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Hacrosimias vHCTpYKIUS MO0 MPUMEHEHHIO (Jajiee — WHCTPYKIMSA) paspaboTaHa
JUISL HMCTOJB30BAaHMSI BpauyaMU-TEMATOJIOTAMH, HWHBIMH BpadaMH-CIECIHAIUCTaMU,
OKa3bIBAIOIIMMH MEIUIIMHCKYIO TTOMOIIb MAlIUEHTaM C OCTPBIMU JICMKO3aMHU.

INOKA3AHUA K IPUMEHEHHUIO
BrnepBbie AuarHocTUpOBaHHBIA OCTPBIN MHeno0iacTHbIN seiiko3 (OMJI/OHJLI)
MO-M2, M4-M7 no ®Ab-knaccudukaiuu.

IMPOTUBOIIOKA3AHWUS JIJISI IPUMEHEHMUSA

3acToiiHasg  cepAe4Has HEIOCTAaTOYHOCTh, HECTAaOWJIbHAas  CTEHOKapIus,
HapylIeHUs1 CEepPACYHOT0 pUTMAa U NPOBOJMMOCTH, OCTPbId Tiepuoja uHGapKTa
MUOKapAa.

Tsxenas MTHEBMOHUS, COIPOBOKIAIOIIASACS JbIXaTEIbHOU
HEJIOCTAaTOYHOCThIO — oJIblIlKa 6ojee 26—28 J1J1 B MuH, TunokceMust MeHee 70 MM pT.
CT.

[ToueuHnas HemocTaTOUYHOCTh (YpOBEHb KpeaTMHHMHA B CBHIBOPOTKE Oosee
0,2 MMoJIb/4, KITUPEHC KpeaTHHUHA MeHee 60 MJI/MUH).

[leyeHouHass HEAOCTATOYHOCTH (32 HMCKIIOUYEHHUEM CIIy4aeB, OOYCIOBIICHHBIX
JeiikeMruecKo MHQWIbTpallield opraHa), OCTPhIM Tematut (ypoBEHb B CBIBOPOTKE
6onee 1,5 vHopm, AJIT u ACT Gonee 3 HopM, TpOoTpoMOUHOBBIN UHIEKC MeHee 70%).

Cencuc (Hekynupyoomascsi aHTUOMOTUKaMH JIuxopajka cBbiie 38°C, cenTuko-
MUEMUYECKHUE OYaru, HeCTaOUILHOCTh FTEMOJUHAMHUKH ).

VYrpoxaromue >KU3HM KpPOBOTEUEHHsI (M3 IKENyJIOYHO-KHUIIEYHOIO TpPAaKTa,
MaTOYHBIE, KPOBOUBJIUSHUS B TOJIOBHOU MO3T).

duznyeckas: HECOCTOSATEIbHOCTb, TPEOYIOIIAsi MOCTOSHHOTO yXOJAa, KaXeKcus
(ypoBeHb 00111ero Oenka ChIBOPOTKH HUXeE 35 /7).

JlekoMIieHCHPOBaHHBIN CaxapHbBINA JUAOET.

Jlpyrue comyTCTBYIONME OHKOJIOTHYECKUE 3a001eBaHus (pakK JETKUX, MOJIOYHOM
JKEJIE3bl, KETYIKa U T. 11.).

Ilpumeuanue: B TOM ciy4dae, €CIM Ha MOMEHT YCTAaHOBJIEHUS JWarHo3a y
naiyeHTa ObUIO OJHO M3 BBINIEYKA3aHHBIX COCTOSIHUM, HO €ro yJaJoCh KyNmUpOBaTh B
teuenue 7-10 gHe#t (cemcuc, MHEBMOHUSA, KPOBOTEUEHHE, AMA0ET U T.1I.), TO MOXKET
OBITHh HA3HAUEHA MTPOTrpaMMHas IIUTOCTATHYECKas TEPATTHsl.

OrpaHudyeHueM TPUMEHEHHUS METO/a, HW3JIOKEHHOrO0 B JaHHOW WHCTPYKIIWU,
ABJISIETCSA BO3pACT nauueHTa moJioxke 18 net u crapie 60 ner.

