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KJIUHUYECKHUHA MPOTOKO.J JMATHOCTUKHA U JEUEHUA

OCTPBHIN MUEJOBJACTHBIN JIEMKO3 Y B3POCJIbIX

1. BBOJAHAS YACTb:
1.1 Koa(s1) MKB-10:

MKB-10
Kon Ha3Banmue
C 92.0 OcTpbiii MUETOOJIACTHBIN JIEHKO3
C92.1 XpoHunueckuit Muenoneiikos (hasza 0JacTHOroO Kpu3a)
MKB-11

XH1B20 OcTpblii 1€i1K03, HE YTOYHEHHBI HHAYe
XH37U0 OcTpblii 6M(EHOTUTNYECKUI JIEITKO3
XH2H98 OcTpbiii OMITMHEHBIN JICHKO3
XH3VV7  |OcTpslii 1eiiK03 HEONPENEIEHHOTO JIMHEHHOTO MPOUCX 0K ACHUS

OcTpsiii Jieliko3 co cMemanHbiM (peroturnom ¢ t(9;22)(q34;q11.2); BCR-
XHI7B7 ABL1

Octpelii  J€iiko3 co cMmemaHHbIM Qenotunom ¢ t(v;11g23); MLL
XH2S51 eapaHKUPOBKOM

OcTphlil  J€iiKO3 CcO cMmemaHHbIM  (eHoTturnoMm, B/muenounnsiii, He
XH1928 YTOUYHEHHBIN UHAYe

OcTphlii  JI€HKO3 CO CMEHIaHHBIM (PEHOTUIIOM, T/MHEIOUIHBINA, HE
XH4YBS5  yTroyHEeHHBI HHa4Ye
XHA43N4 OcCTpbIil 5pUTPOUTHBIN JIEHKO3
XHAMO02  (OcTpslii MUEOMIHBIN JIeliKk03 ¢ OnannenbHoi MmyTanued CEBPA
XH74W8  (Octpsiii MuenuaHbli Jeiiko3 ¢ myTtarued NPM1
XHIY46 OcTpbIil MUETONAHBIN JIeiKko3 ¢ 1(6;9)(p23;q34); DEK-NUP214
XH78Y4 OcTpblil MUETOMOHOLIMTAPHBIN JIEUKO3

OcTpsiii MuenouaHbIN Jeitko3 ¢ inv(3)(q21;926.2) unu t(3.3)(q21;926.2);
XH2KE3 RPN1-EVI1
XH7MR1  |Octpsrii 6a30(uiIbHbIN JIEHKO3
XH3PA4 OcTpblii MUETTOUIHBIN JIEMKO3 C 203MHOPUIHEH
XH90G0 OcTphIil MUETTUIHBIN JICMKO3 ¢ MUHUMAJIBHOU T (hepeHInpoBKOi
XH5AH8  (OcTpslit MueIouaHbBIN JICHK03 0€3 CO3pEeBaHUS




XH1XJ9

OcTpblii MUETIONIHBIN JIEMKO3 C CO3PEBAaHUEM

XHINE2  |OcTpblit MOHOIIUTAPHBIN JTEUKO3
XH1K97 OcTphlit MOHOOJIACTHBIM U MOHOLIUTAPHBIN JIEHKO3
XH64R4 OcTpbIil MUETTOUAHBIN JICMKO3 ¢ YepTaMU MUEJIOUICIIIIa3uU
XH3CX5  (Octperit MuenonHbli aeiiko3, 1(8;21)(q22;022)
XH1E41 OcTpblii MUETIOUIHBIN JIEHK03, 11923 aHOManuu
XH4750 OcTpblii Merakapuo0JaCTHBIN JIEUKO3
OcTpblil MUETOUIHBIN JIeiKo3 (MerakapuoOnactHeii) ¢ t(1;22)(pl13;q13);
XH16K4 RBM15-MKL1
ACCOIMUPOBAHHBIN C JICUEHUEM OCTPBIM MUEJIOUIHBIN JICHKO3, CBSI3aHHBIN
XH6Z50 C AIKWIMPYIOIMMU IIpenapaTtaMu
ACCOLIMMPOBAHHBIN C JICUEHUEM OCTPBI MUEIOUIHBIN JIEUKO3, CBSI3aHHbBIN
XH4EJO C MUNO0(UIIIOTOKCHHOM
XH3L40 MuenouHas capkoma
XH1075 OcTpbIil naHMKEN03 ¢ MUET0PUOPO30M
XH6FZ7 OcTpsiii MuenuaHbIN Jeiiko3 ¢ BCR-ABL1
XH1EK4  |Octpsiit Muenonanbii jeiiko3 ¢ MmytupoBaHHbiIM RUNX1
OcTpble MUETOUIHBIE JIEMKO3bI M POJCTBEHHBIC OIMYXOIH M3 KIIETOK-
2A60 PEAIIECTBEHHUKOB
2A60.5 Onyxob 13 OJIACTHBIX IJIA3MOIUTOUIHBIX JICHIPUTHBIX KIETOK

1.2 lara pa3paboTku/nepecMmoTpa nporokosa: 2015 r. (mepecmotper B 2018 r.;

2022 1.)

1.3 CokpaieHusi, UCNoJib3yeMble B IPOTOKOJIE:

AJIT —  |AnmaanHamuHoTpaHcdepasa
ACT — lacmapraramuHOTpaHcdepasa

bd — [onactHas daza

['CK —  [FEMONOATUYECKUE CTBOJIOBBIE KIETKU
['TTII —  [raMMariirOTaMUITPAHCHIENTHIa3a
['p — |['pen

En —  |eAMHULA U3MEPECHUS

ME —  [MeXAyHapoJHas eAUHULA

Mr —  Mwuurpamm

MDA —  [MMMYHHO(EPMEHTHBIN aHATN3
NOT —  [MMMYHHO(EHOTUITHUPOBAHUE

KII —  [KIMHUYECKUU MTPOTOKOJI

KT —  [KOMIIbIOTEpHAst TOMOTrpadus
JIIT —  [TaKTaTAEruIporeHas’a

6-MI1 —  [6-mepkanTonypuH

Ara-C —  |[Hurapabun

Ida —  |[MpapyOurun




DNR JlayHOpYOUIIMH

Mito MuTOKCaHTPOH

a0 TKM QIJIOT€HHAs] TPAHCIUIAHTAIMS KOCTHOTO MO3ra

CD Kiactep nuddepeHIupoBKU

MHO MEKIYHAPOIHOE HOPMATU30BAHHOE OTHOIICHUE

CALGB Cancer and Leukemia Group B

EBMT European Group for blood and Marrow

Transplantatio Eastern Cooperative Oncology Group

n ECOG

HLA CHCTEMA JICNKOLMTAPHBIX AHTUT'€HOB Y€JIOBEKA

MKb MEXAYHapoIHas Kiaccupukanus 0oue3Hel

MIIO MHEJIONIEPOKCHUIA3a

PICC peripherally inserted central catheter

Mt MusuaTp

HO HaTHIIdCTEpa3a

OMJI OCTPBII MUEJIOOJIACTHBIN JIEMKO03

OAK OO1MI aHAIN3 KPOBU

OBII OpraHbl OPIONTHOM MOJIOCTH

[IXT [TOJIMXUMUOTEPATTUS

[11[P [TOJIMMEpA3Has LIEMHAs PeaKIUs

PKU aHJOMHU3UPOBAHHOE KIIMHUYECKOE UCCIIEOBAHUE

TKM TpaHCIUIAaHTALMs KOCTHOT'O MO3Ta

Y1 YPOBEHb JTI0KA3aTEIbHOCTH

Y3 yJIbTpa3BYyKoBas Aorsieporpadus

Y3U YJITPa3BYKOBOE UCCIICIOBAHUE

OKT PIIEKTPOKapAMOrpaMmMa

[1DT/KT [MO3UTPOHHO-AYMMHUCHOHHAS
ToMorpadus/KoMnbloTepHasi ToMorpadust

FAB

KJ1accudukarg (bpaHKO-aMepUKaHCKO-OpUTaHCKas

1564 KiaccupUKalMOHHAs CUCTEMA

FISH Fluorescence in situ hybridization

TRM Treatment-related mortality

[TK ITepudepuyeckas KpoBb

KM KocTHablii MmO3r

ELN European LeukemiaNet

MFC MHOTrOnapameTpu4ecKasi IpOTOYHAsE HUTOMETPUS

LAIP aCCOIIMMPOBAHHBIE C JIECMKEMUEH UMMYHO()EHOTHIIBI

NCCN Clinical Practice Guidelines in Oncology




1.4 Ilob30BaTe/ 1M MPOTOKOJIA: Bpaun OOIIEH MPaKTUKU, TEPANeBThI, OHKOJIOTH,
reMaToJIOTH, aKylIEp — THHEKOJIOTH.

1.5 Kareropusi nauMeHTOB: B3pOCJIbIE, B TOM YUCJIE OEpEMEHHEIE.

1.6 llIkayia ypoBHs J0Ka3aTeJbHOCTH [1]:

A

BricokokauecTBeHHBIN MeTa-aHanu3, cucteMatndeckuii o03op PKUM wumm
kpynHoe PKWM ¢ oueHb HU3KOH BEpPOATHOCTBHIO (++) CHCTEeMaTHYECKOU
OMUOKH, pe3ydbTaThl KOTOPBIX MOTYT OBITb  pacHpoCTpaHEHbl Ha
COOTBETCTBYIOIIYIO TOMYJISIIIUIO.

BricokokauecTBeHHbIM (++) cHUCTeMaTUYeCKUid 0030p KOTOPTHBIX WM
UCCJIEIOBAHUN CITy4aii-KOHTPOJIb UM BricokokauecTBeHHOE (++) KOropTHOE
WIN  WCCIENOBAaHUN  CIIy4yal-KOHTPOJIb C OYEHb  HU3KUM  PHUCKOM
cucrematuyeckod ommOku wm PKW ¢ HeBbicokum (+) pHUCKOM
CUCTEMAaTH4YECKOM  OIMMOKH,  pe3ylbTaThl  KOTOPHIX  MOTYT  OBITh
pacnpocTpaHEHbl HA COOTBETCTBYIOUIYIO HOMYJISILIUIO.

KoroptHoe wuimm wuccieoBaHUE CIIy4ail-KOHTPOJIb WA KOHTPOJIUPYEMOE
uccienoBanre 0e3 paHJOMH3alMUd C HEBBICOKUM PHCKOM CHUCTEMATHYECKOM
omubku (+), Pe3ynmpTaThl KOTOPHIX MOTYT OBITh pacCIpPOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO nonyJisinuto uian PKU ¢ odeHb HU3KMM WM HEBBICOKUM
PUCKOM CHCTEMATHYECKOM OmMOKU (++ WId +), pe3yibTaThl KOTOPHIX HE
MOTYT OBITh HEMOCPEACTBEHHO pAaCIpPOCTPAHEHbl HAa COOTBETCTBYIOIIYIO
NONYJIALUIO.

Onucanue CCpuHn ClIydacB UJIM HCKOHTPOJIHUPYCMOC HCCICA0OBAHNUC UJIM MHCHUC

IKCTIEPTOB.

1.7 Onpenenenne [2]:

Ocmpolit muenoonacmuwlil 1€iiko3 (Muea10uoHvlil) — TETEPOTCHHOE OMYXOJIEBOE
3a007€BaHUE CHUCTEMbl KPOBH, XapaKTEpU3YIOIIEecs KIOHATbHON JKCIaHCHUen
MHUEJI00JaCTOB B KOCTHOM MO3Te, nepudepuyeckoil KpoBU U B JIPYTUX TKAHSIX U
OpraHax.

1.8 Knaccuduxanus [3-8]:

1) Octpbie MHUEJIOUIHbIE JIEMKO3bI (OMD) U POACTBEHHBbIE
HOBOOOpa3oBanuss OMJI ¢ nMoBTOPAIIUMHCH TeHETHYECKMMHU AHOMAJIUSIMU
(=10% o6aacToB B KM uau IIK) (BO3 20222)

OMUJI (mpomuenouutapusiii) c PML-RARA;

OMIJI ¢ 1(8;21)(g22;922.1); RUNX1-RUNX1T1;

OMJI ¢ inv(16)(p13.1922) unu t(16;16)(p13.1;g22); CBFB-MYHL11;
OMJT ¢ 1(9;11)(p21.3;0923.3); MLLT3-KMT2A,;

OMJI ¢ t(6;9)(p23;q34.1); DEK-NUP214;

OMJI ¢ inv(3)(q21.3926.2) unn t(3;3)(921.3;926.2); GATA2, MECOM,;
OMUJI (merakapuo6mactabiit) ¢ t(1;22)(p13.3;q13.3); RBM15-MKL1,;




OMJI ¢ 1(9;22)(934.1;911.2)/ BCR-ABL1,

OMUJI ¢ mytupoBanasiM NPM1;

OMIJI ¢ npyrumu peIKuMH MOBTOPSIOIIMMUCS TPAHCIOKALUSIMU;
OMIJI ¢ myranueit Buytpu bZIP CEBPA.

2) OMJI (>20% 6aactoB B KM miau ITK) nam MJIC/OMJI (10-19% o671acToB
B KM ninm I1K):

e  OMIJI ¢ mytarmueit TP53;

e OMJI c¢ TreHHbIMM MyTalUSIMH, CBSI3aHHBIMM C  MHEIOJUCILIA3UEN
Omnpenensercamyranusasmu B ASXL1 , BCOR , EZH2 , RUNX1, SF3B1, SRSF2, S
TAG?2 , U2AF1 w/wimm ZRSR2

° OMUII ¢ muTOreHeTUYSCKUMHU aHOMAJIMSAMH, CBSI3aHHBIMHM C MHUEJIOAUCIIIa3ueH
e  OMIJI He kaccupuIMPOBAHHBIN

3) MuejouaHas cCapKoMa;

4) Mmuenouanbie npondepanum, CBI3aHHbIE ¢ CHHAPOMOM JlayHa:

e [Ipexonsmmii aHOMaJIbHBIA MHEIIONO’3, ACCOLMUPOBAHHBIA C CHHAPOMOM
JlayHa,;

e  MuenouaHbIN JEUKO3, ACCOMUPOBAHHBIN ¢ CHHApPOMOM JlayHa.

5) HoBooOpa3zoBanue u3 OJACTHBIX IUIA3MOIUTOUAHBIX JIEHIPHTHBIX
KJIETOK

6) OcTtpbie Jaeiiko3bl (OJI) HeonpeaeJeHHOr0 JUHEHHOI0 MPOUCX0KIEHHUS

e  Ocrtpsrit HeU(phepeHITUPOBAHHBIN JICHKO3

Octpsii neitko3 ¢ 1(9;22)(q34.1;q11.2) BCR-ABL1+

OcTpsrii neitko3 ¢ t(v;11g23.3); ¢ mepectpoitkoit KMT2A

OcTpbiii J1€i1K03 CO CMENIaHHBIM (DEeHOTUTIOM B/MUenonHbINi HeyTOUYHEHHBIN

OcTpbiii J1€iiKk03 cO cMeNIaHHbIM (peHoTUTIOM T/MUETOUTHBIN HEYTOUHEHHBIN

MoJsiekyasIpHO-TeHeTHYeCKas cTPATH(UKALMS NALMEHTOB 10 IPYNIIaM PUCKA
ELN 2022 [9 - 12]

I'enemuueckan cpynna Iloozpynnut

brnaronpusithas (8;21)(922;922.1); RUNX1-RUNX1T1

inv(16)(p13.1922) uium t(16;16)(p13.1;q22); CBFB-MYH11
Myrauus NPM1 6e3 FLT3-ITD

bZIP ¢ myranueii Bayrpu CEBPA

IIpomexyTouHas Mytauus NPM1 ¢ FLT3-ITD

HOBpG)KIICHPIfI, OTHOCSIIINUXCSA K HC6HaTOHpI/I5{THBIM)
£(9:11)(p21.3;923.3); MLLT3-KMT2A

Kak OJIarOMpUsITHBIC WU HEOJIaronpusITHBIC

HebnaronpusitHas t(6;9)(p23;934.1); DEK-NUP214
t(v;11923.3); KMT2A peaparxupoBKa
t(9;22)(g34.1;q11.2); BCR-ABL1
t(8;16)(p11.2;p13.3)/KAT6A::CREBBP

HOukwit tan  NPM1 ¢ FLT3-ITD (6e3 reHeTHuecKux

HI/ITOFCHCTI/IHCCKI/IC aHOMaJINK1 I/I/I/IJ'II/I, HC KJIaCCI/I(I)I/ILII/IpyeMBIC




inv(3)(q21.3926.2) nmn t(3;3)(q21.3;926.2); GATA2, MECOM
(EVIL)

t(3q26.2;v)/MECOM(EVII1) peamxupoBka

-5 wmm del(5q); -7; -17/abn(17p)

KoMIutekCHbIM KapuOTHUIT; MOHOCOMHBINA KapHOTHII

Myranus ASXL1, BCOR, EZH2, RUNX1, SF3B1, SRSF2,
STAG2, U2AF1, and/or ZRSR2

Mytanus TP53

COrJIACOBAHHOM

Hepapxuueckasi KjIaccupuranus
kiaaccupurxanmun OMJII ELN 2022

MeskayHapoaHoO

Mutated ASXL1,

>10% myeloid blasts or blast equivalents in the bone marrow or blood®

Complex karyotype and/or
del(5q)/t(5q)/add(5q),

AML-defining No .
. Mutated TP53 No  BCOR, EZH2, RUNX1, No ~7/del(7q), +8, del(12p)/ No  AML not otherwise
recl:rrent gl;‘f‘negc — VAF >10% . SF3B1, SRSF2, STAG2, t(12p)/add(12p), i(17q), specified
eenormatties U2AFT1, and/or ZRSR2 ~17/add(17p)/del(17p),
del(20q), or idic(X)(q13)
10-19% | >20% 10-19% | 220% 10-19% | =220% 10-19% | >20%
blasts | blasts blasts | blasts blasts | blasts blasts | blasts
) MDS/AML with MDS/AML with
MDS/AML with myelodysplasia-related myelodysplasia-related :IDS./AML n?; d
mutated TP53 gene mutation cytogenetic abnormality otherwise specitie
v

AML with
myelodysplasia-
related cytogenetic
abnormality

AML with
myelodysplasia-related
gene mutation

AML with
recurrent genetic
abnormality?

