11 %).

BosbHble U3 rpymninbl 4 xapaKTepu30BaJUCb MyTa-
nuet reHa UZAF1 B couetaHuu c geneuued del(20q) u
MOJIOMKaMH XpOMOCOMBI 7, a TaK»e BbICOKOW TpaHcdy-
3MOHHOW 3aBHUCUMOCTbIO, MyJIbTUJIMHENHON AucIia3uent
Y U30BbITKOM OJIaCTHBIX KJIEeTOK. M, HakoHel, B rpynne 7
XapaKTepHbIM IPHU3HAKOM ObljIM abeppaHTHbIE I'eHbl, 006-
HapyKuBaeMble y 60abHbIX OMJI (DNMT3A, NPM1, FLT3,
IDH1 v RUNX1), v HauboJiblllee YUCJI0 6JIACTHBIX KJIETOK
B KM (15-18 %).

BriosiHe oxuJjaeMbIM 0Ka3aJoCh pa3/jiMyue B 06Lied
BbDKMBAEeMOCTH MeX/y I'pyNnaMy: Hawlydllde ITOKasa-
TeJd ObLIN Y GOJIbHBIX U3 rpynn 1 U 6, T. e. ¢ MyTanuein
reHa SF3B1, Hauxyamine — y OGOJbHBIX U3 TPYMIbl 4.
WUHTpUryomyM MOMEHTOM Oblla MOINbITKA aBTOPOB
CIIPOrHO3MPOBATh BEPOSATHOCTb OTBETA Ha JieyeHHe,
a UMEHHO Ha rumnoMeTuaupylouide npenapatsl (['MII)
u a/uoTICK. HecMoTpss Ha OTCYTCTBHE pas3jvYui B
BbKMBAeMOCTH NpU HasHadeHuu ['MII, Bo3MoxHO, O
NpUYMHE PeTPOCHEKTHBHOIO XapaKTepa HCC/e0BaHHUs,
aBTOpbl OTMETUJIM Jy4YIlHe IoKa3aTeJau Yy OOJIbHBIX C
MyTanusaMu reHa SF3B1, ¢ TUNWYHBIMHU [Jisl GOJIbHBIX
OMJI myTanusaMu U 6e3 crnenuPUUIECKUX FeHEeTUUYEeCKUX
abeppauuit. IddexkTrBHOCTh aNOTI'CK 6blia xyAleln y
GOJIBHBIX C MyTaUUsAMU reHa TP53 u/Uau KOMIJIEKCHBIM
KapuOTHUIIOM U MyTauuaMu reda UZAF1.
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JNleyeHune naumeHtoB ¢ MAAC Hu3Koro
pucka

8. KakosbiI yenn neyeHuns naymeHros ¢ MA4C
HU3KOIro pucka?

Jleuenune GosbHbIXx M/IC HHU3KOrO pucKa NpecaenyeT
HecKoJIbKO I1esied. [loueMy HeckoJibko? Panblile 6bLIO
Ipollle, Mbl TOBOPUJIM O HEOOXOAWMOCTH YJIYYLIUTh Kaue-
CTBO KM3HH Ny TeM KOPPeKLMHY LIUTONIeHHH U ITpeiyTpeUTh
pasBUTHE OCJOXKHEHUH, 00YCIOBJIEHHBIX KaK LIUTONEHHEH,
TaK U NPOBOJVMBIM JleyeHHeM. JTO MOJIOYKEHUE COXpaHseT
CBOIO aKTYaJIbHOCTb U B HacTosilee BpeMs. OfHaKo celyac,
KOr/ia Mbl BJIaJileeM HHpOopMalrel 0 IpUHIMIHAIBHON pOIn
MOJIEKYJ/ISIPHO-TeHeTHYeCKUX abeppaliuii B opMUPOBaHUU
KJIMHUKO-TeMaTOo/IOrM4eCKON KapTHHBI U B CLieHapUH Jja/ib-
Heliero Teyenuss M/IC, 1 AyMato, BIIOJIHE YMECTHO paclIu-
PUTB LieJIb JledyeHus JJOTIOJTHUTEebHbIM Te3UCOM, a UMEHHO
0 NpejylpexJeHWH IpOorpecCUpoBaHusi 3abosieBaHUs
NyTeM HasHayeHMs 6oJie3Hb-MOAUGULIMPYIOIEN Tepanuu
[0 pes3y/ibTaTaM HU3y4yeHUsl GMOJIOrMYecKoro GeHoTHNa U
MOC/IeIyIOLero ero MOHUTOPUPOBAHHUS.

TUNUYHON TeMaTOJIOTMYeCKOW HaxOAKOM y GOJIbHBIX
M/JC, Kak XOpoLIO W3BeCTHO KJIWHHULMUCTAM, SIBJSETCA
aHeMHusl, /s JleyeHHs] KOTOpPOW BIIOJIHE MOXKHO OTpaHH-
YUTbCS NepeMBaHUsIMHU JJOHOPCKUX 3puTpouuToB. Ho... fa-
BaliTe MOLAAMM HalIKUX 60/1bHBIX! PerynsapHble TpaHcdysun
BJIEKYT 3a COG0M GOJIbIIOe YHUCI0 MOOGOYHBIX 3PPEKTOB,
BKJIIOYAsl TaKOe XOPOLIO U3BECTHOE KJIMHHULMCTAM OCJIOX-
HeHHe, KaK Neperpyska NOCTTpaHCQY3MOHHBIM »eJle30M,
CO BCEMH BBITEKAIOUIMMU NOC/AeJCTBUAMU. BoT noyemy B
apceHaJle reMaToJIoTa eCTh, IyCTh U He CTOJIb 60JIbLION, KaK
HaM Obl XOTeJI0Ch, lepevyeHb oMLK JJIs JledeHHUs] 60IbHBIX
M/IC HU3KOro pucka € TpaHCPY3MOHHOU 3aBHCHMOCTHIO.
Jto IIICII, nenanugomus, 'MII ©1 UMMyHOCynpecCUBHbIE
npenapartsl. bosiee Toro, B 6/11Kaliiiee BpeMsi Mbl 0KH/1aeM
MOSIBJIEHUS] L[eJIOT0 Psifia HOBBIX JIEKAPCTBEHHBIX CPEJICTB,
006J1aJal0LX MHBIM, HeXeJId UCI0JIb3yeMble B HACTOsIIlee
BpeMsl IpenapaThl, MeXxaHU3MOM JielcTBUA. W nepBbIf Ha
ouyepesn — JIycllaTepLenT.

9. B psige cny4yaes ycraHoBneHne MAC Huzkoro
PUCKA eLye He O3Ha4YdeT HeMeA/IeHHOro Ha4vyasaa
/1e4eHus, T. €. JOrNMyCKAEeTCs TAKTUKA «Ha6/1o[qaM
u xgn». Kakne nokazaHus csegyer npuHUMAaTb
BO BHUMAHUE A/11 UHULNALMN KOPPEKLUN
LUTOMEHNUN U, B HACTHOCTU, AHEMNN?

