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KJIWHUYECKHWH MPOTOKO.JI JMATHOCTUKHA U JIEYEHUA

OCTPBIA JIUM®OBJACTHBIA JIEMKO3

1. BBOAHAS YACTh:
1.1 Koa(s1) MKB-10;11:

MKB-10
Kon Ha3Banue
C91.0 OcTtpbiii 11MMGbOOIaCTHBIN JIEHKO3.
MKB-11

2B33.3 JIumbounaHbIi 1eHK03, HE KIacCU(UIUPOBAHHBIN OCTPBIN JIUMQPOOIACTHBIN
JIEUKO3.

XH5J37 | JlumdoOnacTHbIH eiko3 U3 KieTok-npeamiecTBeHHukoB, NOS
Octpeiii  mumdobnacTHeii  neiiko3, NOS  (6e3  cnemudpuyeckux
XapaAKTEPHUCTHK).

2A90.5 | T-xnmerounas numpoMa WM JIEWKO3 B3POCIBIX, acCOLMMpOBaHHAsA C T-
KJIETOYHBIM JTUM(POTPOIHBIM BUpyCcOM THMA 1.
T-K1I€TOYHBIN OCTpbIN TUM(OOIACTHBIN JIEUKO3.

2A85.6 | Jlumpoma bepkutra, BKItouas neiiko3 bepkurra.
OcTtpbiit 1M OOJIACTHBIN JIeHKo3 Thna bepkuTTa.

XH8F29 | Pannwmii octpelif auMQOOTACTHBIN JIEWKO3 C TpenlieCTBEHHUKaMu -
KJIETOK.,

XH8NNZ2 | bepkurrononobnas numdoma ¢ abeppanueii 11q.

Octpaiit TuMbOOIACTHBIN JICHKO3, 3peliblii B-KJICTOUYHBIN THII.

1.2 laTta pa3pabdorku/mepecmotrpa nporokoaa: 2015 rox (mepecmotp 2022 ron).

1.3 CokpaieHus, ucnojib3yemMbie B IPOTOKOJIE:

AT’ — | aprepuanabHasi TUIIEPTEH3NUSI;

Al — | apTepuanbHOE JABJICHUE;

AnT — | amaanHaAMUHOTpaHCc(hepasa;

AcT — | acnaptatamMmuHoTpancdepasa;

BHNY — | BUpYyC UIMMYHOIe(UITNTA YEIIOBEKa,

B-OJUJI | — | B-kneTounslif ocTphIil TMMGOOIACTHBIN JICHKO3;
BO3 — | BcemupHnas Opranzanus 3ApaBoOOXpaHEHHUS;
I'TTII — | 'aMmarmroTaMuITpaHCIIeNTHIA3a,




I'CK

TFEMOIIOOTUYECKHE CTBOJIOBLIC KIICTKH,

I'p €IUHULIA TOMVIOIIEHHOW JO03bl HMOHU3HUPYIOLIETO M3Iy4YeHUS B
MexyHapOJHOM CUCTEME €IUHULI;

NTK WHTUOUTOPHI TUPO3UHKHHA3HI,

NDA UMMYHO(EpMEHTHBIN aHAU3;

KT KOMITbIOTEPHAs] TOMOTpadus;

JIAT JIAKTATACTUIPOreHa3a;

MHO Mex1yHapoHOE HOPMAaJIM30BaHHOE OTHONICHUE;

MIIO Muernonepokcuiasa;

MPb MunumanpHas pe3uayaibHas (ocTaTouHas) 00JI€3Hb,

MOb

HO Hadrunscrepasa;

OAK OO1mmii aHaIM3 KpPOBH;

OJI OcTpblil €iKO03;

OJII OcTpbiii TUMGOOIIACTHBIN JICHKO3;

OMJI OcTpbiii MUETOOTACTHBIN JIEHKO3;

OIJI OcTphIil TPOMUENOLMTAPHBIN JIEUKO3;

OT-IILP MOJIMMEpa3Has IenHasi peakius ¢ 00paTHON TPAHCKPUIILIHEH;

[IXT [Tonuxumuorepanus;

[1L[P [TonmmMepasHas nenHas peakius;

[1OT/KT [To3utpoHHO-3MHUCCHOHHAsE TOMOTpadus/KOMIBbIOTEpHAs: ToMorpadusi;