IMPOTHO3UPOBAHUE U OILIEHKA D®®EKTHUBHOCTU TEPAIINU
COI'JIACHO METOJY, NU3JIO)KEHHOMY B TAHHOW MHCTPYKIIUA

[Tokazarensmu  sddextuBHOCTH  JedeHus OMJl  sBISIIOTCS  BEPOATHOCTH
JOCTIDKCHHSI KIIMHUKO-TEMATOJIOTUYECKOW PEMUCCHU W CHIDKEHUE JIETaJIbHOCTH,
00yCJIOBJIEHHON TOKCUYHOCTHIO IIUTOCTATUYECKON TepaAINu, YMEHBIIICHUE BEPOSTHOCTH
penuanBa, yBeIudeHue o0Iei 1 cBOOOHON OT 00JIE3HU MPOAOHKUTEIIBHOCTH KU3HH.
Makcumanbaasi 3¢GGEKTUBHOCTh JICUCHHS] CETOAHS JOCTHTaeTcs 3a CYET €ro
uHTeHCH(UKAIu (yBETUYCHUE J103 IHUTOCTATUYECKUX JIEKAPCTBEHHBIX CPENCTB) B
COOTBETCTBUHM C WHAWBUAYAJIbHBIM TIPOTHOCTUYECKHM TpoduieM ManueHra —



IIPUMEHEHUE TAaK Ha3blBAEMOM PpHUCK-aJallTUPOBAHHOW Tepanmuu. B KadecTse
NPEAUKTOPOB PE3UCTEHTHOCTU MAalMEHTa K TEpanmuu WHIYKIUU PEMUCCUU (TIEPBBIM
o510k sieyenuss OMJI) ucCnonb3yrOT BBISIBIIEHUE SKCIPECCHH JICMKO3HBIMU KIIETKAMH Ol-
pelenTopa MHTEpJIEUKUHA-2 W TEPCUCTUPOBAaHWE Ha (POHE JICUCHHS MHUHUMAJIbHOU
OCTAaTOYHOU 00JIe3HU (MUHUMAIBHOTO KOJMYECTBA JTEUKO3HBIX KJIETOK B KOCTHOM MO3Te
nainueHTa). B kauecTBe npeuKTOpOB pelriiBa U COKpAIIEHUsI CPOKa >KU3HU MallMeHTa
(HemoctaTouHOM A((PEKTUBHOCTU TEpATKU KOHCOJIHIAIIUA PEMUCCUA — BTOPOro OJI0Ka
aeuenuss OMJI) ucnonp3yroT BbISIBICHHE HEOJIAronmpuUsTHOTO T€HETHYECKOTO Mpodus
NaeHTa U MepCUCTUPOBaHNE Ha (OHE JICUCHUS MUHUMAIbHON OCTaTOYHON OOJIE3HHU.
Okcnpeccust  JIEMKO3HBIMU KJIETKaMU o-peuenTopa  HMHTEPJICUKHMHA-2 51
NEpPCUCTUPOBaHWE Ha (OHE JIEYCHHs] MHUHUMAJIBHONM OCTaTOYHOM OoNie3HH —
CaMOCTOSITENIbHBIE (HE 3aBUCAIINE OT TEHETHYECKOro Mpouis MalueHTta) (pakTOphI
HEONAronpusiTHOro  MporHo3a  3a0ojeBaHuMsd M IOKa3aTelid  HEOOXOJIUMOCTH
MHTEHCU(DUKAIIUM JICUEHUs Ha Bcex ero aramax. [lanuentam 0e3 ykazaHHbBIX (PaKTOPOB
HEOJaronpuUsITHOIO MPOrHO3a MPOBOJAT MEHEE MHTEHCUBHYIO (CTaHJApTHYIO) U MEHEe
TOKCUYHYIO TEpaIuIo, YTO TIO03BOJSIET CHU3UTH JIETAJbHOCTh, OOYCJIOBJIECHHYIO
TOKCHUYHOCTBIO.

Jlo Hauama siedeHuss OMJI  HeoOXOAMMO  BBINOJHATH  CIAEAYIOLIUE
JUArHOCTUYECKHE MTPOLIETYPBI:

- METOZOM IIPOTOYHOM LHUTOMETPUN OIIPEAEIISATh apaMeTpbl
neliko3acconuupoBaHHoro penoruna (JIAD) MuenouIHbIX OJIaCTHBIX KJIETOK KOCTHOTO
Mo3ra nanyeHTa (rmpruioxkenue 1);

- PACCUUTHIBATH OTHOCHUTEIIBHOE COJIEP)KAHUE MHEJIOMAHBIX OJACTHBIX KIIETOK C
JIA®, skcripeccupyronux o-perentop uatepieiiknaa-2 — CD25 (CD25+ kietok);

- U3y4yaTh T€HETUYECKUI Npoduib NanueHTa (MpUiioKeHue 2).