Ecnu peub uzgetr o 6osbHbix M/IC HU3KOro puHcKa
C aHeMHel, TO OCHOBaHMEM [/l MHULHMALMU Tepanuu
SIBJISIETCS TOsIBJIEHHEe aHEeMHUYeCKHUX 3>Kasob: OJbILIKH,
HeMOTHBUPOBAHHOM CJ1ab0CTH, cepAllebreH s], CHUXKeHUs
¢$u3UYecKoN aKTHBHOCTU. /laHHOe II0JIOKEHHEe MOXKHO
chopMyIMpoBaTh HMHaue, C/esaB aKLEHT Ha CHIKEHUHU
KayecTBa *HU3HU. HecMoTps Ha npefioxkeHHble GOPMYJIH-
POBKHY, 51 6bI IOCOBETOBAJI TPAKTHYECKHUM BpayaM BCe-TaKH
VH/JMBU/YaIU3UpPOBaTh MOJX0/, C 00513aTeIbHbIM y4eTOM
BO3pacTa, HaJIMYusl COMYTCTBYIOLIMX 3a60JieBaHUMN, BU/A
TPYZ,0BOM esITeIbHOCTU U PU3NUECKOH aKTUBHOCTH.
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C Apyro# CTOPOHBI, HE JIMIIHUM OY/leT HAIOMHHUTb, 4TO
OTCPOYEHHOEe Hayaslo MeJUKaMeHTO3HOW Tepaluy, Korja
yKe MOSBJISIETCS] NOTPeOHOCTh B TPAaHCQY3UAX JOHOPCKUX
3PUTPOLIUTOB, HEpPeJKO CBS3aHO C BBLICOKMM YpPOBHEM
3H/IOTEHHOT'0 3PUTPONO3THHA M, CJie[J0BaTeJbHO, MUHU-
MasIbHON BeposiTHOCThbIO oTBeTa Ha IJIICIL. Bor mouemy
3HAUUTEbHbIH UHTepec MpeJCTaBJIsAIT, B YaCTHOCTH, CO-
0OIIEeHNSI 0 Ha3HAYeHUH JeHanugoMuaa 6oabHbIM M/IC ¢
M30JIMPOBAaHHOM Jiesieliel JJIMHHOTO 11JIe4ya XPOMOCOMBI 5
ellle /10 pa3BUTHsI NOTPEOHOCTH B TPaHCHY3HUSAX.

B kauecTBe mnpuMepa Xouy MpPHUBECTH COOOLIeHHe
E. Oliva 1 coaBT,, KoTOpble MoKa3asy, 4To y 60abHbIX M/[C
c del(5q) u aHemueli, eunie He TpeOywIlel KOpPpEKIUU
nepeJMBaHUSIMU JJOHOPCKUX 3pPUTPOLMTOB, HasHauyeHHe
JIeHaJINJIOMU/Jia B CyTOYHOH /l03e 5 MI CONPOBOX/1aJ10Ch
yBeJIMYeHHeM Nlepruo/ia 10 epBoi TpaHCPy3HUH, OBbILIe-
HHeM KOHLEHTpPAllUM TeMOIJIOOMHA, LIMTOTeHeTHYeCKUM
oTBeToM y 70 % 60JIbHBIX U IPU 3TOM He CONIPOBOXK/AJI0Ch
yBeJIMYeHHeM pHCKa INpOrpeccMpoBaHusi 3ab60JeBaHUS
[Oliva E, Lauseker M, Spiriti V, et al. Early lenalidomide
treatment for low and intermediate-1 International
Prognostic Scoring System risk myelodysplastic syndromes
with del(5q) before transfusion dependence. Cancer Med.
2015;4(12):1789-97]. 3bdeKTUBHOCTb JEHAJIUAOMUAA,
HasHayaemoro 6osibHbIM M/IC c del(5q) npu remoro-
6uHe MeHee 120 r/n u 6e3 NOTPeOGHOCTU B TpaHCPHY3UAX
JIOHOPCKUX 3PUTPOLMTOB, Oblla MOJTBEP)KJEHA pe3yJ/ib-
TaTaM{d NPOMEXYTOYHOI'0 aHa/M3a MHOTOLLEHTPOBOIO
paH/OMU3UPOBAHHOTO JJBOMHOIO CJIENOro UCC/eL0BaHUsA
Sintra-REV [Cadenas F, Lumbreras E, Xicoy B, et al. Phase
3 study of lenalidomide vs placebo in non-transfusion
dependent low risk del(5q) MDS patients - interim analysis
of the European Sintra-REV trial. Blood. 2020;136(Suppl
1):28-9]. 3Tu faHHbIe 51 MPUBOXY He KaK PyKOBOJCTBO K
JlecTBUIO, T. K. OpUIUATILHON perucTpanyu AJis Ha3Ha-
YeHUsl JIeHIUAOoMUJA 60JIbHbIM 6e3 TpaHcPy3MOHHOU
3aBUCHMOCTH HeT. MHe 6bl X0TeJ10Ch ellle pa3 NoJYePKHYTh
HeoOX0/IMMOCTh B3BELIEHHOTO MOJX0Ja INpU peLleHUuH
BOIIpOCa O CPOKax Hayajla MeJJMKaMeHTO3HOM Tepanuy, U
B nnepByto oyepeb JIICIIL.

OtHocuTenbHo ciay4aeB M/IC ¢ wu30/JMpOBaHHOU
TPOMGOLMTONEHUH, TO 3TO NpexJe BCero BOMNPOC
KadecTBa AuddepeHMaTbHON JUAarHOCTUKHY, T. K. C BO3-
pactom nomumo M/IC yBesimuuBaeTcst U 3a60/1eBaeMOCThb
NMepBUYHON UMMYHHOU TpoMboLuToneHueit. Kpome toro,
cleAyeT NOMHHUTB, YTO TPOMOOIIMTONEHUS] B GOJIbIIHH-
CTBe CJlyyaeB sIBJseTc MOPQOJIOrHYecKod HaXo[KOH
NpY U36BITOYHOM COZEep:KaHUU OJIaCTHBIX KJaeTok B KM.
Ecaim no pesysnbraTaM KOMILJIEKCHOTO 06C/1e/0BaHUsA
JlokaszaH BapuaHT M/IC HU3KOI0 pHUCKa, TO B C/ydae Kpo-
BOTOYMBOCTH H/UJIM NIPU yPOBHE TPOMOOLIUTOB He GoJiee
20 x 10%/21 51 6B1 mOyMaJI O JaHA30JIE.

10. MMo4yemy TaK BAXKHO CHU3UTb HACTOTY
W/IN MOJTHOCTBIO OTKA3ATLCS OT TPAHCPY3Ui
AOHOPCKNX 3PUTPOLIUTOB A/1s1 obecrneqeHns
ycreLwHoi KOppeKYNn AHEMUN Y NALUEHTOB
¢ MAC Huzkoro pucka?

JlaHHast mpo6JsieMa SIBJISIETCA MPOJIO/DKEHUEM TEMBbl,
MOJHATOW B HpeAbIAYIIMX Bompocax. U s cuuTtaio 3to
BIIOJIHE OMNpaBJaHHbIM. AHeMHs1 — HauboJiee Yacras
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reMaToJIoruiyeckass Haxozka npd M/IC HU3KOTO pHCKa:
OHa OOHapy:kuBaeTcsl mpakTuyeckd y 90 % O6OJBHBIX,
CpeHUH BO3pacT KOTOpPBIX cocTaBiseT 70 yieT. Mbl yxke
06CyX/a/Ii HeraTUBHbIE CTOPOHBI TpaHCPY3HMOHHOH
Tepanuy, NOBTOPATLCS HET cMblcja. TobKO X04y elle
pa3 MOTHBHUPOBATb [EMATOJIOMOB HAa paHHee Havaslo
MeMKaMEHTO3HON KoppeKuuu aHeMuu. IpdeKTHUBHaAA
MeJJMKaMeHTO3Hasl Tepallvs aHEMUH, T. €. CHIDKEHHE 3a-
BUCHMOCTH OT TPaHCOY3UH UM MOJTHBIN OTKa3 OT HUX, —
3aJI0T YBeJIMYEHHUs IIepUoja A0 NPOrpeccupoBaHusl, CHU-
JKEHHUsI pUCKa CMePTHU U YJIy4IleHUs MoKasaTesel oblei
BbBDKMBaeMOCTH. [lymMato, 3TUM BCe CKa3aHo.