PTIIX Peakius TpaHCIuiaHTaT IPOTUB XO35MHA

C3I1 CBexe3aMopoKeHHas MIa3Ma,

COD CKOpOCTh OCETaHNs SPUTPOLIUTOB;

CJIO CuHIpoM nu3uca OIyxoJu,;

T-OJUI B-kietounslii octpbiit 11MGOOIACTHBIN JIEHKO3,

TI'CK TpaHCIUTaHTaLMs T€MOITOATUYECKHUX CTBOJIOBBIX KIIETOK;

TKHU Tupo3uHKMHA3HBIE UHTHOUTOPHI,

TKM TpaHcmianTaus KOCTHOTO MO3ra;

VI YpOBEHb TOKA3aTEIbHOCTH,

Y34I VYabpTpa3BykoBas omieporpadus;

Y31 YIIbTpa3ByKOBOE UCCIIENOBAHNUE,

OB dpakims BEIOPOCa;

oI /C dubporacTpo1yoICHOCKOIHS;

[HHC IlenTpanbHas HEpBHAsI CUCTEMA,

Y/l YacToTa apIXaHus,

YyCC YacrtoTra cepieuHbIX COKpaIICHUM;

OKTI' DnekTpokaparorpadus;

OxoKr Oxokapanorpadus;

AMPT S nepHo-MarauTHas pe30HAaHCHAs ToMorpadus;

6-MI1 6-MepkantonypuH,

ASP AcmaparuHasa

BCR- XUMEpHBIN TeH, 00pa3oBaHHBIN yacTsMu ABYyX reHoB: BCR (22qll) u




ABL ABL (9934.1)

CD Cluster of differentiation;,

CAR-T Chimeric Antigen Receptor T-Cell;

Dexa JlekcameTasoH;

DLI Donorlymphocyteinfusions (transfusions)

EBMT European Group for blood and Marrow Transplantation;

ECOG Eastern Cooperative Oncology Group;

FISH droopeciieHTHas in situ THOpUIU3aIus,

FAB ®dpanko-Ameprkano-bpuranckas Knaccudukarms;

GMALL German Multicenter Study Group for Adult Acute Lymphoblastic
Leukemia;

HD Bricokue 10351,

Hb I'emormnoOuH;

HLA Cucrema JEHKOIMTAPHBIX AHTUTCHOB YEJIOBEKA;

Ht I'emaroxpur;

MLL Mixed-lineage leukemia;

Mtx Merotpekcar,

NGS Next generation sequencing;

Ph dunagenbduiickasi XpoOMOCOMa,;

PAS Periodic acid Schiff reaction;

RT-PCR [TonrmepasHas nienHast peaxkiys ¢ 00paTHOM TPAHCKPHUIITA30H;

Tr TpoMOOIHUTHI.

1.4 Tlosb30BaTe/ M MPOTOKOJIA: Bpayd OOIIEH NPAKTUKHU, TEpaAIEBThl, I'€MaTOJIOTH,
aKyLepbl THHEKOJIOTH.

1.5 Kareropusi nauMeHTOB: B3pOCIIbIE.

1.6 llIkaJjia ypoBHs J0Ka3aTeJabHOCTH [1]:

YpoBeHb XapakTepuCcTHKA HCCJIeI0BAHMH, KOTOPbIE JIeIJIM B OCHOBY
A0KA3aTEJbHOCTH | PEKOMEHAALMHT
A BrIcOKOKaueCTBEHHBIN MeTa-aHAIM3, CHUCTEMATHYCCKHH 0030p
PaHIOMU3UPOBAHHBIX KIMHUYECKUX uccienoBanuii (PKU) win
kpynHoe PKW ¢ ouyeHb HH3KOH  BEepOATHOCTBIO  (++)
CUCTEMATUYECKON OIIMOKH, Pe3ylbTaTbl KOTOPBIX, MOTYT OBITh
pPacIpOCTpPaHEHBI HA COOLIEHKA
CTBYIOIIYO NOMYJISALUIO.
B BricokokauecTBeHHbIN (++) cucTeMaTH4ecKUil 0030p KOTOPTHBIX

WJIA UCCIIEIOBAHUN CIy4al-KOHTPOJIb WK BBICOKOKaYECTBEHHOE
(+1+) KOrOpTHOE WJIM HCCJIEAOBAaHUM CIy4ail-KOHTPOJIb C OYEHb
HU3KMM PHUCKOM cucTtemarnueckoi omubkn wumu PKU ¢
HEBBICOKUM (+) PUCKOM CHUCTEMATHYECKON OIIMOKH, PE3yIbTaThI
KOTOPBIX, MOTYT OBITh PACIPOCTPAHEHBI HA COOTBETCTBYIOIILYIO
MTOMYJISIIUIO.