B nanpHeinieM OTHOCUTEIBHOE COAECPKAHWE MHUEIOUHBIX OJACTHBIX KJIETOK C
JIA® B KOCTHOM MO3Tr€ MalMEHTa OMPEALIATh MOCIe KaKA0r0 Kypca [IMTOCTaTUYECKOM
Tepanuu.

ANTOpUTM METOJa, W3J0KEHHOTO B JAHHOW WHCTPYKLMH, WIIHOCTPUPYETCS
CXEMOW IMpOorpamMMbl TEpaIuM, MPEJCTaBICHHOW Ha puCyHKe, rae «7+3», FLAG-Ida,
HiDAC — Ha3BaHMsI KypCOB IIMTOCTATUYECKOM Tepanuu (MpHIoKeHHe 3).

[Ipu comepxxanun CD25+ kierok mo Hawana jedenus meHee 10% u mpu
orcyrctBuu (0%) xnerok ¢ JIA® mocne nepBoro Kypca Tepanuu MHAYKIIMH PEMUCCUU
M0 MPOTOKOIY «7+3» ¢ ACKAIMPOBAHHBIMU J03aMU aHTPALUKIMHOB (Ha +14 neHb OT
Hayaya JICYEHHs]) OIPAaHUYMBAIOTCS OJHUM KypCOM HMHAYKIIMM PEMHMCCHM, TMalMEHTa
NEPEeBOMAST HA TEPANUIO KOHCOJIMJAMU PEMUCCUH C BHICOKUMHU J03aMH LIUTapabuHa 1o
npotokory HiDAC.

[Ipu conepxxanuu CD25+ kierok Ao Hayana nedeHus: meHee 10% U KJIETOK C
JIA® Ha nennr +14 0,01% u Oosiee mMpOBOIAT JABa Kypca HWHIYKIIMH PEMUCCHH TIO
MPOTOKONIYy «7+3», TpU4YeM TMEepBbId KypC C OCKaIUPOBaHHBIMH, a BTOPOU CO
CTaHJAPTHBIMU J03aMH AHTPALIUKIIMHOB.

[Ipu comepxanuun CD25+ xnetox mo Havana nedenus 10% wm Oonee u mpu
orcyrctBuu (0%) xnetoxk ¢ JIA® Ha aens +14 mpoBOAsT ABa Kypca HHIYKIIMH
PEMHUCCHUU 1O MPOTOKOIY «7+3», MpruueM NEPBbIN KypC ¢ SCKAITUPOBAHHBIMU, & BTOPOM
CO CTaHJAPTHBIMH JO3aMH aHTPALUKINHOB.



[Tpu comepxannu CD25+ knetok no Hauyana jgedenus 10% u Gomee, a KIETOK ¢
JIA® na +14 nenpb 0,01% u Gonee nmpoBOAAT JBa Kypca UHIYKIHUU PEMHUCCUU, TIPUUEM
MEPBBIA KypC MO MPOTOKONY «7+3» € 3CKaIUpPOBAaHHBIMU J103aMH aHTPALUKINHOB, a
BTOPOM KypC C BBICOKMMH J03aMU IUTapaOuHa, uaapyOunuHoM u (iymsapabunom
(FLAG-Ida).

[Ipu conepxanuu kieTok ¢ JIAD B KOCTHOM MO3Te MalMeHTa ¢ 6JIaronpusTHHIM
redetrdeckuM npoduiiem 0,01% u 6omee mociie Tpex KypcoB KOHCOTUAAIIMN PEMUCCHU
C BBICOKMMH J103aMH ItuTapaduHa 1o mpotokoiry HIDAC npoBoasaT Kypc BEICOKOIO3HOM
LIUTOCTATHYECKOW TEpanmuu C aUION€HHOW WM AayTOJIOTMYHOM (IIpU  YCIOBUU
orcyTcTBusi KiIeTok ¢ JIA® B TpaHCIUIaHTAaTe€) TpPAHCIUIAHTAIME CTBOJIOBBIX
kpoBeTBOpHBIX  KJIeToKk (TI'CK). MoOumu3anmuioo ¥ KOJUICKIIUIO — CTBOJIOBBIX
KPOBETBOPHBIX KIIETOK MNEepU(PEPUUYECKOM KPOBU Yy BCEX MAIMEHTOB, HE MMEIOIINUX
coBMeCTUMBIX 10 cucteMe HLA pojcTBEHHBIX JOHOPOB, BBHIMOJHSIOT MOCJIE MEPBOIO
Kypca KoHcoymaanuu pemuccud. OOMEnpUHATHIM METOJIOM OCYIIECTBISIIOT KOHTPOJb
TPaHCIUIAaHTaTa Ha Hainuue KIeTok ¢ JIA® meTogoM MHOTOLBETHONW MPOTOYHOM
LHUTOMETPHHU.