11. Kakune nccnegoBaHusi Heo6xo4MMO BbIrNOJ/IHUTb
nepeg HaA4as10M MeAUKAMEHTO3HOM KOPPEKLUN
aHemuu y nayneHroB ¢ MAC Huskoro pucka?

Eciu 661 Mbl ¢ Bamu, EBrenuil AsekcanzpoBuy,
HaXxoOAMWJMCh B 3pUTENbCKON ayAAUTOPHUH, TO 51 Obl mepe-
aJijpecoBaJl BONIPOC ayAUTOPUH, U aGCOIIOTHO YBEPEH, UTO
60JIbIIMHCTBO reMaToJI0r0B OTBETHJIH Obl, COCIAaBLIMCh HA
HallMOHa/IbHble KIMHUYeCKUe peKOMeH/al U, B KOTOPbIX
YeTKO MpONHUCaH aJropuTM o06cae0BaHUsl OGOJIbHBIX
M/IC. MHe ocTaeTcsl JIMLIb HAIOMHUTb YUTATEJSAM, YTO
nepeJ; HayaJoM Tepalnruyu Heo6X0AMMO ObITh YBEepPEHHbBIM
B IPaBWJIBHOCTU AuarHosa. Eciu gucniactudeckve us-
MeHeHHd B Ki1eTkax KM BTOpUYHBI 10 OTHOILEHUIO K JpY-
romy 3a60/1€BaHHIO, TO JIEUUTh HAJL0 OCHOBHYIO IPUUYHHY.
[Ipu ykazanuu Ha M/IC B aHaMHe3e He06X0AUMO ellle pa3
y6eAUTbCs, YTO yBeJHYeHUEe 4YacTOThbl TPaHCPY3UH He
CBSI3aHO C NporpeccupoBaHHeM 3aboJsieBaHusA. [O/HKHO
ObITh BbINOJHEHO LIUTOTeHETUYeCKOoe HcCaeJ0BaHue s
WCKJ/IIOUEHHUS WJIH, HAIIPOTHUB, MOATBEPXK/eHUs Jesleliun
del(5q). Heo6xoauMo mpoBecTH TpPEMaHOOGUONCHUIO [Jis
OIleHKH KJIETOYHOCTH KOCTHOMO3T0OBOT'0 KPOBETBOPEHHS.

12. 'ge Bbi Bugure mecro Irl1CI1 B neyeHun
naymeHtToB ¢ MAC Huskoro pucka? Cywjecreyror
J11 BO3MOXHOCTH A4/151 MPOrHO3d 3¢h¢heKTUBHOCTH
SriCri1? KakoBbl 4YacroTa, A/INTe/IbHOCTb OTBETA?

JIICII Ha AaHHBIK MOMEHT, HECOMHEHHO, SIBJISTIOTCSI
nepBoi JuHUel Tepanun M/IC HU3KOTO PUCKa, 32 UCKJIIO-
YyeHHeM TOJIbKO CUTYalUH, XapaKTepU3YLIUXCA TUIOo-
maasvedt KM, T. e. korza npakTHUYeCKH HeT KJIETOYHOIO
cy6cTpaTa AJs JIeKapCTBEHHOro Bo3jelcTBUsA. /[laxe
npu BepudUKalUU BapHuaHTa ¢ usosnupoBaHHoU del(5q)
BIIOJIHE OIlpaB/JlaHHbIM NIPe/ICTaBJIsAeTCs HayaTh JedyeHue
¢ JIICII, a B cayyae ux Hea)PEKTUBHOCTU — IepeBeCTH
60JIbHOTO Ha IpHeM JIeHaIUJ0MUa.

[IpyHIMNMaNbHBIM, Ha MOW B3IJIfAJ, SBJSETCI He
CTOJIbKO pelleHue Bonpoca o HazHadeHuu ICII, ckoabko
npo6JsieMa CPOKOB HayaJsla JieueHUs] U MPOrHO3UPOBAHUA
addextuBHOCcTU. YacToTa oTBeTa Ha IIICII, no AaHHBIM
pasHbIX aBTOPOB, BapbupyeT oT 40 no 60 %, a ciegoBa-
TeJIbHO, CHU>KeHHe NMOTPeOHOCTU B TpaHCHY3USIX LOHOP-
CKHUX 3PUTPOLUTOB MOXKHO 0XKMJATb NMPUOJIU3UTENBHO Y
KaXkZ,0T0 BTOPOro 60J1bHOTO!

Mgl y2xe 06Cy>K/Jja/1d IPeMMyIeCTBO PaHHEro HasHa-
yenud IIICIL. Mo ganubiM S. Park u coaBT., onTUMaIbHBIM
cyMTaeTcs Cpok Ao 6 Mec. mocae guarHoctuku MJIC
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[Park S, Kelaidi C, Sapena R, et al. Early introduction of
ESA in low risk MDS patients may delay the need for RBC
transfusion: a retrospective analysis on 112 patients. Leuk
Res. 2010;34(11):1430-6]. UmeHHO Tako¥ moxaxo[ obec-
neyuBaeT GOJIbLIYI0 BEPOSTHOCTb yBeJUYEeHUsl Nepuoja
Jl0 IepBOM TpaHCPY3UU JLOHOPCKUX 3pUTPOLUTOB. Ecin
Brl, EBrenuii AsekcaH/[poBUY, MO3BOJIUTE, TO 3/leCb £
6bl X0TeJ1 OyKBaJbHO Ha OJHO IpeJJloKeHHue OTOUTH OT
TeMbl BOIIPOCA U aKIleHTUPOBAaTb BHUMaHHUe YuTaTeel
Ha TOM, UTO Te3uc 06 3¢pPeKTUBHOCTH paHHEro HayaJa
cnenyduieckoi Tepanuu pacnpoCcTpaHsaeTcs U Ha jpyrue
JiedyeOHbIe oniuu, BKawyvas ['MII.

Yrto kacaetcsa npefukTopoB addexktuHocTu IIICII,
TO KJIaCCHYeCKUMH I0Ka3aTessIMU OCTAlOTCs yPOBEHb
3H/JIOTEHHOTO 3pUTPONO3THUHA, OlpeJieJieHue KOTOpOro
ABJsIeTC 00s3aTeJIbHbIM 3JIeMEHTOM 00cJeloBaHUsA
60sbHBIX M/IC HU3KOrO pUCKa, U CTelNeHb 3aBUCUMOCTHU
oT TpaHcdy3ui. B cuie ocTaeTcs U 0J10KeHHE O TOM, UTO
YyeM HWXKe YPOBEHb 3H/OTEHHOT0 3pUTponoaTuHa (< 500
ME/n), TeM 6oJjibllle BEPOSATHOCTb 3PUTPOILUTAPHOTO
OTBeTa.