AML not
otherwise specified

AML with
mutated TP53

Diagnostic qualifiers appended to any of the above diagnoses®

Prior MDS or Germline
MDS/MPN predisposition®

v

Therapy-related

2. METO/bI, MOAXO/JbI U MPOLUEAYPBI TUATHOCTUKH [2,6,7,13-
18,20]:

2.1 JluarHocTHYeCcKHe KPUTEPUH:

7KanoOb1 1 aHaMHe3:

B psae ciydaeB y manpMeHTOB B TEUCHHE HECKOJIBKHX MECSIEB 10 OOpalicHHs
MOJKET HaOJII01aThCSl HEMOTHBHPOBaHHAs ClIa00CTh. ['eMopparnyeckuii CHHAPOM B
BUJC  NCETEXHi, KPOBOTOYMBOCTH  JECEH, PEHUAMBHPYIOIIUX  HOCOBBIX
KPOBOTCUCHH, TUIIEPIIOTUMEHOppeH. TIpyu OCTpOM MHEITOMOHOOJIACTHOM JICHKO3¢e
U OCTPOM MHEIO00JIACTHOM JIEHKO3€ XapaKTepHa TUIEPIUIa3usl IECEH U MaIlMEeHTI
MOTYT ITePBOHAYAIBHO 00paIIaThCsA K CTOMATOJIOTY [2].



[Tammmenter ¢ OMJI OOBIYHO HMMEIOT CHMIITOMEI, CBSI3aHHBIC C OCJIOKHCHUSIMU
MaHUUTONEHUY (HapUMep, aHEMUSL, HEUTPOIICHUSI U TPOMOOLUTONEHNS ), BKIIFOYAs]
c1aboCTh M OBICTPYIO YTOMIISIEMOCTHh, MH(PEKIIUU Pa3TUYHONW CTEMEHU TSKECTH
W/ TEMOPpArndecKue MPU3HaKU, TAKHE KaK KPOBOTOUYHMBOCTh JIECEH, SKXHUMO3BI,
HOCOBOE KPOBOTEUEHHE. WM MEHOpparuu. YacTo BCTPEUAKOTCS COYETAHUS 3THUX
cuMInToMoB. Kak npaBuio, TpyaHO TOYHO AaTUpoBaTh Hayaino OMIJL.

duzukaabHoe obciaenoBanue [13]: mpusHaku NpoaMdepaTHBHOIO CHHIPOMA
(cruieHoMeranusi, yBelMYeHUE JUM(ATUUECKUX Y3JI0B), KOXHBIC JICUKEMUJIBL.
Jletikemuapl BoIABIAIOTCS B 13% ciiydyaeB M MMEIOT BHJ Y3J0B C M3MEHECHHBIM
[[BETOM KOXXM HaJ] HUMU. B ocCTaqbHOM TMpOSIBICHUS MajoCTelU(PUICHbl U
BKJIIOYAIOT CUMIITOMBI, CBSI3aHHBIC C aHEMHEH 1 TpomOoIruTorieHuei. [13]

Jla6opaTopHble ucciaenoBanus [6,7,14-18]:

e OAK: xak npaBuio, BBIBISAETCS HOPMOXPOMHAs, HOPMOLIUTAPHAS AHEMUS
pPa3IMYHON CTENEHU TsKEeCTH. KOIMYEeCcTBO PETHKYJIOLMTOB B MPEAETIaX HOPMBI
win cHwkeHo. I[lpumepno y 75% mnanueHToB HMeEETCS TPOMOOIUTONCHUS.
CpenHuil ypoBEHb JIEUKOIMTOB Ha JTal€ YCTAHOBICHHS JHAarHo3a OKOJO
15x109/n. 20% mnanueHToB uMeroT JjeikoruTo3 Oonee 100x109/n. YV 25-40%
MAIMEHTOB yYpOBEHb JIEMKOUUTOB He mpesbimaeT 5x109/1. B 95% cinyvaeB mipu
[IUTOJIOTUYECKOM  HCCIIEIOBAaHUU  TMepudepuyeckodl  KpOBH  BBISBISIOT
UpPKyIupyromme oaactel [14].

e  OAM: npu BbIpaXXEHHOM T'€MOpPParuueCKOM CHHIPOME MOXKET HaOII0AaThCs
reMarypusi.

e MHcciaenoBaHue KOCTHOIO MO3ra: MHEJIOMIHAS HAIpPaBJICHHOCTb OJIACTOB
MOATBEPKAAETCS HA OCHOBAHUM CJIEIYIOIINX MMPU3HAKOB:

— naJo4yku Ay3pa Mo JaHHBIM CBETOBOW MUKPOCKOIIUH;

— 10 JAHHBIM IUTOXUMHUYECKOTO HCCJIEIOBaHUs MO3UTUBHAS pEaKUus Ha

Cynman d4yepHeii B, wMwuenonepokcuaasy, XjaopaueTrardcTepasy MU

Hecnenuduueckyro sctepasy; [6,7]
— 10 JaHHBIM MPOTOYHOM HMUTOMETPUHM UJICHTUDULIUPYETCS HKCIPECCUs
MUEJIONIHBIX aHTUTEHOB Ha OnacTHBIX KieTkax. B 20% cmydaes OMJI umeercs
Kodkcrpeccus  TuMGOUAHBIX MapkepoB (Hampumep, CD7, CDI19, CD2).
«VcTuHHBII» JIeWKO3 CcO CcMemaHHbiM  (EeHOTUNIOM  (OM(EHOTUTTUYECKUA,
OWIMHEWHBIN) BcTpewaeTrcss penko (B 2-5% ciydaeB) W JMAarHOCTUPYETCS Ha
OCHOBE OLIEHKM 0anoB mo mikaje EBpomelickoil rpynmbl MO0 UMMYHOJIOTHUECKON
xapakrepuctuke nerikemuii (EGIL). [15].
NMMyHO(MEHOTUIUPOBAHKE C TMOMOIIBI0 MHOrOMapaMeTPUYecKOd MPOTOYHOU
nuromerpun (MFC) HeoOxomuMo st TouHOM nuarHoctuku OMII mytem
UJIeHTU(PUKAIIMK MapKepoB Ha TIOBEPXHOCTHU M BHYTpU KieTok. W3-3a
rereporeHHocTd OMJI HU OIMH MapKep He 3KCIPECCUPYETCs] BO BCEX CIIydasiX.
Taxke  BaXHO  WACHTU(PUUUPOBATH  ACCOLMUPOBAHHbIE C  JieWKeMuen



ummyHopenotunsl (LAIP) nns mocnemyromero MOHUTOPHUHTa MHHUMATbHOU

OCTAaTOYHOM OO0JIE3HU

(MOB) ¢ nomombto MFC. Ponb onienku MOB nipu OMJI u

ucnonb3zoBanueM MFC B Hacrosimiee Bpemsi IMPOJOJDKAET M3ydaThCsl B paMKax
KJIIMHUYECKHUX UCCIIETOBAHUM. B cilydasx, Koraa HEBO3MOKHO IOJIYYHUTh aClAPaT U

OTCYTCTBYIOT ILIHPKY
NOJATBEPXKACH TpHU

JAUpyIolre ONacThl, MHUEJIOUIHBIM (EHOTUIT MOXKET OBITh
TUCTOJIOTUYECKOM  HUCCJIEJOBAHMM KOCTHOTO MO3Ta U

HMMYHOTUCTOXUMHHU.

JKcnpeccusi KJIETOYHO-TIOBEPXHOCTHBIX M IMTOILUIA3MATHYECKUX MAaPKeEpPOB
st guarnoctuku OMUJI u seiiko3a co cMemanubiM ¢penorunom (ELN 2022)

narnocruxka OMJI

Mapkepsl KJIETOK -

[pEAIIeCTBEHHUKOB CD34, CD117, HLA-DR

Muenounneie mapkepbl  |Lutomnazmarunyeckass MIIO, CD33, CD13

Mapkeppl ~ MUEIOUIHOTO,

CO3peBaHUs CD11b, CD15, CD64, CD65

MonoruTapubie Mapkepsl (CD14, CD36, CD64, CD4, CD38, CD11c

MerakapuoLUTapHbIE

MapKepbl CD41 (rmuxonporen [1b/11la), CD61 (rmuxomnporens Illa), CD36

OPUTPOUHBIE MAPKEPHI

CD235a (rmukodopun A), CD71, CD36

J{marHocTrka JIeMKo3a co ¢

MEIIAHHBIM (DEHOTHIIOM

MuenouaHast JTUHUSA

MIIO (mpoToyHass LUTOMETPHS, HUMMYHOTHUCTOXMMHS WM IUTOXMMHUS) WM
MOHOIUTapHast UG GEpeHIUpOBKa (KaKk MHHAMYM 2 W3 CJICAYIOIIHX:
Hecnermdrueckass 3crepa3a mo gaHHbM mutoxumum, CDllc, CD14, CD64,
ITU301IMM) WM KaKk MUHAMYM JIBa MHUEIOHUIHBIX Mapkepa, T. €. CD177, CD33,
CD13

T-nmuaus spkuii  nuTorazmatudeckuii CD3 (¢ antmrenamm k  e-memm  CD3) wm
noBepxHOCTHBIN CD3
B-nuHus ¢ apknii CD19 ¢ no kpaliHel Mepe OOHMM H3 CIEAYIOIIMX SPKO BBIPAKEHHBIX:

[UTOTIIa3MaTUYECKUH CD79a, cCD22 WA CD10, W
cnabbiii CD19 ¢ mo kpaiiHeli Mepe IByMs W3 CIEAYIOIIUX SPKO BBIPAKECHHBIX:
CD79a, cCD22 i CD10

OcHoBHbIe Mapkepbl MOb

CD34, CD117, CD45, CD33, CD13, CD56,
Ecnu monormrapusie: CD64, CD11b, CD4 (10n0THATETHHO)

CD7, HLA-DR

IHepecmorpennast mkaaa EGIL nis OudeHOTHIIHYECKHUX OCTPBIX JIEHKO30B.

bannwu B-nuneiinwvie T-nuneiinvie Muenouonas nunus
2 CD79a CD3 (cyt/m) Anti-MPO
cytigM Anti-TCR o/p Anti-Lysocyme
cytCD22 Anti-TCR /8
1 CD19 CD2 CD13
CD10 CD5 CD33
CD20 CD8 CDwe65
CD10 CD117
0,5 TdT TdT CD14




CD24 CD7 CD15

CDla CD64

JIyist ycTaHOBIIGHHSI JUArHo3a OM(GEHOTHIUYECKOTO JIeHKOo3a HEOOXOAMMO HE
MeHee 2 0aIoB 110 ABYM JIMHUSM

— CTaHJapTHOE IIMTOTCHETUYECKOE UCCIEJOBAaHHE U  HCCIEIOBaHUE
metogqom FISH mo3BoisieT BBISIBUTH MapKepbl  OJIArONMPUSTHOTO TPOTHO3a
(t(8;21)/RUNX1/AMLI, inv(16)/CBFB/MYH11) u IIPOrHOCTUYECKH
HeOJaronpusaTHele  Mapkepsl  (MOHOCOMaibHBIM  Kapuotum,  t(9;11)/MLL,
KOMIUJIEKCHBIE XPOMOCOMHBIE ab0epaluu M Jip.) B CBSI3M C 4YEM, JIOJDKHO
IIPOBOJUTHLCS BCEM MalMEHTaM JI0 Havajia xumuorepanuu. Oxono 50% nanueHToB
HUMEIOT T WU UHBIC ITATOTCHETHYSCKUE aHOMaIuH. [16]

®  MOJICKYJISIPHO-TEHETHYECKOE  HCCIECAOBAHHE  BBISBISIET  T€HETUYECKHE
anHomManuu, Takue kak FLT3, NMPI1, KIT, CEBPA, MLL wumermue
NPOTHOCTUYECKOE 3HAYEHHWE W  MO3BOJIAIOIIME IPOBOAWTH  MOHUTOPHUHT
MHUHHMAJIbHON OCTaTOYHOM 00j1e3HH. [17]

[{urorenernueckre Mapkepbl HEOOXOAUMO OINPEACNSITh B TEUEHHE MEPBBIX 5 — 7
JHEW OT MOMEHTa YCTAaHOBIICHHMS auarHo3a. ['eHetndeckue myrtaiuu NPMI1 wu
FLT3 neobxomumo ompenenste B TeueHue 48 — 72 yacoB (Kak MHUHUMYM, Y
NAlUECHTOB, SBJISIOMIMXCS KaHAWJATaMH I8 TPOBEIAEHUS HWHTEHCUBHOU
xumuotrepanuu 1 TKM), u npyrue reHeTH4ecKue MapKepbl — B TEYEHUE MEPBOTO
WHAYKIIMOHHOTO IuKia. [18]

PexomeHnnyeTcsa Bcem marneHTaMm mpu nepBuyHoi nuarnoctuke OJI, a takxke
npu o0ClIeIOBaHUM MO TMOBOJY JIHUArHOCTHpoBaHHOro peuuanBa OMJI, B ciyuae
BBISIBJICHUSI TIPU CTAHAAPTHOM IIUTOTEHETUYECKOM HCCIIEIOBAHUM KOCTHOTO MO3Tra
unu FISH- uccnenoBanuu Tpanciokauuu t(8;21) wiu uHBepcun 16, BHIMOJIHUTH
MOJIEKYJISIpHO-TeHETHUeCKHUe ucciienoBanuss mytaruii B reHe RUNXIT-RUNXI1T1
unn B reie CBFB-MYHI11 merogom IIIIP. Bcem mamueHTaM npu NEpBUYHOU
JUarHOCTUKEe, a Takxke B MoOMeHT peuuanBa OMJI wim  KoHCTaTauuu
pedpakTepHOTO TeueHUs 3a00eBaHNs HEOOXOIUMO OMPEIeICHNe MyTalluid B TCHE
FLT3 wmeromom IIIP wunm cexBenupoBaHusi. llepeunciieHHble HCCIEAOBAHUS
BBITIOJTHAIOTCS HAa acrupaTe KOCTHOTO MO3ra ISl CTpaTU(UKAIMU MAIlMEHTOB 10
rpyIaM pUCKa W ONPEJENICHUs] TAKTUKHU JICUCHHS], a TAKKE B IEJISX BBISIBJICHUS
MapKepa JJisi MOHUTOPUHTA JTUHAMUKH OIMyXOJEeBOro KjioHa Ha (oHe Tepanuu. B
cllydyae HEBO3MOXXHOCTH 3abopa oOpaslla KOCTHOIO MO3ra JIOMyCKaeTcs
onpenenenre myrtauuii B rene FLT3 na marepuane nepudepuyeckoil KpoBU
MalyeHTa
—  CKpUHMHT T'€HHBIX MyTallui JjIsl ONpeIeSICHUs] TAKTUKU Tepariu
- FLT3, IDH1, IDH2 NPM1 CEBPA, DDX41,
TP53; ASXL1, BCOR, EZH2, RUNX1, SF3B1, SRSF2, STAG2, U2AF1, ZRSR2



KommeHTapuii: kauecTBEHHOE omnpenesieHne Hanuuus Mmyraunid B rene FLT3
HEOOXOAMMO TMPOBOJWUTH KaK NpH MOocTaHOBKe nauarHoza OMIJI, tak u npu
KOHCTaTallud pedpakTepHOCTH K MpeNbIAyIIeMy JICUYCHHUI0O WIH TpPU Pa3BUTHU
peuuanBa, T.K. B XOJ€ TEUECHHsI 3a00JIE€BaHUS CTATYC MYTallUH MOXKET MEHATHCA.

— CKpUHUHT T€HHBIX MIEPECTPOEK

—PML::RARA, CBFB::MYH11, RUNX1::RUNX1T1, KMT2A peanorcuposexu, B
CR::ABLI, u op. (echiu docmynHwi)

— [lononnumenvHule 2envt, pekomenoyemvie 0Jisl mecmuposanus

— ANKRD26, BCORL1, BRAF, CBL, CSF3R, DNMT3A, ETV6, GATA2, JAK2,
KIT, KRAS, NRAS, NF1, PHF6, PPM1D, PTPN11, RAD21, SETBP1, TET2,
WT1

—Ecnu B nedeOHOM yupeX/IE€HHUU OIpEAENCHUE JaHHBIX MOJEKYJISIPHBIX
aHOMaJIMi HEBO3MOXXHO, HEOOXOJMMO COXPaHUTb MaTepUall HCXOIHOTO
JUArHOCTUYECKOr0 00pa3ua Juisi BO3MOXKHOTO €ro MOJIEKYJIIPHOTO aHajlu3a
B Jpyroil nabopaTOpuUy TMOCIE MOJYYEHUS IOJHBIX HUTOr€HETUYECKHX
JTAHHBIX.

I/IHCprMeHTaJIbHLle HccjeaoBanu.

¢ VY3U opraHoB OpIOLIHON IIOJIOCTH — BBISBICHHE YBEIMYECHUS pPa3MEpPOB
IICYECHH, CEIIC3CHKHY;

e KT rpyaHoro cerMeHTa — BBISBICHHE WH(DWIBTPATUBHBIX HW3MEHEHHI
JISTOYHOM TKaHU;

e JOKI' - BpIsBICHHE HapyLIEHUS NPOBOJMMOCTH HMITYJBCOB B CEPAECYHOU
MBIIIIIIE;

e  IxoKI - onenka GyHKIIMOHATBLHOTO COCTOSTHUS CEPJICUHOMN MBIIIIIIBI;

e @I'IC — omeHKa COCTOSHHUS CIU3UCTOM OOOJIOYKHM IHINEBOJA, JKEIyaKa,
JBEHAIMATUIIEPCTHOMN KHIIKH, OOHAPYKEHUE HCTOUHUKA KPOBOTCUCHHUS;

e DBponHxockonusi — OIICHKA COCTOSIHHS CIIU3UCTOM 000JI0UKH TpaxeHn, OPOHXOB,
0oOHapyXEeHUE UCTOUYHHUKA KPOBOTCUCHUS

IMoxka3zanusa s KOHCYJbTAIUH CHICHHAJIUCTOB: 110 IIOKa3aHHAM.



2.2 JInarHocTUYECKUH aJropuTm:

COop xano0, anHaMHe3a 3a00JICBaHMS.
Hasnnuue u BpeMmst MOSIBIICHHS.