[TaniueHTaM C MPOMEKYTOUHBIM U HEOJArOMPUITHBIM T€HETUYECKUM TpoduieM
MOCJIE TEPANUU KOHCOJHMIAIMU PEMUCCUU HE3aBUCHUMO OT HAJIM4MUS B KOCTHOM MO3re
KIeToK ¢ JIAD® npoBoAsST OOIIETPUHSATHIM METOJIOM BBICOKOJIO3HYIO XUMHUOTEPAIHIO C
QJUTOTEeHHOM (POJICTBEHHON MO0 HEPOJCTBEHHOW) WM ayTOJOTUYHOM (MPU YCIOBHUH
otrcytcTBus KieTok ¢ JIAD B Tpancminanrare) TI'CK.

NEPEYEHb BO3MOJKHBIX OCJIOJ)KHEHUW WJM OLIUBOK IIPU
BBIINIOJIHEHUU U I1YTHU UX YCTPAHEHUSA

COOTBETCTBYIOT TAaKOBBIM NPU NPUMEHEHUM XUMHUOTEpAllMd B JICYEHUU
NAlMEHTOB C OHKOI€MaTOJIOrMY€CKUMU 3a00JI€BaHUSIMHU.



Huaraoz OMJI Jnaraoz OMJI
CD25+ kierku 10% u 6oiee CD25+ knerku meree 10%

/ \

«T+3» ¢ OCKaJIMPOBAHHBIMHU N03aMH aHTPAIUKIMHOB

| |

Knerku ¢ JIAD Knerku ¢ JIAD Knerxku ¢ IA®  Knerku ¢ JTA®
0,01% u 6onee otrcytcTBYIOT (0%) OTCYTCTBYIOT 0,01% u 6onee
1 1 T
FLAG-Ida «T+3» «7+3» cTangapTHHIC
CTaH/IapPTHHIE JIO3bI
JIO3BI AHTPAIIUKINHOB
AHTPAUKINHOB il

KOHCOJ’II/I,I[aHI/IH C Y4C€TOM I'CHCTUYCCKOTO HpO(l)I/I/

CrangapTHbIi CrangapTHbIii [IpomexyTouHbIN Beicoknii
(xmeTkH ¢ (xnetku ¢ JIAD-0%)
JIAD®>0%)
HiDAC HiDAC HiDAC HiDAC
Mobwmmzanusas 1~ MoOunu3zanus Mobunmzanus u [Touck nonopa

3ab60p ayto-I'CK  u 3ab6op ayro-I'CK 3a6of ayro-I'CK

|

H lDAC HiDAC HiDAC HiDAC
H ilDAC HiDAC HiDAC HiDAC
PoncrBgHHBIN 0HOD PoncrBenHbIi
\ JIOHOP

HET ec1b\ﬁ> /\
Ayronorn4nas OJCTBEHHAs HET ecTb

TICK anto TTCK l \
v

AyTonorudHas Poncreennas Heponcreennas
TI'CK ammto-TI'CK amuto-TT'CK

Puc. — IIporpamma repanuu nauuenTos ¢ OMJI



IIpunoxenue 1

Mapxkepsbl J1eiiK03aCCONMUPOBAHHOTO (PEHOTHUIIA OJIACTHBIX KJIETOK KOCTHOI0
Mo3ra nanueHTos ¢ OMJI