Pa36upass npob6siemy JiedeHuss 6oJsibHbIXx M/IC HU3-
KOr'0 pHCKa, eCTeCTBEHHO, BO3HUKaeT BOIPOC, MOYeMy
adpdextuBHOoCTh IIICII orpaHuyeHa OT/AEJbHBIMHU CJIy-
YyasMH, a JAJUTeJbHOCTh OTBETA HAXOJUTCSA B JMala3oHe
oT 18 no 24 mec.? [lo3BoJsibTE NpeAJOKUTb HECKOJIBKO
00bsicCHeHUM paHHOTO ¢eHOMeHa. Bo-mepBhIX, Hesb3s
WCKJ/IIOYUTh BJMsSHUEe OGUoJsioruyeckoro ¢eHoruna sabo-
JneBaHud. Tak, H. Hanamoto u coaBT. CBA3bIBAlOT HU3KYIO
3pdeKTUBHOCTL Jap63MO3THHA C  OOHApyKEHUEM
MyTanuu reHa ASXL1 [Hanamoto H, Morita Y, Ichikawa
M, et al. ASXL1 mutations predict a poor response to
darbepoetin alfa in anemic patients with low-risk MDS:
a multicenter, phase II study. Blood. 2020;136(Suppl 1):
28-9]. B kavyecTBe JONOJHUTENIBHOTO IPHUMEpPA, HE UMe-
o1Lero HernocpeAcTBeHHOro otHoueHusd K IIICII, Ho noxa-
YepKHUBAIOIero Ba)XKHOCTb MOJIEKYJIIPHO-TeHeTHYeCKUX
abeppaliil, M03BOJbTE NMPUBECTH JaHHble O TOM, UYTO
MyTauuu reHa SRSFZ cnyaT OJHMM W3 NpPeJUKTOpPOB,
KOppeJUpyrIiuX ¢ 3pPeKTUBHOCTbIO POMHUIIJIIOCTHMA Y
6osbHbIX M/IC HU3KOTrO pucka [Kubasch A, Giagounidis A,
Metzgeroth G, et al. Amolecular-based response prediction
model to romiplostim in patients with lower-risk
myelodysplastic syndrome and severe thrombocytopenia.
Blood. 2020;136(Suppl 1):44-5]. Henb3s 3a6b1BaTh U TOT
dakKT, 4YTO MoJ MacKOW BHelIHe GJIarONPUSTHOrO0 BapHu-
anTta IPSS-R moryT ckpbiBaTbcsi MyTauuu reHoB ASXLI,
RUNX1, ETV6, EZH2 v TP53, KaueCTBEHHO W3MEHSIOIUE
6uoJioruto 3a6osieBaHus. BeposiTHO, MMEHHO 3TUM MOXKHO
006bsicHUTL 3¢dekTuBHOCTL ['MII ¥ psiga manueHTOB C
M/IC Hu3koro pucka, He orBeTUBLIKX Ha JIICIL.

C Apyro# CTOpPOHBI, OTCYTCTBHE WUJIM NOTePs OTBETA
Ha OJIICII palT OCHOBaHMe MPEAINOJIOKUTH Yy4yacThe
JPYyTHUX MeXaHU3MOB B GOPMHUPOBaHUU HeaIPPEKTUBHOTO
3puTpoIossa. BeposTHO, 3TUM 0ObsICHAETCA KJIHWHUYe-
CKasi aKTUBHOCTb B H3y4yeHUU 3QPeKTHBHOCTHU LieJI0ro
psi/ia HOBBIX JIEKapCTBEHHBIX NIpenapaToB, AJisi KOTOPbIX
MUILEHbIO CIYKAT TpaHchopMUpyoUUi pakTop pocTa 3
(TGF-B), Tenomepassl U GpaKTOpP, UHAYIIUPYEMBIN THIIOK-
cueii (HIF). He uckito4eHo, 4TO 4acTOTa U AJUTENbHOCTb
3pPUTPOLUTAPHOIO OTBeTa MOTYT ObITb 3HAYHUTEJBHO
yBeJIM4YeHbl IPU Ha3HaYeHUH KOMOWHAIMK IpenapaTos C
Pa3HOU TOUKON NPHUIOKEHUS.
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13. Fny6okoyBaxxaembivi Ceprevi BacnibeBud,
Kak Bbl oTHOCcUTECb K 4OMO/THUTE/IbHOMY
Ha3Ha4dyeHunto -KC® naymenram ¢ MAC Huskoro
PUCKa NMpu OTCYTCTBMU JOCTATOYHOIO OTBETA
(remaronorn4yeckoro y/siy4LeH1s) Ha Tepanuio
aricri?

Co6CTBEHHOTO OMNbITA COBMECTHOIO IpPHUMEHEHUs
JIICII 1 rpa”HyJIOLUTApPHOIO0 KOJIOHUECTUMYJIUPYIOLIETO
dakTopa (I[-KCP) y MeHs HeT.

B suTepaType pery/aspHO 06CYyX/JaeTcs BOIpOC
006 3pdeKTUBHOCTU [JaHHOW KOMOMHAIUU y OGOJbHBIX
M/ C-KC. Ho... 1U4HO 9 0XXHJar0 perucTpanyu Jycnarep-
nenta B Poccuiickoit ®efiepaliiv U pe3yabTaTOB NPOJ0JI-
JKAIOLMXCS KJIUMHUYECKUX HCCAe[J0BAaHUH 0 HM3yYeHUIo
3¢ PeKTHBHOCTHU U 6€30MaCHOCTH TaKUX IIpenapaToB, KaK
MMeTeJICTaT U POKCaZyCTarT.

Bo-BTOpbIX, He UMesl HajJexalleld MHPOpPMALUU O
MyTaLlMOHHOM CTaTyCe L1eJI0T0 PsiJia FeHOB, 0OHapyKeHHe
KOTOpBIX CBHU/IETEJbCTBYET O HECTAOUJIbHOCTU IeHOoMa
u «rotoBHocTu» MJ/IC K JasibHeileMy HpPOTrpeccupo-
BaHMUIO, 51 ObI Bo3/ieprkasics oT HazHaueHus [-KC®. B aToi
CUTYyalYH, T. €. IPU OTCYTCTBUM OKU/AAEMOTO OTBeTa,
O6bl NMOCOBETOBaJ NMpPAaKTUYECKMM BpauyaM IepecuuTaTb
Jl03y BBOJJMMOTIO IIpenapara elle pas, CKOppeKTUPOBaTh
YaCTOTy BBeJleHUsI B COOTBETCTBUM C CYyLE€CTBYIOLMMHU
peKoMeHJaLUsIMU U BOCCTAaHOBUTD MOKa3aTeJH »eJie3a,
ecJiv UMeeTcs ero QyHKIMOHANIbHbBIN AeQUIUT.

14. CoxpaHsieT 1M cBOM NMNO3ULNN JIEHA/TUZOMUA
B sied4eHun M/AC c nzonmpoBaHHoOM geneynen
A/IMHHOIO 1n/1e4d XpoMOCoMbI 5?

OTBeT 0jHO3HA4YHbIN — fa. XoTeJ1 Obl ellle pa3 HallOM-
HUTb 4YUTATeJsM, YTO JIEHAJUAOMUJ, 3aperuCcTPUPOBaH
[l JleyeHUs1 TpaHCPy3MOHHO-3aBUCUMBbIX 60J1bHBIX M/IC
HU3KOTO0 WK TpoMexyTouHoro-1 IPSS-pucka c nenenueit
del(5q) mpu HaMYUU WUJIU OTCYTCTBUM JAPYTUX IIUTOTe-
HeTUYecKuX abeppauuit. CxeMa JjieyeHus npocrasi: 10 mr
BHYTPb OJJHOKPATHO B CyTKHU B TedyeHUe 21 [AHA KaK/ble
28 nHel. /lo3a KOppeKTUPYeTCsl B COOTBETCTBUU C ITOKa-
3aTesisiMu nepudepuyecKoil KpoBHu.