’

®du3uKkanpHOE 00CIeI0BaHHE.
(rponudepaTUBHEINA CUHIPOM, KOKHBIE IEHKEMHUIHI )

/ »

[ JIaGopaTopHBIE HCCIIEIOBAHHS ] [ HHcTpyMeHTalIbHBIE HCCIIEN0BAHNS ]

v

/
/> OAK (anemus, \ »  Y3U OpromiHoii noioctu \

TPOMOOIMTOTICHUS, (remaTocmeHoMeranus)
JIeWKONUTO3/ IEHKOTIEH WS, » T'mcronormyeckoe
GracteMus) HCCIIEI0BAHKE 6uornrara
» HccnemoBaHne KOCTHOTO (Ipu «CyXHX» MyHKTATaX)
Mo3ra (IIUTOIOTHIECKOE, » MHccnenoBaHue
HUMMYHO(DEHOTUIINPOBAHHUE, CIIMHHOMO3TOBOH  JKHJKOCTH
CTaH/IapTHOE y MAI[CHTOB c
[UTOTCHETHIECKOE, METO/I KJIMHUYECKMMHU CHMIITOMaMH
FISH) mopaxenuss  [THC, npu

K / JIEHKOLUTO3€E 60.1166/

VYcraHoBka JArarHosa. OnpeneneHI/Ie TaKTUKH
JICUCHUS.




2.3 JuddepeHuHaNbHbIH JTHATHO3 W O00OCHOBAHHE OMOJHUTEILHBIX
ucciaenoBanmii [14, 19]:
Muaznos Obocnoeanue onn Obcnedosanusn Kpumepuu ucknwuenusn
oughgpepenuyuanvn ouaznosa
0ll OUaAZHOCMUKU
Muenoaucmnactuuec | Lluronenus 8 OAK | Llutonoruueckoe KonudecTBo 6;1aCTOB B KOCTHOM
kuit  cunHgpom ¢ | KonuyectBo HCCIIEIOBAHUE KocTHOTO | Mo3re 5-19%, TO ecTh He
M30BITKOM OJIaCTOB 6mactos B OAK 1o | mo3ra npesbitraet 20%
19% HUDT xoctHOro mosra Ha | Jucmuenonoss
MPOTOYHOM
nurodoopuMerpe (TaHeb
OCTPBIX JIEHIKO30B)
I'ucronornueckoe
HCCIICIOBAHUE  KOCTHOTO
MO3ra
XpOHHUYECKU YpoBeHb LuTonoruueckoe Hanmuuue Bcex mepexomgHbIX
MUENONCHKO3 B (haze | JCHKOLUTOB > | Llutorenernueckoe (hopM TPpaHyIOIUTAPHOTO Psilia
akceneparun/01acta | 10x109/n WCCIIeIOBaHNE KOCTHOTO | OTCYTCTBYeT «JIEHKEMHUYECKUII»
OT0 KpH3a bnacthple KkieTKH | Mo3ra poBa
B nepudepudeckoit | MccnenoBanne  koctHoro | HeTpodunpHbIil  J1eHKOIUTO3
KpPOBH wm | mo3ra wmetogoM FISH (t | co ciBurom BieBo 10 61acTOB
KOCTHOM MO3T€ (9;22) BCR/ABL) KoctHprit MO3T
THIIEPKIICTOYHBIN, TUIEPIUIa3usl
SPUTPOUTHOTO POCTKA
YBenuueHue KOJIMYeCTBa
JIEHKOLUTOB, pa3smepoB
CeJIe3eHKH HECMOTPS Ha
MPOBOJUMYIO TEPAITUIO
BeusiBsiercs  t(9;22)  w/mnm
xuMepHbiii TeH BCR/ABL
XpoHUuecKue JlelikouuTo3 Huronoruueckoe [Ipomudeparuss u  aTwmms
Muenonponupepatus | (KOJIMUECTBO HCCIIEIOBAHNE  KOCTHOT'O | METrakapuOLHUTOB,
HbIE 3200JIeBaHUS neiikonuToB >11 X | mo3ra coueTaromnascs c
10° /1) | Tuctomoruyeckoe PETUKYITUHOBBIM /anu
[MTanenpyemast HCCIIEIOBAaHWE  KOCTHOTO | KOJIJIAr€HOBBIM ¢ubpozom
CIUIEHOMET AN MO3ra KOCTHOTO MO3ra; npu
IToBbI1IEHME MonekyisipHo- OTCYTCTBUU BBIPAXKEHHOI'O
ypoBHs JIAT TEHETUYECKOE perukyinuHoBoro  ¢ubposza —
HCCIIeI0BaHNE MOBBIILICHHAS KJIETOYHOCTb
nepuepuIecKoi KpoBU KOCTHOTO Mo3ra c
CrannmaptHoe nposndepanuen KIIETOK
LUTOT€HETHYECKOE TPaHyJIOLIMTAPHOTO  psiga H
WCCIIE/IOBAHNE  KOCTHOTO | YTHETEHHEM 3PUTPOIO3a
MO3Ta Jucrmmazus B 1 wmnmm  Gonee
MUENOUIHBIX POCTKAX
Hanmuuune MyTanui JAK2,
CALR wmm MPL
budenornnmueckuit | CMmeniaHHbBII HuTtonmoruveckoe Ornenka Oammos mo mkaire BO3,
OCTpBIH JIEHKO3 MMMYHO(EHOTHIT HCCIIE0OBAHNE KocTHoro | EBpomneiickoit TPYIIBL
TOITYJISIIIAN MO3ra UMMYHOJIOTHIECKOH
OmactHBIX KIeTOK | UDT KocTHOrO Mo3ra Ha | XapaKTEPUCTHKH JIEUKEMUN
Koakcnpeccuns MPOTOYHOM (EGIL).

UM} ONTHBIX

nutodIoopuMerpe (IaHenb




MapKepoB OCTPBIX JICHKO30B)

Kputepuu AMATHOCTHKHU OCTPBIX JIEH{KO30B €O CMeEIIAHHBIM (PEHOTHIIOM B
coOTBeTCTBHM ¢ Kiaaccupukanueii BO3 [20]

MuesnonaHas JUHUASA

MPO (nipoTo4Hasi IUTOMETPHSI, UIMMYHOTUCTOXUMHUS*, ITUTOXMMHUS) WIH MOHOLUTOUAHAS MU (HepeHIIMPOBKA
(mo kpabiHe# Mepe 2 W3 TEPEUYMCICHHBIX: O-HaTHIANETATICTepa3a, WHTUOUpyeMas HaTpus (QTOPHIIOM,
CDl1c, CD14, CD64, nu3ormm)

T-numdpouaHas JUHASA

Hurormmasmatwueckuit  CD3  (murodumyopumeTpudeckn ¢ TOMOMmBI0  aHTuUTena Kk  e-nemn  CD3;
MMMYHOTHCTOXUMHUYECKH (IUI WCCIENOBaHMs Marepralia TPEMaHOOMOIICHH KOCTHOTO MO3Ta) C ITOMOIIBIO
HECHEeIM(PUUECKOro MONMHUKIOHAIbHOTO aHTH-CD3) mmu moBepxHocTHBIM CD3 (peako HCIONB3yeTCs IS
JMAarHOCTHKH OCTPOTO JISHK03a CMEIAHHOTO (DeHOTHUIA)

B-numdounanas suHus

SApxkas oskcopeccuss CD19 + ommH w3 cnemytommx Mapkepos: CD79a, cytCD22, CDI10; wnu cmabast
skcnpeccus CD19 + sapkas skcmpeccuss o KpaiiHel Mepe ABYX M3 MHEPEUUCICHHBIX MapkepoB: CD79a,
cytCD22, CD10

I[OHOJIHI/ITCJ'IBHBIC HCCJIeA0OBAHUA

e lccrenoBaHue CIIMHHOMO3TOBOW JKUIKOCTH Y TAIIUCHTOB C KIMHUYCCKUMHU
cumnromamu nopaxenus LIHC, npu neitkorutosze 6omee 30*109/n

e [ucTOJOTMYECKOE HCCleoBaHue OuonTaTa (rpeOeHb MOAB3IOITHON KOCTH) —
NP TOJTYYEHUH «CYXUX» MyHKTaTOB

e KT w/umu SAIMPT rpyaHoro cermeHTa, OprOIIHOIO CETMEHTA, IOJIOBbI, MaJioro
Taza (110 TOKAa3aHMSIM) - OLEHKa pa3MEPOB, CTPYKTYpPbl HHQPUIBTPHUPOBAHHBIX
OpraHoB, HAJIMUKE 00pa30BaHUI U CBOOOIHON KUJIKOCTH

e  buoxumuueckuii aHanuM3 KpoBW (TJIIOKO3a, HATPUM, KalWi, KaJbIUH,
KpeaTUHUWH, acmapTaT aMUHOTpaHcdepasa, allaHuH aMUHOTpaHcdepasa, meaouHas
docdaraza, nakraraeruaporeHasa, OWIMPyOWMHA, MOYEBHHBI, OOIIUNA OEJOoK,
MOYeBas KUCJIOTa, KPEaTUHUH).

e KoarymslMOHHBIE TECTBl: NPOTPOMOMHOBOE BpeMs, MEXIAyHapOAHOE

HOPMaJIM30BaHHOE OTHOIICHHE, aKTUBUPOBAHHOE YACTUYHOE TPOMOOIUIACTHHOBOE

BpeMsl.)

e [I[IP Ha BupycHbIe HH(]EKIMHU (BUPYCHBIE T€HATUThI, IMTOMETAIOBUPYC, BUPYC
MPOCTOTO Teprieca, BUpyc JmimTeitHa-bapp, Bupyc Varicella/Zoster) BUY

3. TAKTUKA JIEUEHUS HA AMBYJIATOPHOM YPOBHE [9,21-26] :

o I oTam: JJA INOCPBUYHBIX IMAMMCHTOB —  BBIABJIICHHC 336OHCBaHI/I5{,
rociumrain3anus B HpO(bI/IJ'H:HOC OTACICHUC.




e || sram: a7 MAalMEHTOB C YCTAHOBJICHHBIM JIMAarHO30M MOJIICPKUBAIOIIAS
XUMUOTEpaIus MOXET IPOBOAUTHECA B aMOYJaTOPHBIX YCJIOBHUSX, KOHTPOJIb
mokaszateJel o01ero aHaimsa Kposu (Jieikodopmysaa + TpoMOOLUTEI) KaKabie 1 —
3 Mecs11a B TeUeHUE 2-X JIET, 3aTeM Kaxkaple 3 — 6 MecsIeB 10 5 JeT.

3.1 HemeaukaMeHTO3HOE JeYeHHe

e  Pexum: 001I€0XpaHUTENbHBIN

e  Jluera: ctoa Nel5 (oGrmas).

3.2 MeaukaMeHTO3HOe JIeUeHue:

® Hepequb OCHOBHBIX JICKAPCTBCHHBIX

6ePOAMHOCH b npumenenuﬂ):

CpeacTn

umerowqux 100%
( 77

Dapmaxomepanesmuueckan
zpynna

Mesrcoynapoonoe
Henamenmoeanmnoe
naumenosanue JIC

Cnoco6 npumenenusn

Ypogeno
OoKazamenpHOCMU

AHTHHEOIIACTHYECKHUE u
HMMYHOCYTIPECCHBHBIC
JICKaPCTBEHHBIC CPEJICTBA

[uTtapabun

Kypcer: 5+11D

5+6-MII

100 mr/mM2 2 paza B JeHb
kaxaele 12 yacoB 1-5 nau
Buytpusennoe,
MMOJKOKHOE BBEICHIUE

B

Huknodochamun

Kypc: 5+11D
650 mr/m? B 1-ii 1eHb Kypca
BHyTpuBeHHOE BBEIEHUE

Mepxkanronypus

60 mr/M2 B neHb B 1-5 nHU
BrayTpb

*MugoctaypuH

50 Mr kaxnaele 12 4dacoB
Baytps. 1-28 nwme#t, 4
HEJIEIH, Goitee 12
[MKJIOB.

WNuruburopst
TUITOMETHIINPOBAHHS

Jeuurabun

20 wmr/M2 1—5-ii  mHUH
Ka)KJIpIe 4 HeJenu
ITogxoxxHoe,

BHYTPUBEHHOE BBEJICHHE

AzanuTuauH

300 mMr exennesno 1-14
HEH Kaxaple 4 Henenn

BuyTtpb

JlekapcTBeHHBIE — CpENCTBA,
0OCIa0IAIONNEe TOKCUYECKOE
JIEUCTBHE
MPOTHUBOOITYXOJIEBBIX
MpenapaToB

OHpaHCeTpOoH

8-12 Mr BHYTpUBEHHOE
BBE/ICHUE
16—24 mr BHYTpPb

Tpamasnon

50-100Mr BHYTpUBEHHOE
BBEJICHHE
50-100Mr BHYTpB

AnomypuHOI

10 Mr/kr/cyT BHYTpb

*B coomeemcmaeuu ¢ npaguiamu npumenerus nezapesucmpuposartuix JIC.

NB! JlonmoiHUTEIbHOE MEIUKAMEHTO3HOE JICYECHHUE MPOBOJIUTCS COOTBETCTBEHHO
MPOTOKOJIAM JICYEHUST PA3BUBIIUXCS OCIOKHECHUM.




3.3 Xupypruueckoe BMelIaTeIbCTBO: HET.

3.4 JlanbHelilliee BeAeHHUE:

MIOCJIC 3aBEPILICHUS JICUCHUSI COIJIaCHO IMPOTOKOJY, MAlIMEHTHI B TEUEHUE 2X JIET
MOJIYy4YaroT MOAACPKUBAIONIYIO Tepanuto. [Ipu yclIOBUU COXpaHEHUS PEMHUCCUU
3a00JieBaHMUs, TIOCJI€ OKOHYAHHMS TIOJJICP)KUBAIOIICH TeparuM, IMalueHThI
HaxXOJSTCS Ha JUHAMHYECKOM HAOJIOJICHMM M HAOMIOJAIOTCS y reMarojiora Io
MECTY JKUTEIbCTBA B TCUCHHUE S JIET.

3.5 Unaukaropsl 3¢ pexTuBHOCTH JeveHus [9,21-26]:

Kpurepuu pemuccun [21-23]:

IMosnas pemuccus (CR).

e brnactel kocTHOro mo3ra < 5%; OTCYTCTBHME LMPKYJIUPYIOIIUX OJacTOB;
OTCYTCTBHE OKCTpaMeAyJUIIpHOro 3aboieBaHus; aOCONIOTHOE KOJIMYECTBO
Heiitpodunos > 1,0 x 10%n (1000/mkn); konudecTBo TpoMGomuTos > 100 x 10%/1
(100 000/mkd)

ITostHast peMuCCHSI C HEMOJHBbIM BOCCTAHOBJICHHEM Mepu(epruuecKoil KPOoBH
(CRi)

e Bce kputepunm TOJHOTO OTBETa, KPOME OCTAaTOYHON HeWTporenun <I,0 X
109/n (1000/mx1) unmu TpomobonuTonenuu <100 x 109/x (100 000/mki)

Her oTBeTa

o [lamuenTs, mnongarommecs OICHKE OTBETa, HO HE COOTBETCTBYIOIIHE
KPUTEPUSM OTBETA, KJIACCHPHUITMPYIOTCS KaK HE MMEIOIMe oTBeTa. [larueHTsl, He
JOCTUTIITNE OTBETA, OMPENIETAIOTCS KaK UMEIoIIHe pedpakTepHoe 3a00JIeBaHHeE.

PedpakrepHocTh 3200 1eBaHus [9]
OtcyrcrBue CR wmm CRi, T. e. mociie 2 KypcOB MHTEHCHBHOW HWHIYKIIMOHHOMN
tepanuu (7+3 WM UHTCHCUBHEE).

Penmuaus 3a00.1eBaHus

e  bnactsl KOCTHOrO Mo3ra > 5%; WK MOBTOPHOE MOSIBJIEHUE OJACTOB B KPOBU
KaKk MMUHMMYM B 2 oOpa3uax nepudpepudeckoil KpoBM C MHTEPBAJIOM HE MEHee
OJTHOM HEJeNU; WK Pa3BUTHE IKCTPAMETYUISIPHOTO 3a00IeBaHUS.

MuHuMaJIbHAsA 0CTATOYHAN 00J1e3Hb [24-26]

Ounenka MOB npu OMJI ncnons3yeTcss sl YCTAHOBJIEHHMS CTaTyca PEMUCCHUMU;
OIIEHKHM pHUCKa pELHIMBA MOCJIEC PEMUCCHUH; OINpPEIEICHUs pa3BUTUA penuauBa. B
HACTOSIIIee BpeMsi IByMsI HauOoJee MCTIOIb3yeMbIMU MeTosiaMu sBisiroTcss MOb
Ha OCHOBE MHoromapamerpuyeckoil nporouHoil uutometpunn (MFC-MOB) u
mosekyisgpHas MRD (Mol-MOB), onieauBaemsie ¢ momoribio qIILP. [25]

HoBble MeToAbl HCClIeIOBaHUSI — 3TO CEKBEHUPOBAHME CIIEAYIOLIErO MOKOJICHUS
(NGS) u dITLIP. [26]



Memoo Muwens Yyecmeumenvhn
onpeoeieHus ocmb

Muoronapamerpuu | UMMyHOpeHOTHI, acconuupoBaHHbii ¢ | 1073 1o 1074
eckass  mporoyHas | geiikozom (LAIP), wam OTIWYHBIN OT
IIUTOMETPHS HopmaibHoTO (DfN)
(MFC)
KonudecTBeHHAas NPM1, CBFB::MYH11, RUNX1::RUNX1 |10 mo0 10°°
I[IIP B peansHoM | T1
BpEMEHU (RT- | KMT2A::MLLT3, DEK::NUP214, BCR::A
gPCR) BL1, WT1
CexsenupoBanue | [lorennmansHo mobas  comartudeckas | 1072 go 107
CJIEYIOIIETO mytanus. [loporoBoe 3Hauenme NGS-
nokojieHust (NGS) | MOb  janist  oTAeNbHBIX MyTaldid  He

onpexaeneHo; I[losutuBHocth NGS-MOb

YCIIOBHO OIpEJeNsieTcss Kak dYacToTa

BapHaHTHBIX ajyuieneit > 0,1%
Hudposas [P | Crnenuduueckre TapreTHbie MyTaIluu 102 10 107
(dITLLP)

4. IIOKA3AHHUA JJIsd TOCIHIUTAJJIM3AINUU C YKABAHUEM THUIIA
T'OCIIMTAJIN3AILINMA:
4.1 Tloka3anus AJM IMJIAHOBOM rOCIMUTAJIU3ALAM

e [IpoBengeHue KypcOB XUMHMOTEpPAIIMHU, TAPTETHOW TEpanvMh W HHBIX BHUIOB

JICYCHMUSL.
e [IpoBencHue

rarIONIeHTHYHONW/aJUIOT€HHOM

T'CMOIIOOTHYCCKHUX CTBOJIOBBIX KJICTOK.

e  KoHTposibHOE 00caeaoBanue nepes/nocie ramio/amno TKM.