http://en.wikipedia.org/wiki/Cluster_of_differentiation

C KoroptHoe  wnm  uccienoBaHHE — CIy4al-KOHTPOJIb WU
KOHTPOJUPYEMOE UCCIIeIOBaHUE 0e3 paHAOMU3AIUU C HEBBICOKUM
PUCKOM CHCTEMaTH4EeCKOW OImMOKH (+), pe3yibTaThl KOTOPHIX,
MOTYT OBITh PaCIPOCTpPaHEHbl HA COOTBETCTBYIONIYIO MOMYJISIINIO
wii PKW ¢ o4eHb HHU3KHUM WM HEBBICOKUM PHCKOM
CHUCTEMATHYCCKON OmuOKM (++ Miu +), pe3yNbTaThl KOTOPHIX HE
MOTYyT  OBITh  HENOCPEJACTBEHHO  paclIpOCTpaHEHbl  Ha
COOTBETCTBYIOIIYIO MOMYJISALMIO.

D OnucaHue cepuu Cy4yaeB WM HEKOHTPOJIUPYEMOE HCCIIEJOBAHUE
WJIM MHEHHE DKCIIEPTOB

1.7 Onpenenenne:
Octpble aumdoObacTHbIe Jieiiko3bl — OTO TeTepOreHHas TpylIa KIOHAJIbHBIX
3a00J1eBaHN I CHCTEMBI KpPOBH, XapaKTepU3yHoIIascs HEKOHTPOJIUPYEMOM
nposmdeparneid  1uM@oOIacTOB B KOCTHOM MoO3re, mepudepuyecko KpOBH U
3KCTpaMe Iy UIIpHBIX ouarax [,

1.8 Knaccupukamusi  ocrporo  jaumd¢oOacTHOro  Jeiiko3a (HAa  OCHOBe
nepecMoTpeHHoii kiaacenuxanun BO3 2022, 5™ edition) [3].

HoBooOpa3oBaHusi U3 npeAmecTBeHHUKOB B-KiieTok

B-knemounwtit aumghoonacmmubwlii n1eiko3 / aumgpoma

B-nmumdobnactabiit seiikos/mumdoma, NOS (6e3 crernuduueckux XapaKTepPHCTHK,
NOS — not otherwise specified)

B-xnerounsiii tumdo061acTHBIN Jieliko3 / muMdoma ¢ TUTIEPAUILIONINEH

B-kieTounslii tuM@oOaacTHbIN JeiKo3 / numMdoMa ¢ TUIIOIUTIIIONANEH

B-knerounsiii  umdoOmacTHRIM  Jeiiko3 / nguMmdpomMa ¢ BHYTPUXPOMOCOMHOM
amnukanueit xpomocomsl 21 (1IAMP21)

B-nmumdoOnacTHeIil neliko3/mumdpoma co cnusinueM BCR::ABL1

B-nmumdobnactusii neiikoz/mumdpoma ¢ BCR::ABL1- like mpuznakamu

B-nmumdobnactablii neiikos/mumdoma ¢ peamxkupoBkoit KMT2A

B-nmumdoObnacTasif neiikos/mumdoma co ciustanem ETV6::RUNX1

B-mumboobnacTheli nerikoz/mumdoma ¢ ETV6::RUNX1 - like nmpusnakamu

B-nmumdoOnacTHsil neliko3/mumdoma co cnusinueM TCF3::PBX1

B-numdobnacthbiit neiiko3/mumpoma co cnusiuuem IGH::1L3

B-mumdobnactasiii nefikoz/mimdoma co cnusitaueM TCF3::HLF

B-nmumdobmactupiii neiiko3/mumpomMa ¢ APYTUMH OMPEACICHHBIMU TEHETHUYECKUMU
AaHOMAJTASIMH

HoBooOpa3oBaHnus u3 npeamecTBeHHUKOB T-KieTok

T- aumghoonacmmuwtii neiko3 / numgoma

T-numdoOnacTHeiid neiiko3/ aumdpoma, NOS (0e3 cnenupuyeckux XapaKTEpPHUCTHK,
NOS — not otherwise specified)