B To »xe BpeMs, Ha MOU B3IV, AOCTAaTOYHO UHTe-
pPeCHbIMM TpPeJCTaBJSIOTCA JaHHble, NO3BOJSAIOLIME
NpesnoJI0KUTh CIIOCOOHOCTDh JIeHaIM0MHU/Jla BOCCTa-
HaBJIUBATh 4yBCTBUTeNbHOCTD K JIICII y 60s1bHBIX M/IC
HU3Koro pucka 6e3 del(5q), koTopble He OTBETHUJH Ha
JIICII MK y KOTOpPbIX YPOBEHb 3HJOTEHHOI0 3PUTpPO-
noaTuHa coctasiaseT 500 ME/n u 6osee [List A, Sun Z,
Verma A, et al. Combined treatment with lenalidomide
(LEN) and epoetin alfa is superior to lenalidomide alone
in patients with erythropoietin (Epo)-refractory, lower
risk non-deletion 5q myelodysplastic syndrome: results
of the E2905 intergroup study-an ECOG-ACRIN cancer
research group study. Blood. 2016;128(Suppl 1):223].
HasHayeHue KOMOGMHallMM INpenapaToB yBeJUYUBaeT
YacTOTY 3pUTPOLMTAPHOTO OTBeTa 6oJiee UeM B 2 pasa
10 CpaBHEHHUIO C MOHOTepanueid JieHaJWAOMHUJOM —
28,3 u 11,5 % cooTBeTcTBeHHO. OJHAKO CJeyeT MOM-
HUTBb, UYTO 0QUIMAJbHON perucTpanum JeHaauJoMu/a
s iedeHus 6oabHbIXx M/IC HU3KOTO prcka 6e3 del(5q)
HeT.
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PA3EN 4

MecTto runoMeTunupyrowmux
npenapaTtoB B 1Ie4EHUMN NaLMEHTOB
¢ MIC Hu3Koro pucka

15. Kakoso mecro FMI1 B neyeHnn naymeHros ¢ MC
HU3KOro pucka, Ha Baw B3rnsg?

JleueHue NalMeHTOB C 3a60JieBaHUSIMU TUMPOUTHOH,
KpPOBETBOPHOM U POJCTBEHHBbIX UM TKaHeW HalpaBJeHO
Ha JJOCTH)KeHHe HauJly4lllero oTBeTa U /UJIU IpeojjoJleHre
pPe3UCTEHTHOCTH K CTaHAApPTHO Ha3HA4aeMbIM B IepBOH
JIMHUY Tepanuu JieKapCTBEHHBbIM IpenapaTaM. WUHaue
roBops, MOCTPOEHO IO MNPUHLHUIY MOC/Te[0BaTeSbHON
CMeHbI OJJHOM JieueOGHOM ONIUMU JPYyTOi. ITO B MOJTHOHU
Mepe OTHOCUTCS U K 60/1bHBIM M/IC, B T. 4. HU3KOT'0 pUCKa.

B GoJIbLIMHCTBE PYKOBOJCTB B CJydae HeyJaud WU
notepu orBeTa Ha IIICII s1n6O JIeHaNUAOMU/T BTOPAst IMHUS
Tepanuu MNpejcTaBjeHa npeumyilectBeHHo 'MII: 5-a3a-
LUTHMHOM U JleiuTabuHoM. [louemy? Bo-nepBbIx, anure-
HeTH4yeckull ¢peHOoMeH runepMmetruanpoBanus [JHK nmeer
MEeCTO He TOJIbKO NpPHY M30bITOUHOM KOJIMYecTBe 6JIaCTHBIX
KJIETOK, HO Y IIPY OTCYTCTBUU TaKOBbIX. BO-BTOPBIX, KaK yiKe
TrOBOPUJIOCH paHee, Mbl BIIpaBe OXKHUJATh y psAfia 60JbHBIX
WJIM UCXOZIHOTO, T. €. B [1e610Te 3260 ieBaHUs, He61aronpu-
SITHOTO 'eHOTHIIa, UJIY [TOSIBJIEHHUS] IPOTHOCTHYEeCKH HebJla-
TONPUATHBIX MyTaLMH 10 Mepe YBeJnYeHUs JJIUTeTbHOCTH
3aboJsieBaHus. «[oToBHOCTE» M/|C K Ja/IbHENIIIEN SBOTHOLMH
Ha $poHe M3MeHeHUs GHosiornyeckoro GeHOTUNA HepeaKo
MPOSIBJISIETCS MOBbIIIEHHEM NOTPEOHOCTH B NTepeIMBaHUAX
JIOHOPCKUX 3pUTPOLUTOB 06e3 COOTBETCTBYIOLIEro Ha-
pacTaHMs Yucsia 6J1acTHBIX Kj1eTok B KM.

HTak, Bo3Bpawmasice K cyTu Bompoca. 'MII neseco-
06pasHO paccMaTpUBaTh B KayeCTBe BTOPOW JIMHUU Te-
panuu. 06paTuTe BHUMaHue, EBreHuil AnekcaHIpoBuY, s
He JIaBJII0 Ha YUTaTeJsIel, sl OllepUPy0 peKOMeHAalusIMHU.
fl MoMHI0O 0 GOJIBHBIX C FMIOIJIACTUYECKUM BapHaHTOM
M/C. 1 noHMMaro, 4TO KTO-TO NpeAIoYTeT llepeuBaHus
npenapaToB KPOBU B COYETAHUHU C XeJIaTOPaMHU >KeJie3a U,
BO3MOXHO, OYZIeT NpaB, T. K. B psijie C/IydyaeB MOXKHO 0XKU-
JlaThb 3HAYMUTEJbHOTO0 CHM)XEHHS 4acTOThl TpaHCY3uH.
f Tak)xe yBepeH, YTO 4acTb O6OJIbHBIX OYZeT BK/IOYeHa B
KJMHHUYeCKHUe HcciefiloBaHus. HeMaioBaXkHbIM yC10BUEM
npu Bbi6ope 'MII B KayecTBe BTOPOM JIMHUK Tepanuu
CIY>KUT U 00'beKTHBHAsl OlLleHKa repuaTpU4ecKoro cTa-
Tyca, eCJIM peub UJIeT O MOXKUJIbIX 60JIbHBIX. U ellle 51 6Bl
XO0TeJ [J00aBUTb, UTO JOCTHXKEHHE 3PUTPOLUTAPHOTO
OTBEeTa, BKJ/II0Yask OTCYTCTBHE TOTPEGHOCTH B JJTOHOPCKUX
3pUTPOLUTAX, He 03HaYaeT n3ieyeHus. 'MII He o61azat0T
CIOCOGHOCTDIO NMOJABJATh KJIOHAJbHYIO 3BOJIIOLIUIO.