4.2 Iloxa3aHus I IKCTPEHHON IOCIIUTATIM3ALUM:

®  BrepBble BBISBICHHBINA OCTPBIN JIEUKO3;

e  Comarnuecku Tspxenbii nanueHT (ECOG>3 6amos);

o OIIYXOJICBAasA MHTOKCHUKAIWA, CHHAPOM CJAaBJICHUC,

° TSOKEITOU

aHEMUYECKUI/TeMOpparunuecKui

3aMECTUTEIILHOW TEpaIny;

CUHIPOM,

TpaHCILIaHTalOuH

TpeOyrounii

® noJImopraiias HCA0CTATOYHOCTDb BCICACTBHC OCHOBHOI'O 3a00JICBaHMs.

e  ®DeOpuibHAs HEUTPONIECHUSI.

5. TAKTUKA JIEUEHUS HA CTALHUOHAPHOM YPOBHE [27-32]:

5.1 kapra HaOJ0aeHMsI NAIHEHTA,

[Tpunoxenue 1.

MapIIpyTU3anus

Nuayxuust pemuccenn [27, 28].

nmamnueHTa:. CM.




OOLIEnPUHITHIM PEKUMOM HHAYKLIHUUA PEMUCCHUU Y TAIlMEHTOB BCEX BO3PACTOB
SBIIIETCS cXeMa 7+3 (aHTPAIMKJIMHBI B IUTapaOuH). AJTbTEPHATHBHBIM BaPHAHTOM
spisiercss  FLAG-IDA  (baymapabun,  uutapabuH,  TpaHyJIOIMTAPHBIMI
KOJIOHHECTUMYJUpPYOIHUA  (aktop u wuaapyounrHoMm). CraHaapTOM Takke
SBJISIETCS] BKJIIOYEHUE UHTUOUTOP KUHA3bl MUIOCTAYpPUH B T€paIluy MEpBOU JIMHUU
s nmanueHToB ¢ FLT3-myrantHeiM OMIJL. Mugoctaypus yinydmun 4-JIE€THIOKO
OB na 7,1%, c 44,3 no 51,4% npu UCHOJIb30BAHUM B WHIYKIIMH JayHOPYOHUIIHMH-
nuTapaOuH M BBICOKHE J03bl IMTapaOMHAa B KOHCOJWAAIMH Yy TAlMEHTOB B
BOo3pacte oT 18 1o 59 ner.

[Tocne Tpéx nHeW BBEACHUS AHTPALMKIMHOB M / JHEW BBEACHHUS IUTapaOuHa
noJiHas pemuccus gocrturaercs y 60-80% 0Oosiee Mmosoabix nanueHToB Uy 40-60%
0oJ1ee moxkmibIx maueHToB (60 net u crapmie) (Y —A) [29]

[Ipumenenue nayHopyoOunmHa B 103e 45 Mr/M2 B TeueHue 3-X JHEH
ACCOLIMMPYETCS C HU3KOM YacTOTOW JOCTUKEHHUSA MOJIHBIX PEMHUCCUH M 0OoJiee
BBICOKOM 4acTOTOW PEUUAMBOB BBOAUMOIO B PEKHUME OJHOrO LUKJIA WHIYKLHUU.
[30, 31] V manmenToB B Bo3pacte 60-65 JieT MOBBIIICHHE O3Bl JayHOPYOHIIMHA JI0

90 Mr/m° COTPOBOXIACTCS TOBBIIICHUEM BEPOATHOCTH TOCTHIKEHUS PEMUCCHUU
MOCJIe TIEPBOT0 Kypca, HO HE BJIMACT Ha 001y BelkHBaeMOoCTb. [30, 32]
Hmerouecss B HacTosllee BpeMsl JOKAa3aTENbCTBA IO3BOJISIIOT PEKOMEHIOBATH
JAyHOPYOUIIMH U1l TPOBENCHUS] MHAYKIIMHU B pexxume «7+3» B 03¢ He HUxKE 60
mr/m2 (Y1 — A).

[ToxazaTenn AOCTWIKEHUS TOJIHOH PEMHUCCHHM TIPH NMPUMEHEHUW HIapyOWIIMHA B
no3e 12mr/m2 B Teuenue 3 aHel, Haxonatcs B auanazone 60-70% y manueHToB B
Bo3pacte Mosioxe 50 ner. Kak Beicokas 103a 1ayHOpYyOHUIIMHA, TaK U MAApyOUIIMHA
MPUBOJUT K S5-jeTHel BhbKHBaeMocTH oT 40% 1o 50%. [33]

st Gosiee MOXKUIBIX TanUMeHTOB (ctapmie 60 JeT) ¢ IUIOXUM COMaTUYECKUM
CTaTyCcOM, KOTOPBIM HE MOXET OBITh BBITOJTHCHA WHTCHCHBHAS TEparvs, BBIOOD
CpPEICTB aJbTEPHATHUBHOM TEpamuu JOCTATOYHO OrPAHUYEH U  BKJIIOYAET
NaJUIMaTUBHYIO TIOMOIIb, TEPANUI0 HU3KOW HHTCHCUBHOCTH, WJIM KIMHUYECKHE
UCCJICIOBaHUS C TIPUMEHEHHEM HOBBIX TmpemnapatoB. K Tepanuum HHU3KOH
WHTEHCUBHOCTU OTHOCSTCS Maible A03b1 Ara-C wWiM THIIOMETUIUPYIOIINE
npenaparbl. Mambie 10361 ITUTapadruHa OOBIYHO XOPOIIIO TIEPEHOCUTCS M TPUBOIUT
K TojdHOW pemuccuu B 15-25% cnywaeB, XOTs o00IIas HENpPOIOJLKUTENbHAS
BBIKMBAEMOCTh (MequaHa 5—6 MecdleB) CUYUTAETCS HEYJI0BIETBOPUTEIbHBIM
pe3ynbTaToM. JleueHne runoMeTUIMpyOIMMHU NpenapaTaMu YBeJIMYUBaeT O0UYI0
BBEDKMBAEMOCTh TIPH NPUMEHCHHH JIeIIUTa0WHA TI0 CPAaBHCHHIO C HHU3KOJIO3HBIM
rurapabuaoM (7.7 npotuB 5.0 mecsiteB). [34] A3auuTHAMH NPU CPAaBHCHUU C
TpeMs OOIIETIPUHATHIMU PSKMMaMU XUMHUOTEPAITUH Y TTAIUCHTOB CTapIie 65 JeT ¢
KoiauuecTBoM OsiactoB Oosniee 30% uW moka3an MpOJAJIEHUE BBIKMBAEMOCTHU
(Menuana BeDKUBaeMocTd, 10.4 mpotuB 6.5 Mecsies). [IpuMmeHenue azanuTuanHa
MOXXET UMETh 0COObIE MPEUMYIIECTBA B TPYIIE C T€HETUKON HEOIaronpusTHOro
pucka. [IpeBocxoncTBO azauuTUAMHA HaJ OOLIECHPUHATON Tepanuel paHee ObLIO



MMOKa3aHO TPHU OCTPOM MHUEI00JACTHOM JIEHKO3€ ¢ KOJIMYECTBOM OJACTHBIX KJIETOK
20-30%. (Y1 — A) [34]

Pedpakrepusie  ¢opmbel  3a0oneBanus. llepBuunHo  pedpakTepHble  WIH
pesuctentHbie Gopmel OMJI, korma He ymaeTcs OOCTHYb IOJHOW PEMHUCCHUU
(nocne 1 — 2 KypcoB MHTEHCUBHOM MHIYKIIMOHHOW Tepanuu) BcTpedarorcs B 10% -
40% ot oOmero yucia NaUMEeHTOB. B HacTosee Bpemsi HE ONpeeeHbI
BBICOKO?((EKTUBHBIE U CTAaHIAPTU30BAHHBIC PEKUMBI XUMHUOTEPANUU JAHHBIX
dbopm OMIJL. B naHHBIX cilydasix HEOOXOUMO OIIEHUTh BO3MOXKHOCTh MTPOBEICHHUS
TI'CK, CBOEBPEMEHHOE IIPOBEJECHUE HLA-TunupoBanus NalKeHTa,
NOTECHUUAJIBHBIX JTOHOPOB, OIIEHUTh BCE XAPAKTEPUCTUUYECKUE IOKA3aTeNn
NalueHTa, €ro Bo3pacT, oO0Ilee COCTOSIHHE, HallUdue COMYTCTBYIOIIUX
3a00JIeBaHUM, pE3yJbTaThl IUTOTC€HETUYECKOr0, MOJEKYISIPHO-TEHETUYECKOTO
HCCIICIOBAHMS U MPEANIOYTEHUSI CaMOro MarueHTa. B xauecTBe pekuma Teparnuu
npumensiercs kypc FLA-IDA, HAM. Ilpu ycrnoBuM Hanuuusg ajuiIOr€HHOIO
JIOHOpA, OMpEACNSIETCS CTpaTerusi Tepanmuy TMalueHTa B KauecTBE «MOCTa K
TPaHCIUIAHTALIMWY C EIbI0 JOCTHXKCHUS PEMHUCCUU OCHOBHOTO 3a00JIeBaHUsI, TaK
KaKk HauOoJiee 3HaYUMbIM (akTopoM rmepea mnpoenaeHueM amtorenHod TI'CK
ABJISIETCSl cTaryc 3aboieBanHus. JloCTHXKEHHE TOJHOM PEMHUCCHUU TIOCIE PEeKUMa
FLAG-IDA B 30 — 50% cnydaeB ¢ BO3MOXHOCTBIO JaJbHEUIIIETO IMPOBEICHUS
TI'KCK 1no cpaBHEHUIO CO CTaHJIaPTHBIMU PEXUMA UHIYKIUU. [35]

Jlist Tepanuu pedpakTepHbIX HOPM U PEIMIUBOB Y MAIIMEHTOB C MYTallUSIMHU
rena FLT3 pexomeHmyercs  UCHOJNb30BaTh  MHTUOUTOP  MPOTCUHKUHA3
*runreputunn® (120 mr B cytku B 1 mpuem) nmubo B MOHOTepamnuu, Ju00 B
KOMOUWHAIIMU C IUTOCTATHYECKUM BO3JICUCTBHEM JIO Pa3BUTHs HEMEPEHOCHMOMN
TOKCUYHOCTH WJIM TMPOTrpecCUpoBaHusl 3abosjieBaHus. [MITEPUTUHUO  yIIydIlaeT
gacToTy oTBera a0 21,1% u menuany oOiiei BbDKMBaEeMOCTH 110 9,3 MecsIes.
109,150

KomMeHnTapuii: OTBET Ha JIEYEHUE MOKET UMETh OTCPOYEHHBIA XAPAKTEP, TO
€CTh IMpU UCIOJB30BAaHUU TMIperapata B HA3HAYCHHOW J103€ 10 MOJy4YCHUs
KJIMHAYECKOr0 OTBETa MOXKET MPOUTHU A0 6 MecsueB. [Ipu oTcyTcTBHM OTBETa Ha
JiedeHue yepes 4 Helleau Tepanuu 1032 MOKeT ObITh yBennueHa 10 200 Mr B CyTKH
B oAauH mnpueM. I[Ipm JOCTMKEHUHM BTOPOMl PEMUCCUU U HEBO3MOXXHOCTHU
nposeaenuss TKM tepamnus nomkHa ObITH TPOIOJDKEHA HA TIPOTSKEHUH 2 X JIeT. Y
MalKEeHTOB, MEPEHECIINX TPAHCIUIAHTALINIO TEMOMO3THYECKUX CTBOJIOBBIX KIIETOK,
JIeYCHUE TWITEPUTHHUOOM MOXKET OBITh BO30OHOBJICHO IMOCJIE BOCCTAHOBJICHHMSI
JIOHOPCKOTO KpoBeTBopeHus. [IpueM runteputuHnOa peKOMEHIyeTCs TPOJI0JKATh
B TeueHHE 2X JeT. B ciywyae pa3BUTHS OCJHOKHEHMM CyTOYHas [03a
TUITEPUTUHUOA MOXKET ObITh CHIKEHA ¢ 120 Mr g0 80 Mmr umu ¢ 200 mr 10 120 mr.
[IpepBarh JieueHHE TUITEPUTUHUOOM TIPpU TIOSBJICHUU CBSI3aHHBIX C €ro
UCIIOJb30BaHUEM CHUMIOTOMOB TOKCHUYHOCTHU 3 wim Oosnee crenenu. [lpu
Pa3peIICHUN TOKCUYECKUX SIBJICHUW WU YJIYYIICHUH WX JI0 CTENEeHM TshKecTu 1
BO300HOBUTH MCIOJIb30BaHKE MperapaTa B MEHbIIEH /103€.

Koncosmpanus pemuccum.



CrpaTerusi NOCTPEMUCCHOHHOM Tepanuu BKIOYAET B ce€0d HMHTEHCHBHYIO U
BBICOKO/IO3HYIO TEpanuio, 32 KOTOPOW CIEAYIOT MPEHMMYIIECTBEHHO AJIJIOT€HHAas
VI ayTOJIOTUYHAS TPAHCIUIAHTAIUs KOCTHOTO Mo3ra [36].

Pexumbl KOHCONMMAALMK BKIIOYAIOT B ce€0sl MOHOTEpAIUIO0 ITUTapaOMHOM WU
MHOTOKOMITIOHEHTHYI0 XHMMHOTEpAnuio, KOTOpble MPUBOJAT K OJUHAKOBBIM
pe3ynbTaTam.

[locne  nmocTwkeHUsT  TOJHOM  PEMHUCCHMM  TNAlMEHTaM  MPOBOJUTCSA
KOHCOJIUJIALMSA C PEKMMaMH, KOTOpPbIE BKIIOYAIOT LUTApaOWH B CpeAHell o3e.
BsejieHue 710 3-X KypcoB BbICOKOA03HOro 1urapadbuna (HiDAC; 2000-3000 mr/m?)
MIMPOKO MPUMEHSETCS B PYTUHHON KIMHUYECKON MpakTuke. B Hacrosiiee Bpems
OTCYTCTBYIOT YOEIUTENbHBIE J0Ka3aTelbCTBAa 0Oo0Jee BBICOKOM 3(QexkTuBHOCTU
BBICOKOJIO3HOTO muTapabuna 3000 Mr/M2 1o CpaBHEHHMIO C I[UTapaOMHOM B
npomexkyTouHo no3e 1000 — 1500 Mr/mM2 B MOHOTEpanuu WK B KOMOMHALUU C
anTpanmukiauHamu.  [37, 39] Taxke OTCYTCTBYIOT YETKHE JaHHBIE O
MPEUMYIECTBAX YCUJICHHOW KOHCOJUAAIMU y MAlMEHTOB U3 T'PYIIbl BHICOKOTO
pHCKa, 0COOCHHO y MOXKWIIBIX MAIMEeHTOB. [38]

bonee pannsas ammo-TKM or coBMecTHMOro I0OHOpPa, POACTBEHHOTO WIIH
HEPOJCTBEHHOI'0, B HACTOSAIIEE BpeMsI IBISIETCS Tepanuel BpIOopa JUisl MalUeHTOB
U3 TpyNnbl HEOJIaronmpusaTHOTO pucka B nepBoi pemuccuu. IIpoenenne TKM
NO3BOJISIET CTAaTUCTUYECKM 3HAYMMO YIYYIIUTh JOJIOCPOYHBIE PE3YJIBTATHI
(oOm1yr0 M OE3pCIUANBHYIO BELKHBAEMOCTD ).

VIMeHHO /1 MallMEeHTOB IPYMIbl BBICOKOTO PUCKa KpaifHe BaKHO COOJIOIATh
pekoMenganuu 1o HLA-TumupoBaHWiO MmanMeHTa 0 Hayajga IEepBOTO
MHAYKIIMOHHOTO Kypca, a MOoCJIe JOCTHKEHUS NEPBOM MOJHON PEMUCCUHN - HAYAJIO0
MOMCKA MOTEHIUAIBHBIX JTOHOPOB.

OntumanbsHbIMU Kypcamu KoHcospanumu y manueHtoB OMJII B Bozpacre
Mostoxe 60 seT mociie 1-2 KypcoB HHIYKITUU SIBISIFOTCS 2 - 4 Kypca KOHCOIUIAINH
utapadbudom (IDAC). [30, 31] Ecam mo opraHu3alliOHHBIM HPHYWHAM HET
BO3MOXKHOCTH BBITIOJIHUTh KOHCONMuAanuio mnpoBeaenneMm kypcoB IDAC, xak
JOTIOJTHUTENbHBIA BApUAHT MOXET paccMaTpUBATBHCS BBINOJHEHUE €IIe JBYX
KypcoB 7+3 ¢ uAapyOHIIMHOM WJIM MUTOKCAHTPOHOM B MHIYKIIMOHHBIX j03aX (Y]]
- ).