Pannuit T-mum¢oOaacTHBIN IEHK03 U3 MPeIIIECTBEHHUKOB / TuMpoma

3peablie T-kiaerounbie 1 NK-kj1eTo4YHbIe HOBOOOPA30BaAHHUA

3penvte T-knemounvie u NK-knemounwie neiikost




T-niposuMdoIuTapHBIi JICHKO3

T-kpynHOTpaHYISIPHBIN JTUMGOIUTAPHBIN JEHKO3

NK-kpynHOTrpanyasspHbIi TUMGOIUTAPHBIN JIEHKO3

T-xnerounslil neiiko3/auMpomMa B3pOCIbIX

Cunnpom Cezapu

ArpeccuBHbIil NK-KI€TOYHBIH JIEHKO3

MougekyasipHo-reHeTH4Yeckue rpynnsl pucka B-OJLJI [4-6].

I'pynnsl pucka

bnaronpuatHeiii puck | e INmmepaumutonaus  (51-65  xpomocom)  Caywam ¢
Tpucomueir xpomocom 4, 10 um 17, umeror HaumbOosee
0JIaronpuATHBINA IPOTHO3

o t(12;21) (p13; g22): ETV6-RUNX1

Bricokuii puck e ['unonnonaus (<44 xpomocom)

o KMT2A peanmxuposka (t[4;11] unu qpyrue)

o t(v;14932)/IgH

o t (9; 22) (g34; qll1.2): BCR-ABL1 (ompenensieTcs Kak
BbICOKHUH puck g0 UTK)

o CnoxxHbIN KapuoTHII (5 U 60J€€ XPOMOCOMHBIX aHOMAJIHI)
e BCR-ABLI1-like (Ph-like)

e JAK-STAT (CRLF2r, EPORr, JAK1/2/3r, TYKZ2r,
myTaniun SH2B3, IL7R, JAK1/2/3)

o ABL «xnacc (peamxupoBkun ABL1, ABL2, PDGFRA,
PDGFRB, FGFR)

e Jlpyrue (NTRKr, FLT3r, LYNr, PTL2Br)

e BHyTpuxpomMocoMHass aMIUIMpUKAUS XpoMOCOMbl 21
(1IAMP21)

o t(17;19): cmusitnue TCF3-HLF

o Anbrepanuu IKZF1

Kpurtepuu Bbicokoro pucka [l

1) JleiikoumTo3 6onee 30 x10%n s B-OJIJT u 100 x10%n gaa T-OJIJI.

2) >5 XpoMOCOMHBIX abepparuii.

3) I'mnogurutonaus (MeHee 46 XPOMOCOM).

4) BCR-ABL1+/MLL+/PBX-E2A+/Ph-like/IKZF1del/ETP/unmutated NOTCH1.

5) Ummynodenorunuueckue Bapuantsl B-1, T-1, T-1V.

6) OJUJT ¢ t(9;22), t(4;11) /MLL - paccMaTpuBaTh BO3MOKHOCTH BBIIIOJHCHHS aJljIio-
TI'CK.

7) MOB - mpu oOHapyXeHHU ¢ YyBCTBHTEIBHOCTBIO Meroza 107 (mocne mmmykiuu;
cpoku orpeaesnenns MOB A0 KHBI ONIpeensaThCs UCTIOIb3YEMOM CXeMOH ).

8) Heiiposeiiko3 B nebrore.

HmmyHostorndeckasi kiaaccupukamus OJI Bl



CD19+ u CD79a+ u/unu cyCD22+

KiroueBbie mapkepsl s auarHoctuku OJIJI u3 npenniectBeHHUKOB B-nmumpornuTos:

CD 10—

OJIJI u3 npo-B-nmumdobnactos (B-1)

CD10+ cylg- Common- OJIJI (B-11)

cylg+ slg— OJUT u3 npe-B-mumdoobaactos (B-111)

slg+ OJIJI u3 3penbix B-nmumdonmros (B-1V)

KiroueBsie mapxepsr mist OJIJI u3 mpenmectBenHukoB T-nmumdorutos: cyCD3+ u

CD7+

cyCD3+ CD7 Tonbko OJIJI u3 npo-T-nmumdpobaactos (T-1)

CD2+ n/unu CD5+ OJIJI u3 npe-T-mumdoomactos (T-I1)

CD1la+ OJUI u3 xoptukansHbiXx T-mumbo061acToB
(T-11)

sCD3+ CDla— OJIJI u3 3penbix T-mumdorutos (T-1V)

sCD3+ antu-TCR o/B+

o/B+ T-knerounsiii OJIJI (rpynma a)

sCD3+anti-TCR y/5+

v/6+ T-xnetounsrit OJIJI (rpynma b)