16. KakoBa achgpektuBHocTb F'MI1 y nayneHros
¢ MAC Huzkoro pucka? Cywjecrsyror
/m npegukTopbl agpchektnsHoctn FMIT?

I'MII apdextuBHBl y 30-40 % 601BHBIX M/IC HU3KOTO
pucka. Ilo pesyipraTaM MeTaaHaIM3a IPU Ha3HAYeHUH
5-azanuTHMHA HE3aBUCUMOCTb OT TPaHCPY3UH U KJIH-
HUYeCKoe yay4yiieHue umenu Mecto y 39 u 80 % 60/bHBIX

WHTepBbio a1

M/ZC Huskoro pucka coorBeTcTBeHHO [Komrokji R,
Swern A, Grinbllat D, et al. Azacitidine in lower-risk
myelodysplastic syndromes: a meta-analysis of data from
prospective studies. Oncologist. 2018;23(2):159-70].

Tak >xe, Kak ¥ IpU BbIGOpe JIOGOTO ApYyroro BHAA
Tepanuy, HaszHadeHuo 'MII fo/mkHO npeAlecTBOBaTh
NPOTHO3MpPOBaHHWe BepPOSATHOCTH oTBeTa. U 37ech Ha
MOMOLb ONATb NPUXOAAT pe3yJbTaThl MOJIEKY/ISIPHO-Te-
HeTHUYeCKoro ucciaefoBaHusA. Ecin paHee mpUXoAWIOCH
onepupoBaTh TOJbKO MyTauuei rena TETZ, To B HacTo-
silee BpeMs BbICOKOMH()OPMATHBHBIM NpeJUKTOPOM
adpdextuBHocTu 'MII paccmaTpuBaeTcs MyTalus reHa
TETZ B coueTaHuu € JUKUM TUnoM reHa ASXL1. HanpoTus,
o6HapyxeHUe MyTauui reHoB TP53 u EZHZ conpsikeHO
C CyLeCTBEHHBIM YXy/llleHHeM IO0Ka3aTesell BbDKHBa-
eMocTd. OJJHaKO B cjiyyae HU3KOH a/l/ieJIbHOW Harpysku
reHa TP53 BoJIHe MOXKHO OXKU/IaTh JIYUYIINX IOKa3aTeseH.

[ToHMMas, 4TO He BO BCeX CJay4asX NpejCcTaB/seTCs
BO3MOXXHBIM BBINOJIHAATh MOJIEKY/IIpDHO-TeHeTUYecKre
Hcc1el0BaHMs, MOXKHO OPUEHTHPOBATLCS Ha ,0CTaTOYHO
NPOCThble KJIMHUYECKHe MOoKas3aTeJUu. JTO AJUTENTbHOCTh
Tepanuu: 4YUCI0 KYpCOB JOJDKHO OBITb He MeHee 6.
Jpyroil npeAUKTOpP — CHIKEHHE YacCTOThl TpaHChy3ui
IocJie NepBbIX KYPCOB.

17. Fny6okoyBaxxaembivi Ceprev BacnibeBud,
He mMor/u 6bi NPeACcTaBNUTb ONTUMA/IbHbIE [O3bI
(cxembi) TMI1 gns nevyeHuns nayneHros ¢ MAC
HU3KOIro pucka?

BcTpeuaroiyecss B JiMTepaType CXeMbl, HCIOJIb3Y-
eMble /1J14 JledeHUs1 601bHBIX M/IC HU3KOI'0 pUCKa, Pa3Ju-
YalTCA NPEeMMYyIeCTBEHHO 10 YUCIy JAHEelH HasHaueHUs
npenapara. Kakyto BbI6paTh?

JlJ151 KOpPEKTHOTO pellleH!s 3TOT0 BOIpoca pe/Jjiarao
ONATb 00PAaTUThCA K MeTaaHa/lIu3y, NpaB/a, Apyromy, He-
>KeJIM BBIIIEYNOMSHYTbIM, pe3y/lbTaTOB NPOCNEKTUBHbIX
uccnegoBanuit [Wan Z, Han B. High-dose regimens of
hypomethylating agents promote transfusion independence
in IPSS lower-risk myelodysplastic syndromes: a meta-
analysis of prospective studies. Aging. 2021;13(8):11120-
34]. BbLIO yCTaHOBJIEHO HENOCPeACTBEHHOE BJIMsSHUE
JUINTEJIbHOCTU Kypca U [103bl BBOAMMOI'O IpenapaTa Ha
3¢ deKTUBHOCTb JieueHUs. YacToTa JAOCTHKEeHUs] He3aBU-
CUMOCTH OT IepesIMBaHUM JOHOPCKHUX 3PUTPOLUTOB, 3a-
peructpupoBaHHas y 60,9 % 60/bHBIX, 6blIa HauIy4lleH
NIpY Ha3HauYeHUM 5-a3aljUTH/AMHA 10 XOPOILIO 3HAKOMOM
reMaToJIoraM CTaHZAPTHOM cxeme: 75 Mr/mM? B TedyeHHe
7 mocnaefoBaTesbHbIX AHEH. IPPEeKTUBHOCTHL [JlelUTa-
6uHa, BBoguMoro no 20 mMr/m? B TeyeHue 5 JiHel, ObLia
HECKOJIbKO HMKe U cocTaBwia 52,5 %. CpaBHUTEJNBHOIO
aHasn3a 3P PeKTUBHOCTHU /IBYX CXEM He IMPOBOAUJIOCH, HO
npuMeyvaTesieH GpaKT CHIXKEHHUsI 4acTOThI OTBeTa 10 Mepe
yMeHblIeHUs [,03bl U YKCJ/Ia JHeW BBe/leHUs IpenapaTos.

TakuM 06pa3oM, OTBeT Ha INOCTaBJIEHHBbIH BONPOC
MOXeT OBbITb JJOCTaTOYHO JIAKOHUYHBIM: 3aperucTpupo-
BaHHble MPOTOKOJIbl — HaWJIYYlINe CXeMBbI /IS JIeYeHUs
60sibHBIX M/]C HU3KOT0 pUCKa.

Yrto KacaeTcsl BbI6Opa KOHKPETHOTO Ipenapara, TO
BBU/Jly OTCYTCTBHUSI CPaBHUTEJNbHOTO HCC/IeLOBaHUS U
YUUTbIBAasA BBbIPAXKEHHYI0 TeTepOreHHOCTb MOMyJASALUU
6osibHBIX M/IC HM3KOrO pHCKa, cjelyeT NPUHATHL 3a
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NpPaBUIO KJAMHUYECKYI0 HUJIEHTUYHOCTb 5-a3alUTUAWHA
U AenyTabuHa. MHBIMU c/loBaMHU, BBIOOP OJJHOTO U3 ABYX
['MII ocTaeTcs 3a Jieyal[dM BpayoM U 06OCHOBBIBAETCS
HaJIM4YMeM NpenapaTta U COOTBETCTBYIOIIUM ONBITOM.
JleyebHbI noteHnyan [MII MoxkeT oKasaTbC He-
JIOCTaTOYHbIM B CJlydyae OOHApYKEHUs MPOTHOCTHUYECKU
HeOJIarOMpPUSATHBIX I[UTOM€HETUYECKUX I0JIOMOK W/WIU
reHeTUYeCKUX abeppaluil Jjaxe NPy OTCYTCTBUM U30BITKA
6JIaCTHBIX KJIETOK. B 3TOM cUTyaluuu onpaBJaHHbIM Mpe-
CTaBJISIETCSI Ha3HAueHUe JONOJHUTENbHBIX MpenapaTos,
HalpuMep BeHeTOKJsakca. OJHAKO, MOCKOJBbKY KJIUHUYe-
CKUe UCCIe[IoBaHUs 10 oljeHKe 3 EeKTUBHOCTU U TOKCHY-
HOCTH JIaHHBIX cXeM y 60yibHbIXx M/IC ellje mpoz0/KaroTCsa
U, c/e[joBaTe/JbHO, HET OQUIMATLHON pEerucTpanuy, To
MOJ0GHbIE C/IyYau CAY>KaT OCHOBAaHUEM [Jisl 0OCYXXJIeHUs
TaKTUKU JIEUeHUSI C reMaToJioraMu de/iepabHbIX LIEHTPOB.