JUis TanueHToB C HEOJArompusTHBIM PUCKOM B TEPBOW  PEMHUCCUU
HeoOxoquma ouneHka MODB s BbIOOpa TaKTHKH JIEYEHHMS] KOHCOJIMJAIMH.
[TarmeHTsl € mpeAnojaraeéMblM PUCKOM peUuanBa, npebimatommum 35-40%,
KoHcomupauus ¢ ayutoreHHo TKM ocraercs npeanodTuTenbHbIM BapUAHTOM
MOCJIe PEMHUCCHH, CIOJIa OTHOCSTCS Takke mamueHThl ¢ OMJI HeGmaronpusTHOTO
pucka i ¢ nepcuctupytomieit MOB. [40]

Takum 00pa3om, y MalMEHTOB W3 TPYMIbl BHICOKOTO M MPOMEKYTOUHOIO
pUCKa TMpU OTCYTCTBMM BO3MOXKHOCTH aiIoreHHOM TpaHcruiantauuu ['CK
BBITIOJIHAETCS. KOHCOJNMAALMS HE MEHee, YeM JBYMs KypcaMu. B OoJblIMHCTBE
Cly4yaeB, 3a HCKJIIOYEHUEM IMAIMEHTOB MOJIOJOTO BO3pacTa C HOPMAaJIbHBIM



KApUOTUIIOM U 0€3 JIOMOJIHUTEIbHBIX MOJEKYIISIPHBIX MapKEPOB IJIOXOI0 MPOTrHO3a
MOTYT UCTIOJIb30BATHCS PEXKUMBI CO CTAaHIAPTHBIMH J03aMu. [36]

[IpoBeneHne MOCTPEMHCCHOHHOW Tepalud y TMOXWJIBIX MallMeHTOB
ONpENENsieTCs HHJIWBHAYaJIbHO B 3aBUCHUMOCTH OT OOHIEr0 COCTOSIHUS U
KOMOpPOUTHOTO CTaTyca M BapbUpyeTcsl OoT ajyioreHHo# TpaHcmianatauuu ['CK ¢
KOHJIMIIMOHMPOBAHUEM  TOHWKEHHOM  MHTEHCHUBHOCTM 10  IIPOBEACHUS
NaJVIMaTUBHOU TEpanuy WK afeKBaTHOTO yXxojia 6e3 crenuduueckoro Je4eHusl.

IMoanep:kuBaoUIasi Tepanmus.

[TonnepxkuBaromias Tepanuss HMMEET 3HAYCHHE Yy IMAIMEHTOB B BO3pacTe
crapuie 55-60 siet, KOTopble HE ABISIOTCS KaHauaaramu Ha amio TKM u nonryvarort
Teparnui HU3KOW MHTEHCUBHOCTH U y manueHToB ¢ FLT3 mo3utuBHEIM OMJI,
MOJIYYAIOIINX TEPANUI0 MUJACTAYPUHOM B ciaydae, eciu ajuio TKM no kakum-mu6o
MPUYUHAM HE MOKET OBbITh BBIIIOJHEHA.

OCHOBHOM LENBI0 MOANEPKUBAIOIIEH TEpPANUU  SBISETCA IMPOBEICHUE
MHUHUMAJIbHO TOKCUYHOU Tepanuu, ClIOCOOHOW CHU3UTh PUCK Pa3BUTHUS PEIUIUBA.
[42] TTepopanbHBIi a3aIUTHINH PEKOMEHIyeTCs B TeueHue 14 qHeii B 28-1HEBHBIX
IHKJIAX MOCJIE TOCTHKEHUS PEMUCCUU JJISl CHUKEHHS PHUCKA PEUUJINBA CPEAU
MAIMEHTOB cTapiie 55 jeT He KaHauaatoB Ha amioreHHyro TKM. [43]
[Tepopanbublit azanuTuauH npojyuieBaer OB HezaBucuMo oT ctaryca MOB. [44]
[lepopanbHbIil a3allUTUIUH OAOOPEH MJis MPOJOJKEHMS JICUEHUsS MAalMeHTOB C
OMJI B mepBOil MOJHOM PEMHUCCUM TIOCJI€ WHTEHCUBHOW WHIYKIIMOHHOU
XUMHUOTEpAIU, KOTOPBIM HEBO3MOKHO MPOBEJICHUE NHTEHCUBHOW TEpaNKu, B TOM
yucie amnoreHHon TKM.

[TarenTsl, TOJNy4YaBIIME MHUJOCTAYpUH BO  BpeMs  HUHAYKIUM U
KOHCOJIMJAIMHA, MOTYT MPOAOJKATh MPUEM ATUX IPENapaToB B COOTBETCTBUU C

dazoit 3. [45]

IMoxnepxxkuBaronias repanus
5+1d [utapadbun 100 mMr/mM2 2 pasa B 1eHb Kaxkasle 12 gacoB /K win B/B 1-5
JTHH Kypca
Huknodochamun 650 Mr/m? B 1ieHb B/B uHQYy3us B Teuenue | yaca Ha 400 M
¢wu3.pactBopa B 1-it meHb Kypca
5+6-MII [urapadun 100 mr/mM2 2 pa3a B AcHb Kaxzaple 12 yacoB m/k wim B/B 1-5
JTHH Kypca
6-MepKanTOImypHH 60 Mr/m? B 1€Hb BHYTPb B 1-5 1HU
6-MepkanTonypuH | 6-MepkanTomypHUH 50 Mr/mM2 B [eHb, IPUHUMATh BHYTPh oA KoHTpoieM OAK,
JI0 IBYX JIET
C FLT3 myranueii | Mupnocraypun 50 mr kaxaple 12 yac BHYTps, 1-28 nHeil, 4 Henenu, Oosee
12 MKIIOB.
MyTanun He | AsanuTuanH 300 mMr BHYTpS exemHeBHO 1-14 mHel kaxaeie 4 Hemd, 10
OTHOCALIHECHA K MpOrpeccuu 3a00JIeBaHUs
FLT3
Umnciio NeiikonuToB YUmucjio TpOMOOLIUTOB /lo3a 6-MII
Gonee 2,0x10%n Gonee 100x10%n 100% 10361




ot 1,0x10%n ot 50x10%n 50% oT 103bI

o 2,0x10%n o 100x10%n

puenee 1,0x10%n Menee 50x10%a 0%

IanueHTHI, HE MOAXOASIIIUE /1JI5 HHTEeHCUBHOM Tepanuu.

CyIecTBEHHBIN MPOTPECC JTOCTUTHYT B JICYCHUHM IMMAIIMEHTOB, MPU3HAHHBIX
HEMPUTOAHBIMU ISl UHTEHCUBHOM XUMHUOTEpANUK (MOKHUIIbIE WIIM HEMOAXOSIINE
JUI1 MHTEeHCHBHOM Tepanuu manueHTel ¢ OMJI). [46] Tlo cpaBHEHHIO C OJHUM
azalMTUIMHOM  JoOaBiieHne wuHruOutopa BCL2 BeHeTOKNIAKC — yiydillaeT
KIUHUYeCKuid oTBeT. [47, 48] Jlng mamMeHToB, KOTOphIE HE MOIYT IOJIy4aTh
runometwiupytomue arentsl (HMA), nuskue no03el nurapabuna (LDC) B
COUETAaHWU C BEHETOKJIAKCOM TMPEJCTABISIOT COOOW albTEPHATUBHBIA BapUAHT
JedyeHus. Y MalMeHTOB, MOJYyYaoIIMX KOMOMHUPOBAHHYIO TEparuio Ha OCHOBE
TUIIOMETUIIMPYIONIUX areHTOB C BEHETOKJIAKC, OTBET CJIEAYET OLICHUTh B Hayajye
nepBoro mnukia (Ha 14-21 geHb) U HEOOXOIUMOCTH TEPEHECTH WM W3MEHUTH
JIO3UPOBKY TMpPU CTOMKOW IUTONMEHUM B KOCTHOM Mo3re. Bropas olieHka oObIYHO
MPOBOAMUTCS MOCIe 3 MUKIIOB, a 3aTeM MOBTOPATH KaXble 3 IIUKJIA JJIS TAllUeHTOB
B cTajuu pemuccud. [49]

Penuaus uiu pedpakrepHOCTb.

[ToBTOpHOE MOJIEKYJISIDHOE HCCIEAOBAHUE OYEHb BaXXHO NPU PEUUANBE IS
ONpENENICHUs] TApreTHhIX BapHaHTOB Tepanuu. [lalMeHThl, HE AOCTUTIINE
peMUCCUU TIocTie 2 IIUKJIOB MHAYKIMHU (BKJIIOYas HE MeHee | IHKiIa CpeHue T03bI
nuTapaOuHa) ompeneNsitoTcs Kak mnepBUYHbIA pedpakrepHbiii OMIL. ITanueHTs
JIOJDKHBI OBITh paccMOTpeHbl i ayutoreHHod TKM. ®dakTopsel, CBSI3aHHBIE CO
CHUKEHUEM BbDKMBaeMocTu npu penuauBe OMIJI, BkitouaroT: 6ojiee KOPOTKUN
11(50) (V) 0e3penuIMBHOM BBIKUBA€MOCTH (MeHee 6-12 MeCSIIIEB),
HeOJaronpusITHLIN KapUOTUIl PUCKA MPU TOCTAHOBKE JUArH03a, MOXKHJIONW BO3paCT
(> 45-55 ner) wm mnpemmectByromyr TKM. Ecmu npoenenne TKM He
paccMmaTtpuBaeTcs (Hampumep, y TOXWIBIX MAIlMEHTOB), II€JI€CO00pPa3HbIM
KOHTpOJIEeM 3a00JIeBaHUs SIBJISETCS MCIOIb30BAaHUE HEMHTEHCHUBHOTO BapUaHTa,
TaKOT0 KaK TUIIOMETUIIMPYIOIIME areHThl B KOMOMHAIIUK C BEHETOKJIAKCOM WJIU 0e3

uero. [53]

AJJIOTeHHASl TPAHCILVIAHTALUSA FeMOIOITHYECKHUX CTBOJIOBBIX KJIETOK.
OMJI sBnsercs HamOojee YACTBIM IMOKa3aHUEM JUIS TPOBEACHUS aIOTeHHOMU
TI'CK, wactora KOTOpO# €XerogHo B mupe yBenunuuBaercs Ha 10% [54, 55].
HemuenoabnatuBHbie PEKUMBI KOHJIUIIUOHUPOBAHHUS 158) PEKHUMBI
KOHJIUIIMOHUPOBAHUS CO CHMKEHHOU TOKCMYHOCTHIO (RIC) mo3BOIAIOT TPOBOIUTH
ajutoreHnyro TT'CK mamueHTaMm B cTapiieil Bo3pacTHOW rpymme. Tem He MeHee,
TOJIBKO HeOOoJbIIOMY KoJinuecTBy mnamueHToB ¢ OMJI mpooautcs TI'CK mo
npuurHe OoJiee TOXKUJIOTO BO3pacTa IMAalMEHTOB, HAJIMYUS COMYTCTBYIOIIMX
3a001€BaHUM, TOKCHYHOCTH MPEAUIECTBYIONIEH Tepanuu, HEBO3MOXKHOCTU



JOCTHKEHHSI TTOJIHOM PEMUCCHH, PAHHETO Pa3BUTHS PEIUANBA WIH pePpaKTepHOM
dopmbl seiiko3a [56, 57]. ITlpuHsATHEe pemieHHs IO TOBOLY MPOBEICHHS
TPAHCIUIAHTALIMM 3aBUCUT OT OLIEHKM COOTHOUIEHWS! PUCKA WM MOJIb3bl (HAaIpUMED,
COOTHOIIIEHHE PHUCKA CMEPTH WM OCIOKHEHHM, HE CBS3aHHBIX C PELUAMBOM, K
CHUKEHUIO PUCKA PELUIMBA), OCHOBAHHOW HA IIUTOI€HETHUYECKUX U MOJIEKYJISIPHO-
IFeHETUYECKUX KpUTEpHUsX 3a00JieBaHMs, a TakKe Ha COMAaTUYECKOM CTaTyce
nanueHTa, JOHOpa W JApyrux (axkropax mpenacrosiuieil Tpancmiantauuu. [lpu
OCTPOM  MHENOOJACTHOM JIEKO3€ C TEHETHKOM OJarompusiTHOrO pHCKa
nposenenue TI'CK B mepBoit pemuccun He nokazano [58]. Kak npasuio, TI'CK
PEKOMEHIyeTCsl IPOBOAUTH, KOT/Ia PUCK peruauBa B ciydae He npoeaeHus: TT'CK
npeBbimaer 35 — 40%. B rpynmne manueHTOB ¢ T€HETHMKON HEOJIaromnpusTHOTO
pHUCKa CUMTAETCS OOLICHPUHSTHIM, YTO TPAHCIUIAHTALMIO HEOOXOAUMO MPOBOAUTH
Cpasy Iociie JOCTHKCHHUS MOJIHOM pemuccuu. [59]

Jns mamuentoB ¢ nepcructupyromert MOb unu ¢ panaum nosinenuem MOb
HEe00X0AMMO IpoBeieHne Tepanuu cnacenus ¢ nociuenyromnieil TI'CK no pazsutus
remMarojiormaeckoro penuausa. [60].

[IporHo3 y mauveHToB ¢ MOP(HOJIOTrMYECKUM PEUUAMBOM B TE€UEHHUE IMEPBbIX 12
mecsneB nocie TKM muoxoif, XoTss ObICTpOE CHHKEHHE UMMYHOCYIPECCHUU HIIU
uHQY3Us JTOHOPCKUX JHUMQOIMTOB MOXET TMOMOYb MalleHTaM C paHHUM
MOJIEKYJIIPHBIM WJIM IIUTOTEHETUYECKUM PEIMIUBOM. A3AMTUIUH ¢ HHYy3UeH
JOHOPCKUMH JUMGOIUTAaMU WK 0€3 HUX U PEKHUMBl CHACEHUS HAa OCHOBE
BEHETOKJIAKCA MOTYT JIOCTUYh PEMHUCCHUU Yy HEOOJBIION 4YacTH MAIMEHTOB C
MEHBIIEH TOKCUYHOCTBIO B CPAaBHEHHWHM C WHTEHCUBHOW xumuorepanueu. [Ipu
noctiwkenun Btopor [IP pexomengyercs paccMoTpeTh WHEAY3UIO JTOHOPCKHUX
TUMQOITUTOB WK BTOPYIO ayuioreHnyr0 TKM. [61]

TepaneBTHuYecKkasi TAKTHKA B X0/1€ NPOBeACHNS UHIYKIMOHHOIO Je4YeHUsl.

[lepBbIM KypcOM HMHAYKLIHMH JOJDKHO OBITh 7-IHEBHOE BBEIEHHE IUTapaOUHA B
nosze 100-200 mr/m? nuGo 2 pasa B CYTKH KakK KOpPOTKas MH(Y3Hs JHOO B BHJIE
HEMpEepbIBHOM B/B  MH(Y3MM B COYETAHMM C 3-IHEBHBIM BBEJICHHUEM
AHTPALMKIMHOB (HayHOPyOMIMHA B [03¢ KaKk MUHMMyM 60 wMr/mM> wim
UIapyOMIMHA MIIM MUTOKCAHTPOHA B mo3e 12 mr/m?). Cxema “7 + 3” B HacTosIee
BpeMsl SBIISIETCSl CTaHAAPTOM HWHAYKIMOHHOW Tepanuu. Jlo Hayama Ttepanuu
HEOOXOUMO OTPEAETUTh, MOKET JIU OBITh BBINOJIHEHA MAllMeHTaM HHTEHCHBHAs
MHIAYKIMOHHAs Xxumuorepanus. HecMoTps Ha TO, 4TO OIlEHKAa PUCKAa CMEPTHOCTH,
oOycioBieHHON MHTEeHCHBHOU xumuoTepanuein (TRM), nanbonee akTyanbHa ais
0oJiee MOXKUIIBIX MalMeHTOB (0OBIYHO cTapiue 65 JeT), 0JHAKO BO3PACT HE JIOJKEH
OBITh PEIIAIONIMM OIPEICIUTEIeM TPU BBIOOPE MHTECHCHBHOCTH Tepanuu [62].
Ecnmu nocne mepBoit mHaykuuu Ha 14 wim 21 aeHp Kypca KOHCTAaTHMpOBaHa
pEMHUCCHUSA, CYLIECTBYET HECKOJBKO TMOJXOJI0B K IOCTPEMUCCUOHHOW TEepamnuu
OMJI: BBITIOJTHCHHUE TKM, TpaguMOHHAs KOHCOJIMJAIIMOHHAs XT.
Tpancmantanus ~ aluIOTEHHOTO ~ KOCTHOTO ~ MO3ra  WIM  aJUIOT€HHBIX
FEeMOIMOATHYECKUX CTBOJIOBBIX KJIETOK (aymo-TKM/amno-TI'CK) B



MMOCTPEMUCCHOHHOM TEpaIu aCCOLMUPOBAHA C CAMBIM HU3KHM PHUCKOM Pa3BUTHSA
peunauBa. Ecinm pemuccrs HE JTOCTUTHYTA, TO MAUMEHT BEAETCA MO IPOrpamme
«IBOMHOW MHIYKIIUN.

CHu:KkeHMe /103 MPeNnaparoB MPOU3BOIAT:
®  [IpU NOYEYHOU HEJOCTATOYHOCTH;
®  [IpU NEYEHOYHOM HEIOCTATOYHOCTH.

Koppexuusi 10351 IpenapaToB NPH MOYeYHONH HEAOCTATOYHOCTH

JayHopyOuria Ecnu kpeatnHnH >262,2 MKMOJIB/IT, 1032 cHIKaeTcs Ha 50%
(Daunomycin)

1 napyOunus Ecnu kpeatunud 106—177Mkmonb/11, 1o3a cHkaetcs Ha 50%
(ldarubicin) Eciu kpeatnHuH >177MKMOIIB/J1, HE UCTIOIB30BATh

Koppekunﬂ A03bI MpenapaToB NMNpu ne4eHOYHOM HEA0CTATOYHOCTH

[{urapabun (Ara-C) Ecnu 6mnupy6un 26,65 MrMoib/1-51,3 MKMOIIB/N1, K032 cHIKaeTcs Ha 25%;
Ecnu 6nmnpy6us >51,3 MkMonb/J, 7o3a cHukaeTcst Ha 50%
JlayHOpYOUIIMH Ecnu Ounmnpy6un 26,65 MKkMomb/1-51,3 MKMOIIB/JI, 103a cHIXKaeTcs Ha 25%);
(Daunomycin) Ecmm ommupyoun 51,01 MmkMoms/n-85,5 Mxmoits/i1, no3a cHikaercst Ha 50%;
Ecmu OnmpyOuH >85,5 MKMOIB/JT, MPOIOIKATh HE PEKOMEH Ty eTCs
W napyOuriua Eciu 6unmupyoun 26,65 MkMonb/n-51,3 MKMoIb/n, po3a cHrokaeTcs Ha 25%;
(Idarubicin) Ecrmu 6umupyoun 51,01 mxmons/n-85,5 MrMomb/1, no3a cHuxkaercss Ha 50%;

Ecnu OmnpyOuH >85,5 MKMOJIB/JT, TPOAOIIKATE HE PEKOMEHIYETCS

HapyuieHust co CTOpOHBI MOYEK U NMEYeHU HEOOXOIMMO MPUHUMATh BO BHUMAaHUE
HE M30JMPOBAHHO, & B KOHTEKCTE C JPYTUMH COIIyTCTBYIOIIUMH 3a00JICBAHUSIMY,
Py HEOOXOJMMOCTH ISl CHUPKEHHS 703 MpernapaToB, HO JaHHbIC HapyUICHUS B
YUCTOM BUJE HE JOJDKHBI CUMTATHCA MPUYMHON OTHECEHMs MAIlMEHTOB K TPYIIIE,
KOTOpOM HE MOXET OBITh BBIMOJHEHA WHTCHCHUBHAS WHIYKIMOHHAS Tepamusl.
[locne 3aBepiieHHs NEPBOrO0 Kypca XUMHOTEPANUU HEOOXOAMMO BBINOJIHEHHE
IIPOrpamMMBbl COITPOBOJIUTEIBHON TEpAIUU.