OCHOBHBIE reHeTHYecKne anomayaun [

OJJI AHOMaIHNA BoBJieuenHbIe MeToa AeTeKIuu
I'CHbI

B-knerounsrii t(9;22)(q34;q11) BCR ABL OT-I1LIP
t(12;21)(p33;022) TEL AML1 OT-IILIP
t(4;11)(g21;923) MLL AF4 OT-IILP
t(1;19)(g23;p33) E2A PBX1 OT-IILIP
t(8;14)(q24,932) c-MYC IgH FISH
t(17;19)(q22;p33) E2A HLF OT-IILP
t(11;19)(q23;p33) MLL ENL OT-IILIP

Myrtanuu JAK1/2/3 CeKkBEeHHpOBaHUE

T-KIIeTOYHBIH t(10;14)(924;911) HOX11 TCRa/B OT-IILIP
t(7;10)(q34;q24) HOX11 TCRP
t(5;14)(935;032) HOX11L2 TCRo/p OT-IILIP, FISH
t(1;14)(p32;q11) TALI TCRo/B OT-II1IP
Hopmanbhsiit 1p32 SIL TALI OT-IILP
inv(7)(pl5q34), t(7;7) I'erst HOXA TCRP FISH, OT-IILIP
t(10;11)(p33;914-21) CALM AF10 FISH
(9;9)(q34;934) NUP214 ABL1 FISH
t(9;14)(q34;934) EML1 ABL1 FISH
Mytaiuu NOTCH 1 NOTCH1 CekBEeHHpOBaHUE
Myraruu JAK1 JAK1 CexkBEeHUpOBaHUE

2. METO/JIbI, TOAXO/bI M MPOLEAYPbI JJMATHOCTUKH U JIEYEHMSI.

JunarHocruvyeckue kpurepuu [10,11].
Kanoowl:

e CJab0CTh;

® IIOTJINBOCTB;




YTOMIIIEMOCTB;

JMXOpPAJIKa;

IM03HA0JIMBAHHUE,

0071 B KOCTSIX WJTU CyCTaBax;

CHIDKEHHE MAacChl Tea;

reMopparu4eckre BhICHITaHUS B BUJIE TIETEXUI HA KOXKE U CIIM3UCTHIX;
MOBBIIICHHAs! KPOBOTOYNBOCTH;

yBEIMYCHUE JIMM(POY3JIOB, TICUCHH, CEIC3CHKH.

AHaMHe3: clielyeT OOpaTUTh BHUMAaHHUE Ha:

JUTUTEIILHO COXPaHSIOLIYIOCS CI1a00CTh;

OBICTPYIO YTOMJISIEMOCT;

yacThle MH(MEKIIMOHHBIC 3a00JIEBaHUS;

yBeJInYeHHe TUM(POY3JI0B, IEUYEHH, CETIC3EHKH;

NOBBIIIEHHYIO KPOBOTOUNBOCTB;

MOSIBJIEHUE TeMOPPArnyeCKUX BBICHITAHUI Ha KOKE U CIU3UCTBIX 000JI0UKaX.

dusuKajabHOe 00C/Iel0BaHHe:

0JIETHOCTH KOXKHBIX TIOKPOBOB;

reMopparuuecke BhICHITIAHUS Ha KOXKE, CIIM3UCTHIX 000JI0YKaX;
OJBIIIIKA;

TaxXUKapaus;

yBEJIHYCHHUE TUM(DOY3IIOB;

YBEJIMUCHUE TIEUECHU;

YBEJIIMYEHUE CEIIE3EHKH.

JlaGopaTopHble uccienoBanus [12].

HccaenoBanue KOCTHOr0 MO3ra

o >20% mumdp0o06IaCTOB KOCTHOTO MO3Ta.

e Mopdomoruueckass OIleHKa Ma3KOB aclupara KOCTHOTO MO3ra, OKpAIIeHHBIX I10
Paitty-I'uM3e, 1 TeMaTOKCUIIMHOM U 203UHOM (YPOBEHb JlokazaresbHoCTH C).

e VMMyHO(MEHOTUITUPOBAHKE METOIOM MPOTOYHOMN ITUTOMETPHH.

e basoBas mpoTouHas  IMTOMETPUS  W/WIM  MOJICKYJIApHAs  XapaKTePUCTHKA
JEUKEMUYECKOTO KJIOHA JUIS MOCJIEAYIOLIET0 AaHajdu3a MUHHUMAJIbHOM OCTaTOYHOU
00J1e3HH.

o Kapuorunupopanue meTada3HbIX XPOMOCOM.