18. Ectb in mecro gns annoTlCK B anropnrme
neyenus naymeHros ¢ MAC Huzkoro pucka?

Bpojie 661 1 BOIPOC HECJIOXKHBIM, 1 MOXKHO J1aThb KaTe-
TOPUYHBIN OTPULIATE/]bHbIA OTBET, HO JiyMalo, He BCe TaK
OJJHO3HAYHO, HECMOTPsI Ha XOpOLIO H3BECTHble BbIBOAbI
IpyIIbI aBTOPOB o, pykoBoAcTBoM C. Cutler o ToM, 4TO OT-
cpoueHHoe BbinosiHeHUe a0 TI'CK 6osbHBIM M/]C HU3KOTO
pHCKa CONPSHKEHO € yBeJIMueHneM BbhkuBaeMocTH [Cutler C,
Lee ], Greenberg P, et al. A decision analysis of allogeneic bone
marrow transplantation for the myelodysplastic syndromes:
delayed transplantation for low-risk myelodysplasia is asso-
ciated with improved outcome. Blood. 2004;104(2):579-85].

B xoze Hamiell 6ecefibl, EBreHuii AnekcaHZpoOBUY, Mbl
MIOCTOSTHHO BO3BpalllaeMcsl K MOJIEKY/IIPHO-TeHeTUYeCKOMY
deHoTUny 3a6osieBaHus. Jlymato, Bompoc o Liejecoo6pas-
Hoctu mnpoBefeHuss aOTICK 6osbHBIM 6e3 H36BITKA
6J1aCTHBIX KJIETOK, y KOTOPBIX HET WJIM Hab,110/laeTcs IoTepst
OTBeTA Ha crieliruyecKoe JeyeHue, J0JHKeH ObITh MOTUBH-
pOBaH, B T. Y. U N0 pe3y/bTaTaM HM3y4eHHUs] MyTallMOHHOTO
CTaTyca OT/e/bHbIX '€eHOB. YcUJleHHe TSXKeCTH TPOMOOILU-
TOIIEHUH, COXPaHSIOLIAsACI 3aBUCMMOCTb OT TpaHCPy3uit
JIOHOPCKUX 3pUTpoLUTOB, HeaddekTuBHOCTL ['MII Ha
¢dboHe Heb6JIaronpHUATHOTO TeHOTHUIIA WU KJIOHA/JIbHOW 3BO-
JIIOLIMU — TIpsIMble NOKa3aHUs JiJIs TOro, YTOObI 60JIBHOTO
M/IC HU3KOro pHCKa pacCMaTpPUBATh KakK NMOTEHIIUAIbHOIO
KaHaugaTa Ha a0 TT'CK.

JlycnatepuenTt B 1e4YeHUU NaLMEHTOB
¢ MIC Hu3KOro pucka

19. Kak noctynartb B cutyauyusix, korga rpu MAC
Hu3koro pucka IICII, TMI1 n/unn neHanngommg,
TAK WM MHa4Ye, OKA3A/INCb HE3(PEKTUBHBIMU?
Ectb nin gpyrue neye6Hbie nogxonbi MTOMUMO
TPAHCQY31n JOHOPCKNX SPUTPOLUTOB
B KOMOUHALNU C Xe/1IATOPAMMU XKee3a?

HeaddexktuHocts IIICIl, kak MBI yxKe 06CYX-
JlaJld, — OCHOBaHHE JJIs1 KOHTPOJIBHOTO 06C/e/l0BaHus,
BO3MOXXHO, C IIOBTOPHBIM MOJIEKYJISIPHO-T€HETUYECKUM

KTMHNYECKAA OHKOTEMATO/TON 4

HccieloBaHUEM JJisi UCKJIYEHUST NPOTrpecCUpOBaHUSA
3a060J1eBaHUS.

CtabuibHOEe COCTOSIHHUE KPOBETBOPEHMs, HET
yBeJUYEHUs] KOJIMYeCcTBa OJIACTHBIX KJETOK, He BbISB-
JIEHO HOBBIX T'eHeTHu4YecKUX abeppauuid. YTo BpIOpaTh?
K coxaneHuIo, CIMCOK TepamneBTUYECKUX OMIUN orpa-
HU4YeH jeHanaugomuaom u 'MII. Ho ecsiv BCMOMHUTL 06
OTCYTCTBUM PETrUCTPALUU JIEHAIUAOMUAA AJIs CydaeB
6e3 penenuu del(5q), To okaxeTcs, 4TO B apceHase
reMaToJiora NpUCyTCTBYIOT BCEro /iBa npemnapara: 5-asa-
UUTUJUH U AeuuTabuH. A eciu U oHU He3PpeKTUBHbI?
OcTratoTcsl mepeysuBaHUs [JOHOPCKUX 3PUTPOLUTOB U
pueM XeJaTOpOB eJsie3a. BMecTe c TeM oxupjaetcs,
YTO apceHas] JIeKapCTBEHHbIX OMNUUN JJisd Je4yeHUs
60abHbIX M/IC HU3KOro pHUCKa MOXET MOMOJHUTHCS
HOBBIM NIpPeNapaToM AJisi KOppeKIUu aHeMUu. Peub uget
0 JlycnaTeplienTe.

20. Yro coboi npeacrasnser nycnarepyent?

Ecau npefcTaBuUTh CXeMaTHYHO, TO JycllaTepLenT —
3TO «JIOBYIIKW» peLleNTOPOB akTHBHUHA Il TuNa, KoTopble
SABJSAIOTCA 4acTbio cynepceMeiictBa TGF-B. Bsiokupo-
BaHUe pelLleNTOPOB aKTHBUHA NPUBOJAUT K NOJABJEHHUIO
6eskoB SMAD, uTo, B CBOIO 0ouepe/ib, 06eclieuruBaeT BOC-
cTaHoBJIeHHe 3 PeKTHBHOTO 3PUTPONO33a.

C npaKTH4YeCKOW TOYKHM 3peHHs, [lyMalo, BaKHee, He
B/laBasCh B HIOAHCbl CUTHAJbHBIX NMyTeH, NMOHATb, YTO
JIICII u nycnaTepLenT paboTaOT HAa pa3HbIX 3TaNax 3pU-
Tpomno33a. Ecin adpdekTuBHOCTD mepBbIX 06yC/I0BJIEHA
BO3/JleiCTBUEM Ha paHHUe CTaJHuM, TO JycnaTeplenT
obecreyrBaeT HOPMaJIM3aLHUIO0 NO3/JHEN CTAaJUU 3PUTPO-
1033a. JTUM, B YaCTHOCTH, 0G'bSICHAIETCSI UHTepeC K BO3-
MoxkHOMY KoM6uHupoBaHuto JIICII c mycnaTepuenToMm.