VY mamuentoB ¢ OMIJI ¢ skcnpeccueirt FLT-3 goGaBnenue k mporpamme

nedenus: mnpenapatoB FLT3-uaruOutopoB (MHTHOMTOPOB TPOTEHHKHHA3HI)
*MumocTaypuHa wim copadennoa™*.
Pexxum nozupoBanus mujpoctaypuna: 50 mr 2 pasa B JeHb BHYTpb 8-21-i1 aHM
Kypca OJHOBPEMEHHO C MHAYKIMOHHOM Tepanumed «7 + 3» wu 4
KOHCOJIUJIUPYIOIIMMHU ~ KypcaMu  LHUTapaOMHOM™®* B BBICOKMX  J03aX C
MOCEAYIONIECH MOAICP)KUBAIOIIEH Tepanuet MuaoctaypuHoM S0 mr 2 pasza B J€Hb
B TeueHue 1 roja.

Pexxum nozupoBanus copadennda™* y Mmonoapix nmaueHTon: 400 mr 2 pasa B
neHb BHYTpb 1019-i1 qHM Kaxkaoro MHAYKIMOHHOTO Kypca; gainee 400 mr 2 pasa B
J€Hb, HayuHasg C §-T0 JHA KaXIOro Kypca KOHCOJIWAALMH, Jajiee



nojep kuBaromas Tepamus copadperndoom™* 400 mMr 2 paza B neHb B TeueHue 1
roja.

Pexum no3upoBanust copapennda™* y moxunbix manuenton: 400 mr 2 pasa B
JIeHb BHYTpPb 17-U THM KaKJ0ro MHAYKIIMOHHOTO Kypca; gairee 400 mr 2 pasa B
JIeHb BHYTpb 128-ii nHM 1Ba 28-IHEBHBIX Kypca OJHOBPEMEHHO C 2 Kypcamu
KOHCOJIUJAIIMN CPETHUMH J103aMU IuTapadbuna™** (2 r/m2/cytku, 1-it u 5-i quu 28-
JTHEBHOTO Kypca), Aajiee MojjepskuBaromias tepanus copapennoom 400 mr 2 paza
B JICHb BHYTPb B T€UEHUE TOJIa.

IlepBasi KOHTPOJIbHASA NMYHKIHWS KOCTHOIO MO3ra BbINOJIHAeTcs Ha 14 — 21
JeHb OT HA4YaJia Tepanuu NMepBOro MHAYKHHUOHHOIO Kypca (HO He mo3xke 21
JAHS) He3aBHCHUMO OT NOKa3aTejeH nepudepnieckoil KpoBHu.

Pemuccus koHCTaTUpyETCS MPU HAJTUYUU B MyHKTATE€ KOCTHOTO Mo3ra 5% u MeHee
0JIaCTHBIX KJIETOK (TpH mojicuere He MeHee 4eM Ha 200 KJIETOK) IMpH KOJIUYECTBE
Heiitpopunos B nepudepudeckoii kposu Gomee 1,5 x10%m, mpu kxomudectse
TpoMOouMTOB ~ Gomee  wiam  paBEoM  100x10%m, mpm  orcyrcTBHM
AKCTpaMEAYyJUIIPHBIX 0YaroB JICHKEMUYECKOI0 POCTa.

Ecnu npu nccnenoBannu KOCTHOTO Mo3ra Ha 14 — 21 neHs nociie Hayana Tepanuu,
KOHCTAaTUPYETCA BBIPAKEHHAs] OCTaTO4yHas OOJe3Hb 0€3 THIMOIIa3MH KOCTHOTO
Mo3ra (TUIOIUIa3usl OMpeeNsieTcs, Korga KonuuectBo kietok <10% -20% wu
ocTaTO4HBIX OacToB <5% -10%) uinu 3HAUMTEIbHAS [MUTOPEIYKIMSA C HU3KUM %o
OCTaTOYHBIX 0JIACTOB, TO MOKHO TIOBTOPUTH BTOPOM IIMKJI TaKOro K€
WHAYKIIMOHHOTO pekuma. [lpu coMHHTENbHOM pe3yibTaTe, HE00X0AUMO
IIOBTOPUTH NYHKIMIO KOCTHOIO MO3ra 3a S5-7 JHEM A0 Hayaja CIeqyroLIen
Tepanuu. B ciiydae KOHCTaTUpOBaHUS THIIOIUIA3UU - JTOKIAATHCS BOCCTAHOBIICHUS
KOCTHOT'O MO3Tra — MOBTOPUTH MYHKIIUIO KOCTHOTO Mo3ra uepe3 /-14 nHei.
Ucknouenue:  Havano  Kypca  OTKJIQABIBAETCA  MPU  HEKYMUPYIOIIUXCS
MH(EKIIMOHHBIX  OCJIOKHEHUSX  (MHEBMOHMM, WHBAa3MBHOIO  aclepruiesa,
JMCCEeMUHUPOBAHHOIO KaHIU03a, Celcuca U T.1.), BOIPOC O MPOJIOHTUPOBAHUU
nepephiBa Mocje NePBOMl MHAYKIIUK PEIIaeTCsl MHIUBUIYaTbHO.

MakcuMallbHBI  CPOK YJJIMHEHHWS] MEKKYpCOBOIO MWHTEpBaJia mocie 7+3 B
OTCYTCTBHM Osiacto3a coctaBisier 35 nHed. OO0s3aTenbHO BBINOIHSETCS BTOpas
KOHTPOJIbHAS IMyHKIIHSl YKE TI0C]IE BOCCTAHOBJIEHUS NIOKa3aTese.

Ecnu nuronenus mnocie nepBoro MHIYKIMOHHOTO Kypca OYeHb IIyOOoKast — YUCIIO
neiikomuroB 1,0x10% 1 u MeHee coxpaHsercs K 35 AHIO HOCIE Kypca, TO
PEKOMEHYETCSl BBIITIOJIHUTh OBTOPHYIO ITYHKIIMIO KOCTHOTO MO3ra € IMOJCYETOM
MUEIOTPaMMBlI, OLICHUTH BEPOSITHOCTD UHUIUPOBAHUS BHUPYCAMHU
(mepudeprueckass KpoBb M KOCTHBIM MO3I Ha MapKephl BHPYCOB TIEMaTHUTOB,
IpyNIbl repreca), BBIIOJHUTH TPENaHOOMONCHIO (TIPU BO3MOXKHOCTH, CIEAYET
BBINIOJIHUTh M HMMMYHOTMCTOXMMUYECKOE HCCIEAOBAHHE AaHTUT€HOB BHUPYCOB
ceMeiicTBa repreca u BUPyCOB reaTUTOB B TPEMIaHOOUONTATE).



Ecnu B Tpenmano6uonTate Ha (poHE IIyOOKOW HUTONEHHH MPOAOKUTEIHHOCTHIO
6osee 35 mHEHl BBIABISAETCS HOPMOKJIETOUHBIN WM THUIEPKICTOYHBIA KOCTHBIN
MO3I' HE3aBUCUMO OT MpPOLIEHTa OJACTHBIX KIETOK B IYHKTAaTe, TO IMalMEHTaM
MOXXET OBITh HayaT BTOpPOM Kypc HHAyKIuH. Ecnu B TpemaHobwomnrate
OTIpe/ENsAeTCsl 3HAUUTENbHAs aIula3usi MPU OTCYTCTBUM YBEIMUYEHHOTO IPOLIEHTA
OnacTHBIX KJIETOK B IyHKTaTe, TO PEKOMEHIyeTcs emie Ha Henmenmo (+42 neHb
HocJie Kypca) OTJIOKHUTh Hayallo Kypca KOHCOJIHUIAIUH.

Jlo Hawanma BTOpOTO Kypca MHIYKIMHM MPOU3BOISAT TEpepacyeT 103
[IUTOCTATUYECKUX MPENapaToB, MOCKOJIbKY BBICOKA BEPOSITHOCTh TOr'0, YTO MOCIIE
NEepBOro Kypca BeC MalleHTa YMEHBIIWICS, W oO0las IMOBEPXHOCTh Tela
U3MEHUJIACK.

OTOT Kypc TpeOyeT TaKoro € BBIIIOJHEHUS AJITOPUTMOB CONPOBOAUTEIBHON
TEepalmuy, 4YTO W TEPBBIM HMHAYKIMOHHBIA (QHTUDMETHYECKAs]  TEparusl,
3aMECTHUTENIbHASI Tepanusi KOMIIOHEHTaMHU KPOBHM, aHTUOMOTHYECKAsl Tepanus Mpu
Pa3BUTHHU HH(PEKIIMOHHBIX OCIOXHEHUN).

Ecnm y mamumenta mocie BTOpPOro Kypca MHAYKUMM Ha 14 wnimm 21 neHs B
KOHTPOJIBLHOM ITYHKTaT€ KOCTHOTO MO3Ta ompenensercs Oosiee 5% O1acTHBIX
KJIETOK TO KOHCTaTHUPYETCS pE3UCTEeHTHass (opmMa OCTporo Jeilko3a, ¥ MALHEHT
MEPEBOAUTHCS HAa MPOTOKOJIBI JieueHus: pedpakrepHbix OMIL.

IIpu ycranoBnenun auarHoza OMJI Bcem mamueHTOB M cubcaMm 00s13aTeJIbHO
npoBeneHue HLA-TunupoBanus (CpeiHee pa3peiieHue).

TepaneBaneCKaﬂ TaKTHUKa B X01€ IIPOBCACHHA KOHCOJMAUPYHOLIETO
JICHCHHUHA.

OOBIUHBIN CPOK Hayaja TMEPBOrO0 Kypca KOHcoiupanuu - 28-35 neHb BTOPOTO
Kypca UHIYKIIMU, MaKCUMaIbHBINA - 42 1HA. MakcUManbHBIN CPOK OMpeemseTcs
JUIIh HAJIMYMEM TSDKENBIX MH(EKIMOHHBIX OCJIOXHEHUH, HE KYNUPOBAHHBIX B
TE€YEHHUE MOCIEKYPCOBOTO IEPUOAA.

Bcem mnammeHnTam He3aBHCHMMO OT BO3pacTa II€JIeCOO0pa3HO  HMCCIIEAOBATh
(GYHKIIMOHATBHOE COCTOSIHUE CEPACYHON MBIIIIIEI (TIepel KypcaMu KOHCOIUAAINH
u TKM ob0s3arensHo). Ilpu oOHapyKeHMM 3HAYUTEIBHOTO  CHUKEHUS
COKpAaTUTENIbHOU CIocoOHOCTH MuoKapjaa (dpakiusi BeiOpoca MmeHee 40%) unu
NOBBIIICHUS KOHIIEHTPALUU MPEJCEPIHOIO HATPUI YPETUUYECKOTO MenTuaa oosee
100 Hr/mn uenecooOpa3Ha KOHCYJIbTAlUsl KapauoJiora U BBIOOp KypcoB 0e3
AHTPALMKINHOB.

CoBpeMeHHbIC AHTPAUMKJIWHBI, NpuMeHsieMble B  Tepanuu OMJIL,
XapaKTepU3yITCHd  Pa3jIMYHBIM  JMANA30HOM  KyYMYJSATHBHBIX 103,
NPUBOAAIIMX K PA3BUTHIO KAPAUOTOKCHYHOCTH:



AHTPANMKJIMHBI KymyasitTuBHasi 1o3a OnHoxpaTHas 103a
JlayHopyOHIIH 450 mr/m? 60 -90 mr/m?

U napyouius 150 mr/m? 12 mr/m?
MUTOKCAHTPOH 140 mr/m? 12 mr/m?

JInst mpoBeneHUs KOHCOJMHMIAIIMKA PEKOMEHIYIOTCS PEKHUMBI, HE COIEpIKaIlne
AQHTPAIMKIMHBL.  JTO  CBS3aHO C  Pa3BUTHEM  TOKCHYCCKUX  PEaKIHid,
OOYCIIOBJICHHBIX MHEIOTOKCUYHOCTBIO, TPH TNPUMEHCHHH aHTPAUKIMHOB B
pekuMax KoHcouaanuu [43].

JI03bI IUTOCTATHYCCKHUX TMPEMapaToB B Kypcax KOHCOJHIAIMH, BKJIFOYAIOIINX
MPOMEKYTOUHBIE 1036l [UTapabWHA, HA3HAYAIOT COOTBETCTBCHHO ILTOMIAIH
MIOBEPXHOCTH TeJjla MaIlMeHTa, ONPECIICHHOM MepeT KaxabIM KypcoMm. [63]

Nudy3us nurapadbuna npu nposeaeHnu kypcoB IDAC gomkHa OCyIIeCTBIATHCS B
TeueHue 3 yacoB. Ilpu u30bITOUHO KOPOTKOM BBeAeHUU (A0 1 yaca) U OuYEHb
JUTUTEIBHOM  (KPYTJIOCYTOYHO) BO3MOXXHO pPa3BUTHE JIETOYHOTO JIHCTpecc-
CHUHJIpOMa, CBS3aHHOI'O IUTapaOUHOBOM sHoTenuonatuen. [Ipemeaukamnus nepen
BBEJICHHWEM IIMTapaOuHa B BBICOKUX J103aX MPOBOJUTHCS JEKCAaMETa30HOM 4-8 Mr
B/B WM METWINPEIHU30JIOHOM B IepepacueTe Ha JeKcameTa3oH. 3a 12 yacoB 1o
Havana kypca IDAC nanuenTy Ha3HA4aI0TCA TI1a3HbIE KAl ¢ KOPTUKOCTEPHIAMU
U MPOBOJUTCA BCe 5 MHEN Kypca + mepBblil JeHb nepepbiBa. ConmpoBoauTeNbHAS
Tepanus OCyUIECTBIIAETCS MO TEM K€ MPUHIIUAIIAM, KaK U B IEPUOJ UHIYKIIMOHHOTO
JICYEHUS.

KOHTpOBHYIO MYHKIUIO KOCTHOTO MO3ra IMOCJE KaXIO0ro Kypca KOHCOJIUIAIUU
POU3BO/IAT:

1. [Tocne kypca «IDAC» — Ha 28 nenb;

2. ITocne npyrux nporpamm IIXT — Ha 21 neHs.

Ecnu mocne mporpaMm KOHCOJNMAAIIMU TOKa3aTenu Nepudepuyeckor KpoBH HE
BOCCTAHABJIMBAIOTCA K 35 JIHIO, TO HEOOXOJUMO BBIMOJHUTH TOT K€ aJITOPUTM
o0clieIoBaHMs MAIlUE€HTa C IUTOINEHHUEH, KOTOPBIM OMUCAH JJisi UHAYKIIMOHHOTO

Kypca.

Ecnu marueHT ObLT OTHECEH K TPYIIE HU3KOIO PUCKA, HO IMOCJE MEPBOTO Kypca
WHIYKIWHM, TPOBEICHHOTO B TMOJHBIX J03aX PEMHUCCHU HE JAOCTUTHYTO, TO
MalKeHTa OTHOCST K TPYIINE BHICOKOTO PUCKA.

B npomonnenme k wucxogHeiM ¢akTopam pucka, onenka MOb mwpu 1P
PEKOMEHIyeTCsl JJIsl TIAlIUEHTOB C HEOIaronpusTHBIM PUCKOM B TIEPBOM PEMHUCCHH
uisi 000CHOBaHWSA BBIOOpPA KOHCONMIUPYIOIMICH Tepanuu. JIJis TarueHToB ¢
OIICHOYHBIM PHUCKOM peluaAuBa, MnpesbimaromuM 35-40%, KoHcommmanus ¢
amorenHoit HCT octaeTcst mpenoyTUTEIbHBIM BApUAHTOM TOCJIE PEMUCCHUU. [64]
K vuMm otHOCcsaTCs nmaruenTsl ¢ OMJI ¢ HeOIaronpusTHEIM PUCKOM WJIH 0O0JIE3HBIO
0e3 HeOnaronpusITHOTO pucka ¢ nepcucteHeir MOB. [36]



JlanbHeillee BeeHue.

[TepeppiBBI B Tepamuud JOMYCTUMBI TOJBKO B Ciydasx WHQPEKIIMOHHBIX
OCIIO)KHEHUH, B TOM uucie (eOpuIbHOW HEUTPOIEHUH, B Cllydyae OTCYTCTBHUSA
apdexta OT  CcTapTOBOM  aHTHOAKTEepUaNbHOW  Tepamuu.  JleiikomeHus
(arpaHy0IIMTO3) W/WUIM TPOMOOLMTONECHUS caMH TI0 cebe He SABIAIOTCSA
JIOCTaTOYHBIM ~OCHOBaHMEM Il TMpPEpPhIBAaHUS XUMHOTEpanuud B IEPUOJIE

UHAyKIMU. Ecid  4ucio  JICMKOLIMTOB MEHEe 1,0X109/J1, HO OTCYTCTBYIOT
MH(EKIIMOHHBIC OCJIOKHEHUS — Teparus He MpeKpaliaeTcs.