MoJiekyJsipHAsi XapaKTePUCTHKA:

OnTtuManpHas cTpaTU(UKAIUS pUCKa W OTNpEICICHUE JICUCHHUS TPEOYIOT MCCIICIOBAHMUS
auM(}OOITaCTOB KOCTHOTO MO3Ta WM TepudeprudecKkoil KpoBHM Ha crenuduaeckue
PEIUANBUPYIOIINE TEHETHICCKUE aHOMAJIMH C UCIIOJIb30BAHUEM:

e  TecrupoBanue MexdazHoM GIyopeclieHTHON rTuOpuIu3aliiy in situ.



e [lonmumepasnas nenHas peakuus ¢ OOpaTHOW TPAHCKPUIITA30M AJII TECTUPOBAHUS
BCR-ABL1 npu B-OJIJI (konu4yecTBEHHOE WJIM KaYECTBEHHOE), BKJIIOYAsl OMpeIeJICHUE
pa3mepa Tpanckpurrta (p190 o cpaBuenuro ¢ p210).

e TectupoBaHue ¢ MOMOIIBIO CEKBEHUPOBAHUS CIEAYIOIIETO MOKOJIEHUSI HA TIPEIMET
CIIUSIHUSA T€HOB U MATOT€HHBIX MYTallui, PEKOMEHIyeTCs, OCOOCHHO €CJIM U3BECTHO, UTO
BCR-ABL1/Ph-otpunarenshsrit wiu Ph-like.

IuTtoxumMuyeckasi xapakrepucTuka JuMpoodaacToB (ocTaTouHo 1 ucciaenoBaHue).
Muenonepokcuiasa. OTtpuriiatenbHas.

Cynas 4yepHbIi (JTUIUABI). OTtpuriiatenbHas.

PAS  peakums  (peakuus  Ha | [lonoxutenbHas, KpyIMHOTpaHYJISIpHAS.
TJIMKO3aMUHOTJIMKAHbI C PEAaKTUBOM

Mudda).

o — HaTUIIACTEpa3a. OTpunarenbHas.

XJlopaneraTicrepasa. OtpunarenpHasi.
Jmarnocruueckue kpurepuu [13].

Mopddomnorus. o Jlumdounusie/HenudpepeHmpoBaHHbIe OIaCTHI
®  KOCTHBIU MO3T u | (>20% mopaxeHusi KOCTHOTO MO3Ta).
nepudepruyeckasi KpoBb. e wmopdonorus FAB L3 numdoma bepkurra.

e  IlepeOpocnMHanbHas )KUAKOCTE. | o  mopaxkenue [[HC.

NMMyHO(DEHOTUITHPOBAHHE. e MIIO orpunarensubeiii; B/T wmapkepsr >20%
e MIIO. (CD3, CD79a>10%).

e Mapkepst  B-nunuu: CD19, |e B-OJIUI. Pro-B/B-1 (CD19/CD79a/cCD22+)

CD79a, cCD22 (ue menee 2); apyrue: | Common/B-II (CD10+/clgM-) Pre-B/B-Il1
TdT, CD10, CD20, CD24, clgM, slg | (clgM+/slg—) Mature-B/B-IV (slg+).

(kappa nnu lambda). e T-OJIJI T-lineage OJIJI: Pro-T/T-1 (cCD3/CD7+)

e Mapkepsr T-muauu: cCD3; others: | re-T/T-11  (CD2/CD5) Cortical-T/T-11l (CDla+)
TdT, CDla, CD2, CD5, CD7 | Mature-T/T-IV (CD3+/CD1la-).

CD4,CD8, TCR a/p or y/3.
Hutorenetuxa/FISH/OT-IILLP. OJUI c HeOJIaronpUSATHBIMHU KJIMHUKO-
omosiormyeckuMu  ocobenHoctamu:  Ph+  OJIJI,
t(4;11)+ OJUL t(1;19)+ OJIJI, npyras uuToreHeTHKa
BBICOKOT'O PUCKA.