1. Dkcrnpeccusi TMHEWHO-cienudUUecKux MapkepoB JuMbouanbix kierok CD
19,CD 7, CD 22, CD 4, CD 56.

2. OTCyTCTBHE WM CHUXEHHE SKCIPECCUH JIMHEHHO-CIeU(PUUECKUX MapKepoB
muenonaueix kietok CD 13, CD 33.

3. OTCyTCTBHE WM CHUKEHHE SKCIIPECCHH HETMHEHHBIX MapKePOB, XapaKTEPHBIX
Ui nanHou ctaauu auddepennuposku HLA-DR, CD 38.

4. I'unepakcnpeccusi HEMMHENHBIX U JIMHEHHO-cnenuduuecknx mapkepos CD 15,
CD 11b, Tdt.

5. Dkcnpeccus 7.1.



IIpunoxenue 2

I{uToreHeTuyecKkre U MOJIEKYJISIPHO-TeHeTHYeCKHE (PAKTOPBI MPOrHO3a pUcKa
peunauBa OMJI (renernveckuii npoQuiib NamMueHTa)

Cmanoapmmuotii  (Hu3kuil) puck peyuousea (0JIaronpUATHBIA TE€HETUYECKUN
npoduiib): t(8;21)(q22;22); RUNX1-RUNX1T]Z,; inv(16)(p13.1;022)  wwm
t(16;16)(p13.1;922); CBFB-MYH11; myraatabeiii NPM 1 6e3 FLT3-1TD (HopmanbHbIH
KApUOTHI).

Ilpomesrncymounwiit puck peyuouea (MpOMEXKYyTOUHBIA T€HETUUECKUI TPODUIIB):
myTanTHBI NPM 1 u FLT3-ITD (nopmanbhsiif kapuotun); gukuit Tun NPM 1 u FLT3-
ITD (mopmanbubiii kapuotun), nukuii tTum NPM 1 6e3 FLT3-ITD (HopmanbHbIit
kapuotun); t(9;11)(p22;923); MLLT3-MLL, Hamuyue MUTOrCHETHYSCKUX aHOMAJIHUH,
HEKJIAaCCU(PUIMPYEMbIX KaK OJIarONpUsITHbIE UM HEOJArONpUsATHBIE.

Buvicokuii  puck peyuouea (HEONATONPUATHBIN TEHETUYECKUN MPOQPUIIb):
inv(3)(q21;026.2) wu (3;3)(921;926.2); RPN1-EVI1; 1(6;9)(p23;924); DEK-NUP214;
t(v;11)(v;923); -5 wiu del(50-); -7; KOMIUIEKCHBIA KapHOTHII, PEapaHKUPOBKA TeHa
MLL (11923), ocobenno t(6;11) u t(10;11).



IIpunoxenue 3
IIpoTOKO/IBI HUTOCTATHYECKON TEPANIMHA HA PA3JIMYHBIX dTanax jJedyeHus OMJI

1. Hnoykuyua pemuccuu
«7+3» ¢ 3cKaNMPOBAHHBIMU JI03aMU aHTPALIUKINHOB:
nayHopyOoutiuH 90 Mr/mM? X 3 JTHST WA
uaapyoummn 12 Mr/m® X 4 ust (BHYTPHUBEHHAS GOMIOCHAS HHBY3HS);
nutapabun 100 Mr/m®, 24-qacoBast BHyTpUBeHHAsS HHMY3Hs X 7 HEH.
«7+3» CO CTaHIAPTHBIMU J03aAMHU AHTPALUKINHOB:
nayHOPYOHIHH 45 Mr/M° X 3 HS Win
upapyoummn 12 Mr/m® X 3 1ust (BHYTPUBEHHAS GOMIOCHAS HHBY3HS);
nutapabun 100 Mr/m®, 24-qacoBast BHyTpUBEHHAS HHMY3HS X 7 THEH.
FLAG-Ida:
['panynonuTapHblii KOJOHUECTUMYIUPYIOMMK pakTop 5 MKI/Kr ¢ aus 0 g0
BBIXO/Ia U3 IUTOTICHUH;
duymapabun 30 mr/m?, 30-MuHyTHAs BHYTpHBEHHAsI HH(Y3Hs — 1—4 1HH;
murapabur 1000  Mr/mM°, BHyTpHBeHHO 4-uacoBas uHGY3HS  IOCIE
bmronapabuna — 1-4 gy,
nnapy6oumus 8 mMr/m° 1 pas B 1eHb (BHyTpUBEHHas GomrocHast Hudy3ms) — 1,3
JTHU.
2. Koncoauoauus pemuccuu
HiDAC:
nuTapabuH 3 r/M® kaxpie 12 9 (3-uacoBast BHYTpUBeHHas uHPy3usi) B 1, 3 u
5-11 nuu.