Bakuuuanuss npotuB BUpycHbIX wuHGpeknui rpunma [65] m  COVID-19
PEKOMEHyeTCsl BCEM TMAaIlMeHTaM JUIsl CHIDKCHHS PHCKA TSKEIBIX WH(EKITHMA.
Ucnonb3oBanue pakTopoB pocTa OOBIYHO HE PEKOMEHIYETCS, UCKIIOUCHHUE TOJIBKO
y OTHIENbHBIX IMAllMCHTOB (HAIpUMEp, B CiIydae TSHKENIBIX HWHQPEKIHWH) WId B
OTIPENICIICHHBIX YCIIOBHSX JICUEHUS (HAampuMep, IS YMCHBIICHHS BpPEMEHU

reMaToJIOrMYECKOr0 BOCCTAHOBJICHHS B IUKJIAX KOHCOJMAIHHK). [66]

HoBble areHThl: TAKTHKA NMPH HeKeNaTeJIbHBIX siBJIeHusAX [47]

Azenm HA, mpebyrowee ocobozo Janvueniman makmuxa
SHUMAHUA
Mugocraypus Vununenune QT (10%) [IpepriBanne/cHMKEHNE  [TO3BI,  KOPPEKIHA
COITYTCTBYIOUIETO JIEYEHUS, IOMOJHUTETbHBIN
koHTpoJb DKI
lunreputnHUO [oBrIIeHHE ypoBHs | [IpepriBanne/cHIKEHUE 103BI (TIPH CTEHCHH >
TparcamuHas (81%) 3) cumwkenue 10361 ¢ 120 Mr g0 80 Mr wim ¢
VY niunenne QT (9%) 200 mMr mo 120 Mr B ciaydae pa3BUTHS
Cunnpom 00paTUMOii | OCTIOKHEHUN
sruedanonaruu (1%) IIpu paspemeHNH TOKCHYECKUX SIBICHMHA WIH
YIy4IIEeHHH WX JO CTeNeHH TsbkecTu |
BO300HOBUTH HCIIOJIb30BaHUE IIpernapara B
MEHBIIEH J103€.
HBocunenu6d JuddepeHnnanbHbIi JIeKCaMeTa30H, TUIPOKCHMOYEBHHA npu
cuaapoM (25% mono, 17% B | COIMYTCTBYIONIEM JIEHKOIIUTO3E,
COUYETaHHH C a3aI[UTHIIH) [pepriBanue/CHIKEHNE JTO3BI
Y amuuenue QT (21% mono, KOPPEKLUS COIYTCTBYIOLIETO JICUEHHUS
26% KOMOMHAIHAA C
A3aIUTHAUHOM)
OHazueHno JuddepeHnnanbHbIi JekcameTas3oH, TUAPOKCUMOYEBHHA pu
cunapom (14% mono, 10% B | comyTCTBYOIIEM JEHKOLUTO3E,
COUYETaHWH C a3aI[UTHIIH)
[ToBbimeHue OmwupyOHnHa
(81%) [IpepbIBaHKEe/CHUYKEHUE JI03bI
Beneroxnakc Hefitponenus Pannsis oueHka orBera, Hampumep, Ha 14-21
TpomOoruTOTICHAS JIeHb [HKJIa 1, €ClM KOJIMYeCTBO OJIacTOB B
KOCTHOM Mo3re < 5%, oTMEHa BEHETOKJIaKca Ha
cpok no 14 nued ana BocctaHoBieHus. Eciau
HEWUTPOIICHHsI HE IPOXOAUT Yepe3 7 IHEU mocie
MIPEeKPAICHHS npreMa BEHETOKJIaKCa,
nobasnenne [-KC®  Mmoxker  ycKopHUTb
BOCCTAHOBJICHHE.




[locnenyromue  OUKIBL:  a3aUUTUAMH 75
Mmr/m 2 i /x/B/B 1-7 nueit (nam 1-5 + 8-9 nueit)
i penuradbud 20 mr/m 2 B/ B 1-5 mgHeilt mwiroc
BeHeToxiake 400 mr 1 p/cyT, uiam HU3KHE O3B
murapabura 20 mr/mM2nm  /k d1-10  mmoc
BeHeToksakc 600 Mr ouH pa3 B J€Hb KaXKIble
4 Helenu bi (o) MPOTPECCUPOBAHUS.
OtcpoueHHoe BOCCTaHOBJICHHUE win
peUHUANBHPYIOIAS
HEHTponeHus/TpoMOoLnMTONICHNsT 4-i CTeIeHH,
BO3HMKAOLIAS npu JICYEHUH u
mpojoJpKatomasics > 7 nmHeH, TpeOyroT
COKpAIlleHUsT TPOJOKUTEIBHOCTH BBEJCHUS
BeHeTOoKIakca (¢ 28 mo 21 wm 14 pgHe# wim
ke MEHbIE) W/WIM CHIDKCHUS  JIO3BI
a3alUTHANHA, JACIUTa0WHA, WM HHU3KHE 03Bl
nuTtapabuHa, eCcli  TsDKeNas — THUIOIUIa3hs
KOCTHOT'O MO3ra.
YBenuueHue M03bI B IUKIE 1; peKOMEHIyeTC S
THApaTaIus, MPO(QUIAKTHUECKOES
CuHApOM JIn3uca OIyX0JIu UCTIOJIb30BAaHUE  TIPEMaparoB,  CHHKAFOLIUX
YPOBEHb MOYEBOM KHUCIOTBL, TLIATEIbHBIN
MOHUTOPHUHT QJICKTPOJIMTOB u CHUKCHHUEC
nmerkonuToB A0 < 25 x 109 /m (< 25 000 /
MKJT).

*  VYwmepennole unruoutopsl CYP3A
(manpuMmep, UMOPOQIOKCAIMH): YMEHBIIUTE
03y BEHETOKJIakca HE MeHee 4YeM Ha

BzaumoeiictBue ¢ | 50%; da3za napacranus: 50 mr Ha 1-it nens, 100
unruouTopamu CYP3A Mr Ha 2-i geHs, 200 mr BHyTps QD HaumHas ¢
3-ro JTHS

* Cunpable uHrHONTOPEI CYP3A (Hanpumep,
mo3akoHas3od): (asza Hapacranus: 10 mr Ha 1-i
JeHb, 20 mr Ha 2-i geHb, 50 mr Ha 3-if JeHb. ,
100 mr (umm menee 1) 207 QD PO Hauwunast ¢ 4

JTHSL.

CC- Heiitponenus (44%) | IlpepriBanue/CHUKEHHE JI03bI, MHUEIIOHHBIC

486/nepopanbheiii | TpomOonuTonenus (33%) | daxTopsr pocra

a3alUTHIUH Tommnora  (65%),  psota | Ilpodunakruueckue IIPOTUBOPBOTHBIE
(60%), muapes (50%) CpencTBa

Oco0eHHoOCTH JIeyeHns y OepeMeHHbIX.

[Ipu aquarHocTUKE OCTPOTO JIeKOo3a B MEPBbII TpUMECTp OEPEeMEHHOCTH /10 Havasia
XUMHOTEPANUN PEKOMEHIYETCsI OOCYIUTh BOIPOC O MPEPbIBAHUU OEPEMEHHOCTH.
XumuoTepanusi B TepBoM Tpumectpe OepemenHoctu wumeer 10-20% puck
pPa3BUTUS TSDKEJBIX aHOMalui pa3Butus [6/7/]. Heobxomumo oOcyauTh C
NAlMEHTOM BC€ AapryMeHThl 3a M MPOTUB HCKYCCTBEHHOTO MpEphIBAaHUS
oepemennoctu (Y - IIC). Xumumotepanuio y OEpeMEHHBIX pPEKOMEHAYETCS
HAaYMHaTh HE paHbllIe BTOPOro Tpumectpa (mocie 14-15 Henens recrauuu), Koraa
3aBepiiaeTcsa (popMupoBaHHE TeMoIulalieHTapHoro Oapbepa [68]. JlmarHocrtuka
OMJI, nauunas co Il tpumectpa u m0 34 Henenb OEpPEMEHHOCTH, SBISETCS
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MOKAa3aHUEM K MPOBeAeHUIO HHAYKIHNOHHOM XT B monHbIX q03ax. /J[aHHas TakTUKa
HarpaBjieHa Ha Haubosee ObIcTpoe AocTKeHue moiHo pemuccuu OJI, Tak kak
poJiopaspernieHre, Npu BO3MOXKHOCTH, JOJDKHO BBIIIONHATHCA Ha (OHE pemMHCcCHU
OMUJI BHE IMTONEHUH, YTO MO3BOJIUT CIIENATh HEOOXOAUMBIN /1JI1 BOCCTAHOBJICHUS
1I0CJI€ POJIOB UHTEPBAI MEXKIAY KypCaMH IIUTOCTUTUYECKON TEpau Kak MUHUMYM
2-3 "epenu. [lpu npuMeHeHUM JIOOBIX JICKAPCTBEHHBIX IPENapaToB BO BpEMs
OEpeMEHHOCTH HEOOXOJMMO BCErja OLIEHUBAaTh COOTHOIIEHUE pHUCKA U
noJis3bl (Y] - IC). Ilpenapatsl B BRICOKHX [103aX, HAAPYOMIIMH, JayHOPYOHMIIMH U
JUTIOCOMAJIBHBIN JTOKCOPYOUIIMH MOTYT MPOHUKATh 4Yepe3 T'eMOIUIalleHTApHBIN
Oapbep M OKa3bIBaTh TOKCHMYECKOE BIUSHUE Ha IUIOJA, B TOM YHCJIE BIUSATH Ha
byakuuo  Muokapaa. Ilpu  BeIOOpe  aHTPAIMKIMHOBBIX  AHTUOMOTHKOB
MPEANOYTEHUE  CKOpee  JIOJDKHO  OTAAaBaTbCAd  JAYHOPYOMIMHY,  HEXENn
UIapyOuIMHYy, Y4YUTBhIBasg €ro OOJBLIYIO JIUMO(UIBHOCTh, OOJIEMYarOUIyl0 €ro
TpaHCIUIAlEHTapHbIA TpaHcopT. Kpome Toro, uaapyOunnd obiagaet U 00abien
apdunnoctero k JHK. B kadectBe HHIYKUHMOHHOM  XUMHOTEpAINUU
MpEANOYTUTEIbHA CTaHIapTHAsE KOMOMHALMS AayHOpyOulmHa u uutrapaduna (Y /1
- IB). Pacuer 103 mpenapatoB JOJDKEH MPOBOAUTHCS HA OCHOBAaHUH (DaKTHYECKON
Macchl Teja C y4eTOM HM3MEHEHHIl Macchl Tena BO Bpemsi OepemenHoctu (Y] -
IC). Ilpu npoBeneHUU COMPOBOJUTEIBHON TEpaniu y OCpeMEHHBIX HE0OXOIHMMO
UCKIIIOUUTh HCMOJb30BaHHE (TOPXUHOJIOHOB (PUCK pa3BUTUU aPTPOIATHUH,
HapylLIEHUE OCTEOTeHe3a), TETPAIUKINHOB, CyJIb(paHuIaMUA0B (I1e()eKTh HEPBHOMU
TpyOku, Manbhopmarus cepamna) (Y - 1B). Heobxoaumoctn abopra B MO3IHUE
cpoku OepemeHHocTH (16—28 Hem) HET, PUCK BBIMIOJHEHHUS 3TOW MPOIEAYPHI
(Masoe KecapeBO CeueHHUe, UCKYCCTBEHHBIE POJIbl) MPEBBIIIAECT PUCK MPOBEICHUS
XUMHUOTEpAIUU: BEPOSITHOCTb MACCHUBHOIO KPOBOTEUEHHUS, HaAJIMYUE oOdYara
MH(DEeKIUU, 3aTIrMBaHue Hadajlla MHIYKIMOHHOTO Kypca, BO3MOXKHOCTb THOENn
mnona. Ilpu BeigBaenun OMIJII Ha cpoke OepemeHHOCcTH Oosiee 34 Heaelb
L[EJIECO00PA3HO BBIMNOJHUTH POJOPA3PELICHHE € MOCIEAYIONIUM MPOBEIECHUEM
uaaykauonHo IIXT (Y - 1IC). Tepanepruueckas Taktuka npu OMII
onpenensieTcsi HeOOXOOUMOCThIO B CPOYHOM Hayaye JEYEHUs IOCJE OLEHKU
reMaToJIOrMYecKoro cTaTyca, MpPOTHO30M 3a00JieBaHUS, PUCKOM XUMHOTEparuu
JUIST  TUIOJla, PUCKOM TpephIBaHUS OepeMeHHOCTH WM €€ COXpaHCHHS.
CoBpeMeHHbIE METObI JICUEHUS TIO3BOJISIOT KEHILMHAM BO BpeMsi OepeMEHHOCTH
MPOXOJUTh XUMHOTEPAIIMI0O U POKaTh aOCOJIOTHO 3A0poBbIX nAerei. IllaHchl Ha
yCHEIIHOE JIEYeHHE W BbDKUBAEMOCTh, a0COJIIOTHO TaKUE K€, KaK M y BCeX
OCTaJIbHBIX MAalMEHTOB. bepeMEeHHOCTh HE BIMSIET Ha HCXO0J OO0JIE3HH, €Clu
JICUEHHUE MTPOBOJIUTCS B MOJIHOM Mepe U BoBpemst [69].

Tpancpy3noHHas MOAAEPKKA.

ITokazanust Kk MpoOBEACHUIO TPAHCHY3UOHHOW TEpaNUH OMPEACNISIIOTCS B TMEPBYIO
oyepelb KIMHUYECKUMU MPOSIBIICHUSIMA MHAUBUAYAIbHO ISl KaXKJAO0TO MallMEHTa C
y4eTOM BO3pacTa, COMYTCTBYIOIIUX 3a00JI€BaHUN, TIEPEHOCUMOCTH XUMHUOTEpaIuu
Y Pa3BUTUSA OCJI0KHEHUM Ha ITPEIBIAYIIUX JTAIaX JICYCHUS.



JlaGopatopHsie MoKa3aTesu JUTSE ONPEACTICHUS MMOKa3aHui HMEIOT
BCIIOMOTAaTeJIbHOE 3HAU€HHWE, B OCHOBHOM JUISI OIECHKH HEOOXOJUMOCTHU
PO IITAKTHICCUKUX TpaHC]y3Hil KOHIIEHTpaTa TPOMOOITUTOR.

[Tokazanus kK TpaHC(Y3USIM TaKKE 3aBUCSAT OT BPEMEHH, TIOCIIC MPOBEICHUS Kypca
XUMHUOTEpPANIUM — MPUHUMAIOTCS BO BHUMAHHE, IPOTHO3UPYEMOE CHUKECHUE
[IoKas3aTejei B OJIMKaNnIIne HECKOJIBKO JTHEH.

JPUTPOLUTAPHAN MACCA/B3BECh:

* VYpoBeHb TeMOriIoOMHa HE HY>KHO IMOBBINIATH, MOKa OOBIYHBIE PE3EPBHI U
KOMITEHCAIIUOHHBIE MEXAHU3MbI JIOCTATOYHBI JJIS YIOBJIETBOPEHUS MOTpeOHOCTEN
TKaHEN B KUCIIOPOJE;

* CymectByeT TOJIBKO OJIHO ITOKA3aHHE TUISL TpaHcy3ui
SPUTPOLIMTCOCPKAITUX CPEA MPU XPOHUUYECKUX AaHEMUSX — CUMIITOMHAsI aHEMUS
(TIposIBISIIONIASsICSA TaXUKapAUeH, OMBIIIKON, CTEHOKapJueW, cuHkore, de novo
nernpeccuent wim sneparueit ST);

*  VYpoBenb remoriobuna menee 30 r/n sBisieTcs aOCOMIOTHBIM MOKa3aHUEM JIJIst
TpaHC(y3UU SPUTPOLIUTOB;

e Ilpu oTCyTCTBHM JEKOMIIEHCUPOBAHHBIX 3a00JIEBAHUM CEPJIEUHO-COCYIUCTON
CUCTEMBbl M JIETKMX T[IOKa3aHUSAMHU JJs MPOPUIAKTHYECKON TpaHchy3uu
SPUTPOIUTOB MPU XPOHUYECKUX aHEMUSIX MOTYT ObITh YPOBHU T€MOTJI00MHA!

[1  Bo3spacr (Jy1eT) [1  Tpwurrepnslii ypoBenb Hb (r/11)
0 <25 0 35-45

0 25-50 0 40-50

0 50-70 0 55

O >70 0 60

Konuentpar TpoMOOLIMTOB:

e Ilpu cHmwkeHnn ypoBHS TpomOouutoB MeHee 10 x10%n wmm mosBieHMU
reMOpPpParnuecKnuX BBICHITAHUNA Ha KOXe (TETEXWHM, CHHSIYKH) IPOBOIUTCS
npodunakTuieckas Tpancdysus adepe3HbIX TPOMOOIMTOB;

* Ilpodpunaktuyeckas Tpancys3usi adepe3HbIXx TPOMOOIMTOB Y TMAIMEHTOB C
JTUXOPAJKOM, TMAIMEHTaM, KOTOPHIM IUIAHUPYETCS WHBA3WBHOE BMEMIATEIHCTBO
MOKET IIPOBOJAUTCS IpH 00JIee BEICOKOM ypoBHE — 20 x10%/1;

* [lpu HamMYUu TEeMOPPArHYECKOTO CHHAPOMA METEXUATBHO-TISITHUCTOTO THUIIA
(HOCOBBIE, IECHEBBIE KPOBOTEUEHHUSI, MEHO-, METPOPpParuu, KPOBOTEUEHUSI IPYTHX
JIOKaIU3alnii) TpaHcQy3usi KOHIIEHTpaTa TPOMOOIIMTOB MPOBOAMUTCS C JIeYCOHOU
LEJbIO.

CBexe3aMOpoKeHHA IJ1a3Ma:
* Tpancdysun C3II mpoBoasATCA y MAaLMEHTOB C KPOBOTEUEHUEM WJIM TEpe]
[IPOBEJCHUEM UHBA3UBHBIX BMEILIATEIILCTB;



* [lammentst ¢ MHO >2.0 (npu HEWpOXHPYPTUYECKHX BMEMIATENbCTBaX >1.5)
paccMmarpuBaoTca Kak KaHauaatel juis Tpanchysuum C3I1 mpu 1muraHupoBaHUU
MHBAa3UBHBIX Npoueayp. IIpy nmiaHOBBIX BMEIIATENbCTBAX BO3MOKHO Ha3HAUYECHHE
HE MEHee, YeM 3a 3 JHs 10 BMemaTeNnbcTBa uToMeHaanoHa He MeHee 30 mr/cyT
BHYTPUBEHHO WJIU BHYTPb.