HNHcTpyMeHTAILHBIE HCCIET0BAHMS !

e Y31 opraHoB OpIOIIHOW MOJOCTH W CEJE3CHKHU: YBEIUYEHHE pPAa3MEpPOB IEUEHH,
CEJIE3CHKH;

e V3U nepudepuyeckux u BHYTPHOPIOMIHBIX JUMQOY3IIOB: yBEIHMUYCHHUE PA3MEPOB U
W3MEHEHHE CTPYKTYPBI TUM(POY3IIOB;

e KT rpyanoro cermMeHTa: HHQWIbTPATUBHBIC N3MEHECHHUS JIETOYHON TKAHU, YBEIUYCHHUE
pa3MepoB BHYTPUTPYAHBIX TUM(DOY3IIOB, OPTaHOB CPEAOCTEHUS;

e OKI': HapymieHrne mpOBOANMOCTH UMITYJIHCOB B CEPACYHON MBIIIIIE;

e DxoKI: nmnpusnHaku cepaeuHoir  HegoctatouHoctd  (DPB<60%),  cHMXKEHUE
COKPAaTUMOCTH, IHACTONMYECKas TUCHYHKIUS, JIErOYHasl TUNEPTEH3Ws, MOPOKH U
pEeTypruTalyy KIanaHoB,



e OI'JIC: mpusHaku 330¢aruTa, ractpura, OynbpOuTa, AyoJeHUTA (IMIOBEPXHOCTHBIM,
KaTapaJIbHBIA, SPO3UBHBIN, SI3BEHHBIN ).

Ioxka3aHus 1y KOHCYJIbTALMHA CHECHUAINCTOB:

o KoHcynbTanuss TUHEKOJora — OepeMeHHOCTb, METpOpparuv, MEHOpPparuw,
KOHCYJIbTallMsl TP HA3HAUYCHUM KOMOWHUPOBAHHBIX OPAJIBHBIX KOHTPALEITUBOB; IS
JMAarHOCTUKH U JICUCHUSI 3a00JI€BaHUI PEIPOAYKTUBHON CUCTEMBI;

e KoHcynbTanus kapauojora — sl KOppeKuu/moadopa 6asucHon tepanuu mpu Al
XpPOHMYECKOM  CEpACYHOW  HENOCTAaTOYHOCTH, HApyWIEHHUs  pUTMAa  CEPACYHOMU
JEeSTENBHOCTH; JIJISl AMATHOCTUKY U jiedueHus 3aboneBanuit CCC;

e Koncynbranuss Hedposora (3ddepeHTonor) — sl JAUATHOCTUKHA U JICUCHUS
3a00JIeBaHMH ITOYCK;
e KoHCcymbTamusi  OTOPUHOJAPHWHTOJIOTA —  JUIA  JUArHOCTHKH W JICUCHHS

BOCHAJINTEIBHBIX 32a00JICBaHHUI TTPHUIATOYHBIX TIa3yX HOCA U CPETHETO yXa,

e KoHcynbranus opTabMOJIOTa — HAPYIICHHSI 3pEHUS, BOCTIATUTEIbHBIC 3a00JICBaHUS
IJ1a3 U IPHUIATKOB;

o KoHCynbTanus Xupypra — JJisi perieHus BOIpoca 0 OMOTNICUU JTUMQPaTHIESCKOTO y37a/
oOpa3oBaHMs, NMPU PA3BUTHH XUPYPTHUYSCKUX OCIOXKHCHHH HAa Kypcax XHMHOTEPAITHH,
OIpeIeNICHUE MMOKA3aHMI JUTSl XUPYPTUYCCKUX BMEIIATEIILCTB;

e KoHCynbTanus TOPaKaJIbHOTO XUpPypra — JUIsl ONPECICHUS MOKa3aHWH K OHOIICHU
JIErKOT0/00pa30BaHUs CPEIOCTCHUS;

e KoHCynbTanus peaHNMAaToJIOra — HapyIIeHNE BUTAIBHBIX (DYHKIINI;

o Koncynbranus ¢pTuznarpa — IMarHocTUKa TyOepKyIiesa;

e KoHCynbTalus YeIIOCTHO-IMIICBOIO XHUPYypra - HH(EKIMOHHO-BOCIAIUTEIbHBIC
3a00J1eBaHUs 3y00-4EIFOCTHON CUCTEMBI.

NB! KoHcynbTaluu y3KuX CIEUaINCTOB — IO MOKa3aHHSIM.