21. Kakune uccregoBaHUs NOC/1y>XnN/in OCHOBAHUEM
AN1S perncTpayum iycrnarepuyentd B Ie4eHUn
naymneHros ¢ MAC?

JddekTUBHOCTD JycHaTeplienTa MepBOHAYaJbHO
OblJla NpPOJeMOHCTPUPOBAHA B KJIMHMYECKOM HCCIIe-
noBanuu I ¢asel ¢ ogHolt rpynmnoii PACE-MDS. B saTtom
WccneloBaHUM  Obla  BbIIBJIEHA BbICOKAass 4acTOTa
otBeTa y 6osbHbIXx M/IC-KC u ¢ myTanuei reHa SF3BI.
B nocnepytouieM 661710 NPOBeJIEHO PaHOMHU3UPOBAaHHOE
JIBOMHOe cJieroe IJIane60-KOHTPOJIUpPyeMoe Hccie-
noBanue Il ¢aspt MEDALIST, B koTOpoe BKJIIOYATUCh
6osibHbIe M/IC HU3KOTO pUCKa C pedPaKTEPHOCTHIO UIU
nporHo3upyeMmoit HeadppekTruBHOCThIO IIICII O YpoBHIO
3H/IOTeHHOI'0 3PUTPONO3THHA. He3aBUCHMOCTDb OT TpaHC-
¢dy3uil B TeueHue 8 Hel. (MepBUYHASA LleJIb UCC/IeJOBAHUS )
6bl1a 38 % B rpyie uccaeayeMoro npemnaparta vs 13 %
B rpynne nJjane6o. MesnaHa AJUTeNbHOCTH OTBeTa MpHU
Has3HaueHUH JlycraTeplenTa coctaBuia 31 Hex,

22. Mo KakuM NOKA3aHUSIM Jycrnarepyent 6ygert
3aperncTpupoBaH?

Oxujaercs, 4YTO JIyclaTepLenT OyJeT 3aperucTpH-
pOBaH [iJist B3pOC/IbIX 60J1bHBIX M/IC 04eHb HU3KOT0, HU3-
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KOT'0 U IPOMEeXyTO4YHOro pucka no IPSS-R ¢ konbueBbiMu
cujiepobyacTaMu M TpaHCPY3UOHHO-3aBUCMMOU aHe-
MHeH, ¥ KOTOPBIX OblJ OJy4eH HeYJ,0BJIeTBOPUTENbHbIN
OTBET Ha JieyeHUe WJIM KOTOpble He COOTBETCTBYIOT
kpuTepusaM HazHadyeHus IIICIL.

HeobxoauMo mnoAg4epkHyTb, 4YTO 3PEKTUBHOCTh
JlycnaTeplienTta nocje NpeAllecTBYIOLEro JeyeHUs Jie-
HasugomugoM u 'MII He usyyasnace.

TakuM 06pa3oM, MOKHO KOHCTAaTHPOBAaTb, YTO JIyC-
natepuent — Btopasd nocsue 3IICII 1uHua Tepanuu A
6osbHbIXx M/IC-KC. BTOpoe moka3saHue JJiss Ha3HauYeHUS
npemnapara — TaJlacCceMHusl.

JlaBaliTe coryiacuMcs, 4YTO 3TO OTPaJHbIA QaKT, KO-
TOpBIN BCeJisieT HaZleXy Ha yJIydllleHle KaueCTBa )KU3HU
6osbHBIX M/IC.

23. He mory He 3agaTb nocs1iegHUI BOMNpoc.
Bce Mbl XXnBEM B C/I0XKHOE BpeMsi NaHAeMUm
KOpPOHABUPYCHOM nHekymumn. Yro Bbi ckaxere
o COVID-19 B cBsizu c MAC?

O6cneoBaHue U JjedyeHHe 60JibHbIX MJIC JOJDKHO
MPOBOAUTHCS 110 OOLIUM /151 NALMEeHTOB C 3a60/1eBaHUSAMU
JIUMPOUHON, KPOBETBOPHOM U POACTBEHHBIX UM TKaHeN
NpUHLMIaM. HecMOTpsl Ha C/I0XKMBIIYIOCS 3MUJEMHOJIO-
TMYECKY0 CUTYallUI0, AUArHo3 Jo/oKeH ObITb CHOpMYJIH-
pPOBaH KOPPEKTHO, NPOrHO3 onpeJesieH no wmkasne [PSS-R,
TaKTHKa JiedeHUs1 BblIOpaHa B COOTBETCTBUM CO CTATyCOM
60J1e3HM U COMATHUYECKOr0 COCTOSIHUA G0JIbHOTO, HO NpH
Heo6X0AMMOCTH — aJJallITUPOBaHa K KOHKPEeTHOM KJIUHU-
KO-reMaToJIOTUYeCKON CHUTYyallud, a UMEeHHO K BO3MOX-
HOMY HaJINYMI0 KOPOHABUPYCHON HHPEKLIUU.
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CHMKeHUe pUCKa BUPYCHON MHQEeKL UM BO3MOXXHO
npu nepeBoJie 60JbHBIX Ha aMOysaTOpHOe JieyeHHUe.
HecoMHeHHO, ¢ 3TOW TOYKM 3peHUsl YJOOHBIMU Npes-
CTaBJSAKTCA NpUeM JieHanugomuga, uHbekuuu IIICII
WY noAakoxkHoe BBegeHre 'MII B oMallHUX YCI0BUSAX,
T. e. Korjia oTpaboTaHa cxeMa, MUHUMaJbHa BepOAT-
HOCTb Cepbe3HbIX OCJ0XXHEHUH U HeT MOTPeGHOCTH B
TpaHcdy3usax. C 1esbl0 CHU3UThb YACTOTY HOCelleHUH
Jle4eOGHBIX yupexJeHui (HanpuMmep, [/1s epeauBaHUs
JIOHOPCKUX 3PUTPOLUTOB) MOXHO BOCI0JIb30BAThCS
peKoMeHJALUAMU 3KCIEePTOB, COIJIACHO KOTOPbIM
KOHIIeHTpanusa reMorsiobuHa 75 r/n MoOXeT ObIThb
MCIOJIb30BaHA B KayecTBe NMOTPAaHUYHOIO MOKa3aHMU:A
K TpaHcdy3usaM. 06s3aTe/bHbIM YCJOBHEM IPU 3TOM
JOJKHO OBITh OTCYTCTBUE yXy[AlleHUs QYHKLUM
)KM3HEHHO BaXKHbIX opraHoB [Tanasijevic A, Revette A,
Klepin H, et al. Consensus minimum hemoglobin level
above which patients with myelodysplastic syndromes
can safely forgo transfusions. Leuk Lymphoma.
2020;61(12):2900-4].

[Ipy HEO6XOAUMOCTH Hayasla MHTEHCUBHOM Tepanuu
npejnoyteHve ciaefyetr orpaBatb 'MII u BocmoJsib3o-
BaTbcd [-KC® a1 CHUXKEHUS TSXKECTH U JJIUTEJNbHOCTH
HeuTponeHuu [Paul S, Rausch C, Jain N, et al. Treating
leukemia in the time of COVID-19. Acta Haematol.
2021;144(2):132-45]. Bompoc o0 cpokax NOpOBeAeHUs
annoTI'CK u pexuMe npeATpaHCIJIAaHTAIMOHHOM MO/ r0-
TOBKH JI0JKeH ObITh pellleH CleliMauCTaMU TpaHCIJIaH-
TalMOHHOTIO IIeHTpa.

Iny6okoyBakaembiii Cepreii BacuibeBuy, cnacu6o
orpoMHoe 3a Bame unrepsbio! /1o HOBbIX BcTpey!