5.2 HemeauKaMeHTO3HOE JICYEHHE:
e  Peskum: 001I€OXPaHUTEIBHBIN
e  Jluera: ctoa Nel5 (obmas).

e JlyueBasi Tepamusi. Ecim BciencTBue OCIOKHEHUH WM TEXHHYECKUX
TPYJAHOCTEH HE MPECTABISAETCS BO3MOXHBIM TIPOBECTH TMOJHYIO MPOrpaMmy
poHIIaKTUKH HelpoieHKeMUuu UHTPAaTeKaTbHBIMU BBEJICHUSIMU
[IUTOCTATUYECKUX TPernaparoB, TO TMAIMEHTAaM pPEKOMEHAYETCS BBIMOJHUTH
KpaHuajabHOE 00iyueHue B no3e 24 I'p.

5.3 MeanukaMeHTO3HOe JeYeHue:

IlanueHTBI, KOTOPHIM HEe MOKeT ObITh BBINOJHEHA WHTEHCHMBHASI XHMHOTepanus,
nauueHTsl crapue 60 jget,u ¢ niioxum comatuueckum crarycom (ECOG>3)

Azammtuaus 75 mr/mM2 1/x/B/B 1-7 nHew (ampTepHaTHBHO 1-5 mHei + 8-9
nmHel) wim genutadbua 20 Mr/M2 B/B 1-5 mHEH; BEHETOKIIAKC
yBemuuenue no3el: 100 mr a1, 200 mr 12, 400 mr nepopasro QD n3-28

A3alMTHAUH WIH JeUTA0uH
decitabine + BeHeTOKIaKC

Ara-C+ | [lurapabun 20 Mr/m2 moakoxHO exemaHeBHO, 1-10 neHb; yBenuueHHE
no3el BeHeTokitakca: 100 mr g1, 200 mr 12, 400 mr 13,

600 mr 14-28 nepopaibHO

Maasie 103bI
BEHETOKJIAKC

Jisi TarMeHTOB He SBISIONIMXCS KAaHIWAATaMH Ha WHTEHCHBHYIO
XHUMHOTEPAIUIO, BKIIFOYAsk THIPOKCUKApOaMuU/I.

ManauaTuBHAs Tepanus

IIporpaMmmMbl HHAYKIHOHHOM, KoHconaupywoueii Tepanuu (ECOG 0-2; CCI 0-2; <60 ser).

Kpurepuii pas | Maaykuus KoHcoanaanus MonnepxuBarmas XT

HHTEHCHBHOI

Tepanuu

OMJI ¢ FLT3 | DNR 60 mr/m2 B/B 1-3 mus; | 3 mumxma IDAC 1000- | Jnst Tpymnmbel  BBICOKOTO
MyTanuen wiu lda 12 mr/m2 8/B 1-3 aust; | 1500 mr/m2  B/B - (500- | pucka, crapiie 55-60 ner:

u nuTapabuH 100-200
Mmr/m2/cyt B/B 1-7 qHEi; 1roC
MugocTaypuH 50 Mr kaxjble
12 4 BHyTpH 8-21 nHel

Peunpykums:  2-o  LUKI
«7+3» WU PEeXUM BBICOKHE
03Bl  1UTapabwWHa,  TUTIOC
MUIOCTAYPHH,

MpEeANOYTUTENIbHEES IS

manyveHToB O0e3 oTBeTa Ha |-
BIN ITUKIT

1000 mr/m2 >60 ner) B
TEUEHUN 34 Kaxkaple 12

yacoB, 1-3 JHs; IUIIOC
mugoctaypua 50  wr
Kaxkaple 12 4ac. BO

BHYTpb 8-21 nHe#l (Bo
BCEX IHKJIAX)

Mupoctaypur 50 wmr
Kaxzasle 12 gac BHYTpb,
1-28 nmeli, 4 Hexenu,
Oosiee 12 nuxIos.

541D

5+6-MI1

6-MI1

MyrTaruu HE
OTHOCSIIIMECS K
FLT3

DNR 60 mr/m2 B/B 1-3 11,
Ida 12 mr/m2 B/B 1-3 gus, win
Mito 12 mr/m2 B/B 1-3 nHs;
u nuTapaduH 100-200

3 muxia IDAC 1000-
1500 mr/m2 B/B (500-
1000 mr/m2 >60 ner) B
TEUEHUN 34 Kaxkaple 12

s rpynmbl  BBICOKOTO
pucka, crapire 55-60 jeT:
Azammuruoma 300 wmr
BHYTpb exenHeBHO [-14




Mmr/m2/cyt B/B 1-7 mHei u, 1-3 gua IHel Kaxkaple 4 Hem, 10
Pennnykumsa:  2-of  1UKI MIPOTPECCHH 3a00IEBaHUS
«7+3» WU peXHUM BBICOKHE S+ID

JI03b1 nuTapabuHa, 5+6-MII
IPEIOYTUTENBHEE 6-MIT

MoclieiHee I TallMeHTOB

0e3 oTBeTa

Pexkumsbl TEepalui «CMaCCeHUs» NMalueHTOB, HE OTBECTUBIIUX HA NMEPBOHAYAJIBbHYI0O HHAYKIUIO UJIH C
peunuaIuBoOM 3360JIeBaHP[ﬂ, KOTOPbIC SAIBJAIOTCA KaHIUJaTaMHi HA UHTCHCHUBHYIO Tepalulo.

Cpemane 1035l
Ara-C (¢ wm
0e3

AHTPAIMKIIIHOB)

Murapabun 1000—-1500 mr/mM2 B/B B Teuenue 3 4 kaxapie 12 1 1d1-3 (500-1000 mr/m2
y manuenTtoB crapuie 60 ser); ¢ win 6e3 nayHopyouuud 60 mr/m2 B/B 1-3 mHS; wiau
unaapyourus 8-10 mMr/m2 B/B 3-5 nHelt; wim MmutokcanTpoH 8-10 mr/m2 B/B 1-3

FLAG-Ida

Onynapabun 30 mr/M2 B/B B Teuerne 30 muH 1-5 mHU Kypca

HuTapabur 1500-2000 mr/m2 B/B B Teuenne 3x yacoB B 1-5 mHU Kypca yepes 3,5 daca
nociie durynapabuna

G-CSF ®unrpactum 300 mkr /k 1 pa3 B cyTku 3a 12 9acoB 0 epBOTO BBEICHUS
LUTOCTaTHUKOB

WnapyOurun 10 Mr/m? B/B B Teuenne 10 muHyT 1,3,5 nHU Kypca

MEC

MuTtokcanTpon 8 mMr/m2 B/B 1-5 muei; arono3un 100 mMr/m2 B/B 1-5 nHel; nurapaOuH
1000 mr/m2 B/B n1-5

CLAG-M

Knagpubun 5 mr/m2 B/B 1-5 mueit; uutapadbun 2000 mr/m2 B/B 1-5 nHeilt (HaumHas depes 2 aca
nocye HHPY3UH KiIagpruOmHa);
mutokcaHTpoH 10 mr/m2 B/B 1-3 gust; I'-KC® 300 mr noakoxxHo 0—5 nHe

Tunrepuruan® (c
FLT3 myranueit)

Tunreputnan® 120 Mr epopanbHo 1 pas B aeHs 1-28 mHell, kaxapie 4 HeeH, A0 IPOTPECCHH
3ab0JIeBaHNUs

e Ilepeuensn

OCHOBHBIX JIEKAPCTBEHHBIX cpeacTB (umerouwux 100%

6EPOAMHOCHb npumeuenu;l):

Dapmaxomepanesmuueckan |  Mesicoynapoonoe Cnocoo npumenenun Yposens
zpynna HenameHmMoGanHoe 00KazamenpHoCmu
Haumenoganue JIC
AHTHHEOIUTACTUUECKHE u | llurapabun BuytpuseHnHoe, A
HMMYHOCYIIPECCUBHBIE MOJIKO’KHOE BBEJICHHE
JIEKapCTBEHHBIE CPEICTBA JayHnopyOurua BHyTpuBEeHHOE BBElEHHE A
WNnapyOurina BuyTpuBeHHOE BBEEHUE A
MUTOKCaHTPOH BuyTpuBeHHOE BBECHUE B
Benerokiakc Bnytps B
MupocTtaypux BayTtps B
Knanpubun BayTpuseHnHoe BBeICHHNE B
JlexkapcTtBeHHBIE  cpencTBa, | OHTaHCETPOH [IpotuBOpBOTHAs Tepanus C
ocialusAone TOKCHYECKOe C PHCKOM pa3BUTHA OT
neiicTeue YMEPEHHOTO JI0 BBICOKOTO
MIPOTHUBOOITYXOJIEBBIX BuyTtpuBeHHOE BBeneHHE
IIpenapaToB 8-12 mr
Baytps 16-24 mr
Tpamasnon BuyTpuBeHHOE BBeeHUE B
BuayTtpb




NB! /lonosHUTENBHOE MEAUKAMEHTO3HOE JIECUEHHE IPOBOJMUTCS COOTBETCTBEHHO
MIPOTOKOJIaM JIEYEHUSI PA3BUBLIMXCS OCIOKHEHUN.

5.4 Xupypruueckoe BMeHIATeJIbCTBO TPH  Pa3BUTHH  HMH(PEKIIMOHHBIX
OCJIO)KHEHMH  NauMeHTaM MOIYyT TakKKe  IPOBOJUTHCA  BMEIIATENIbCTBA,
HaIpaBJIeHHbIC HA APEHUPOBAHUE/yCTPaHEHHE HHPEKIIMOHHOTO oYara.

Hccevyenne aHaabHON TpemMHbI (OCTPOM/XPOHMYECKOM) - MO TOKA3aHUSIM B
paMKax MTpOo(UIAKTUKUA / JIEUEHUS CENTUYECKHX COCTOSHHUNA Yy TMAIMEeHTOB C
reMo0J1acTO3aMHU.

Yaanenne reMoppouajibHbIX y3JI0B (reMOPPOUIIKTOMMSA) - 110 MOKA3aHUSIM B
paMKax MTpOo(UIAKTUKUA / JIEUEHUS CENTUYECKUX COCTOSHHUHA Yy TMAaIMeHTOB C
remMo0J1acTo3aMu.

BekpbiTHe napanpoKTUTA/MH(UILTPATA - 10 TOKa3aHWSIM B paMKax
NPOPUIAKTUKA/IIEYEHUSI ~ CENTUYECKHX  COCTOSIHUM y ~ TAUUMEHTOB  C
reMo0J1acTO3aMHU.

BoiBeeHne CTOMBbI KHIIEYHUKA - 110 TTOKa3aHUAM (IIpU OCTPOM U XPOHUYECKOU
aHAJIBHOM TPELIMHBI) B paMKax MPOPUIAKTUKH/JIIEYEHUSI CENTUYECKUX COCTOSHUN
y MaIMeHTOB c reMo0J1acTo3aMH.
IlneBpajibHAs NYHKLOUS - 0[O0 TOKa3aHUSAM I[PU TUIPOTOPAKCE IUIEBPHUTE.
JlamapoueHTe3 - 110 MOKa3aHUAM IIPU aCLUTE.

OCHOBHBIM MTPOTUBONOKA3aHUEM K XUPYPrUYECKUM BMEIIATEIbCTBAM SIBJISIETCS HE
KYIIUPYEMBbIA FEMOPPArnue€CKuii CUHIPOM

5.5 lanbHeiilee BegeHUe CM. MOMYHKT 3.4

5.6. Unauxatopbl 3¢ (PeKTUBHOCTH JI€UEHUsI: CM. TIOJMYHKT 3.5

6. OPTAHU3ALIUOHHBIE ACIIEKTBI TIPOTOKOJIA:

6.1 Cnucok pa3pa0doTUMKOB MNPOTOKOJA € YKa3aHMe KBAJTH(PUKANMOHHBIX
NAHHBIX:

1) Kemaiikua Bagum MarBeeBuu — KaHAWAAT MEAUIMHCKUX HAyK, reMaToJIor,
TOO «HaunoHanbHbIM HAYYHBIM OHKOJOTHYECKUH LEHTP», PYKOBOJUTEIL OTAEIA
OHKOIeMaTOJIOTUM M TPAHCIUIAHTAIIMM KOCTHOTO MO3ra, TJIaBHBIM BHEIITATHBIN
remarosior M3 PK.

2) Knom3uHckuii AHTOH AHATOJIBEBHMY — KaHIUAAT MEIUIIMHCKHUX HayK,
reMaroJior, MeauiuHckuil 1upektop TOO «LleHTp remaTtonorum.

3) Typrynora Jlrogmuna ['eHHagbeBHA — TOKTOP MEAMIIMHCKUX HAYK, TE€MAaTOJIOT,
npodeccop kadenper BHyTpeHHUX Oonesnerr Ne2 HAO «MegumuHckmii
yHuBepcuteT Kaparanapi».

4) T'abbacoBa Cayne TememOaeBHa - Bpad TI'€MaTOJOr BBICIICH KaTeropuw,
MarucTp OOIIECTBEHHOTO 3JPAaBOOXPAHEHUs, WICH OOIIECTBA OHKOIe€MaTOJIOTOB
PK, unmen Accomumanuu onkonoroB PK, pykoBoguTenb LEHTpa TeMaToJIOTUU C
TpaHCIuIaHTauue koctuoro Mmosra KasHUNuOP.



5) XynaitbeprenoBa Maxupa CeiinyanueBHa - kiumHHYeckuit (apmakoior, TOO
«HanmonanbHbI HAYYHBIM OHKOJIOTUYECKUN LIEHTP.

6) PammnpbexoBa ['ymemupa KypOaHoBHA - JOKTOp MEIUIIMHCKHX HAyK,
npodeccop. KO UMC «HauuroHanbHbIi HAYYHBIN LIEHTP MaTEPUHCTBA U AETCTBAY,
CTapIIN{ OpJIMHATOP aKylIEepCcKoro oraeneHus Nel, Bpad aKymep-ruHEKoJIor.

6.2 Yka3aHue Ha OTCYTCTBHE KOH()JIUKTA HHTEPECOB: HET.

6.3 PenleH3eHTHI:

1) PamazanoBa Paiirynp MyxaMOeTOBHA — JOKTOpP MEAMIIMHCKMX HayK,
remaToJior, mpodeccop Kadeapsl BHyTpeHHux Oonesneir HAO «Kazaxckwii
HanuonansHelii MenuuuHckuil yausepeuret umenu C.J[.AchenanusipoBay.

6.4 Yka3zaHue yCJIOBHIi MepecMOTpPa MPOTOKOJIA: TIEPECMOTP MPOTOKOIIA Yepe3 S
JIeT W/WIIM TIPU TIOSIBJICHUM HOBBIX METOJIOB TMArHOCTUKH W/WIIM JICYCHHUs C OoJiee
BBICOKAM YPOBHEM JIOKA3aTSILHOCTH.
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IlanueHTHI, KOTOPLIM He MOKET OBITh BBINOJHEHA WHTEHCHMBHASI XHMHOTEpPanus, MAIHeHTHI
crapuie 60 jet,u ¢ oxum comatuyeckum crarycom (ECOG=>3)

A3anuTHINH

menuradoun decitabine =+

W | Azauutuaus 75 mr/m2 n/x/s/B 1-7 nuei (anpTepHatuBHO 1-5 aHei +

8-9 nmueit) unu neuutadbun 20 Mr/m2 B/B 1-5 nHEH; BEeHETOKIIAKC

BEHETOKJIAKC yBenuuenue a103bl: 100 mr a1, 200 mr a2, 400 mr nepopansao QD 13-
28

Maasbie  g03bl  Ara-C+ | [utapabun 20 mMr/M2 moaK0XHO exXeTHEeBHO, 1-10 1eHb; yBennueHue

BEHETOKJIAKC no3el BeHeTokmnakca: 100 mr g1, 200 mr a2, 400 mr a3,

600 Mr n4-28 nepopajibHO

MMasuinaTuBHAA Tepanus

s manueHTOB HE SBISIIOLIMXCS KaHAUJaTaMd Ha HWHTEHCUBHYIO
XUMHUOTEPAITHIO, BKJIFOYAst THIAPOKCUKAPOAMUT.

Pe:xumpbl Tepalluid «CHACCHUSD» MANMUCHTOB, HC OTBCTUBIIUX HA NEPBOHAYAJIbHYI) MHAYKIHIO
HJIU C peuuaAuBOM 3360J’[eBaHPlﬂ, KOTOPbLIC SIBJAIOTCH KaHAUJIaTaM1 HAa UHTCHCUBHYI0O TEPAIlUlo.

Cpennue 110361
Ara-C (¢ wm
0e3

AHTPAIMKIINHOB)

Hurapadbun 1000-1500 mMr/m2 B/B B Tedenue 3 u kaxasie 12 u 1d1-3 (500-1000
Mr/mM2 y nanueHToB crapie 60 net); ¢ wim 6e3 gayHopyouuun 60 mr/mM2 B/B 1-3

nHst, i uaapyounmH 8-10 mr/m2 B/B 3-5 nHeit; uiau MuToKCaHTpoH 8-10 mMr/m2
B/B 1-3

FLAG-Ida

Onynapabun 30 mr/m2 B/B B Teuenue 30 muH 1-5 1HU Kypca

Hurtapadun 1500-2000 mMr/m2 B/B B TeueHue 3x 4acoB B 1-5 auu Kypca uepes 3,5
yaca nociue ¢aynapaduHa

G-CSF ®unrpactum 300 mkr 1/k 1 pa3 B cyTku 3a 12 yacoB 10 IepBOro BBEICHUS
LIUTOCTaTUKOB

Unapy6urun 10 Mr/m? B/B B Teuerune 10 munyT 1,3,5 101 Kypca

MEC Mutokcantpon 8 mr/mM2 B/B 1-5 paneit; stomosun 100 mr/mM2 B/B 1-5 nHeil;
rutapadun 1000 mr/m2 B/B 11-5
CLAG-M Knaapubun 5 mr/m2 B/B 1-5 aneit; uurapadbun 2000 mr/mM2 B/B 1-5 nHell (HaunHas
yepe3 2 yaca rnocie HHQy3uu KinaapuduHa);
MuTokcaHTpoH 10 mr/mM2 B/B 1-3 nus; ['-KC® 300 mr noakoxHo 0—5 nHel
I'unteputnnn® | I'mareputunu® 120 mr nepopanbHo 1 pa3 B aeHb 1-28 aHeil, kaxasle 4 Henenw,
(c FLT3 | no nporpeccuu 3a0oneBaHus

MyTaluen)