2.2 JImarnocruueckuii aaropurm 14161,



‘ C6op Ka7106, aHaMHe3a ’ duzrkanpHoE o0cieIopaHNe (BO3MOKHBI TMM(oajIeHOTIATHS,
' CIIIIEHOMETAIHS, OTEKH H Jp)

‘ JlaGopaTopHble Hec/IeIOBAHUSA ’

‘ I/IHCprMEHTa.JI])H]xIe HCCIETOBAHHA ’

/ OAK B0O3MOKHEI \
JIEHKOIHTO3/IeAKOTIeHH A, / \

MG OIHUTO3/ THM(OIEHNS, BYX,
TPeXpoCTKOBast IHTONEHHH, ¥3H opraHoB OpoNIHOi N0J0CTH — YBeIHYeHHE
OmacTeMus pa3MepoB NedueHH, cele3eHKH. Y311 MomoHKU 0
BXAK uarne BLIABIAETCH MOKa3amHAM.
noseimenue JIIT, IO, CPb V33U nepudepadecHx ¥ BHYTPHOPIO MHBIX
Mueaorpamma >20% aaMdQ oy3I0B — YBelIHYeHHe pasMepoB U H3MeHeHHe
nM(po0OIACTOB KOCTHOTO MO3ra CTPYKTYPHI THM(OY3IIOB.
HAvmmyHodenoTHnHpoBaHHe KT rpynsoro cermenTa — HHHIBTpaTHBHEIE
KJIETOK KOCTHOTO MO3ra H3MeHeHNs JIeroYHOIl TKaHH, yBelH4eHHe pa3MepoB
\ CnHHEHOMO3roBasi MyHKIHA / BHYTPUTPYIHEIX THMGbOY3TIOB.

I'eHeTHUeCKHE HCCIeTOBAHAS

\ /
|

| JInaruo3 ycTaHOB/IeH: BLIOOP TAKTHKH TEPANHH

OCHOBHBIE HCCJICIOBAHMNS.

e OAK c neitkouutapHoi GopMysIoi U onpeieIeHHeM KOJIUYeCTBa TPOMOOIUTOB.
e [[uTonoruueckoe Ucciaea0BaHNE KOCTHOTO MO3ra (MUEIIJIOTpaMma).
¢ lIMMyHO(DEHOTHIIMPOBAHNE KJIETOK KOCTHOTO MO3ra: JJid YCTaHOBJICHHUS BapHaHTa
3a00J1eBaHUs, B 3aBUCHUMOCTH OT HAJIWYWSd H  BBIPAKCHHOCTH JKCIIPECCHH
ONpPEACICHHBIX AaHTUTECHOB:
— Anturensl, crnenuduynbie 1181 B-mumdoomactor — CD10+, CD19+, CD79a+,
cCD22+, sCD22+, CD24+, PAX+, TdT+, Bo3moxHa skciipeccuss CD34+, CD20+;
— Awdturensl, cneunuduunsie s T-nmumdobmacto — CDla+, CD2+, CD3+,
CD4+, CD5+, CD7+, CD8+, CD34+ [2].
¢ [[uTOXMMHYECKOE MCCIICIOBAHNE KOCTHOTO Mo3ra - PAS-TI0JI0)KHATETbHBIE TPAHYITHI;
auM@oOacTel HEraTUBHBI B pEaKIMM Ha MHUEJIONEPOKCHUIa3ly W Ha Jpyrue
MHUEJIOUTHBIC ITMTOXUMUYCSCKHIE PEAKIIUH, ONIPEACSIIAIOTCS KaK HeauddepeHupyemsle.
e CNMHHOMO3rOBasi MYHKIUS C  I[UTOJIOTHYECKHUM  HCCIEJOBAHHEM  KIIETOK
CIIMHHOMO3TOBOM KUJAKOCTH JIJI BBISIBJICHUSI HEUPOJIEKO3a.

I'eneTnueckue HCCJIeaJ0BaHUA

e CraHJgapTHOE IUTOTEHETUYECKOE UCCIICIOBAHUE KOCTHOTO MO3ra (UCCIIeIOBaHUE HE
menee 20 metada3s).

e lccnenoBanre MeTooM (IYOPECIIEHTHOM in situ THOpUIU3AINY, BKIIIOYAS 30HbI
JUISL  OTIPEJICTICHUS] OCHOBHBIX PEIUAMBUPYIONIUX TEHETUYECKUX AaHOMAIIW; ISt
onpenenenus Tpanciuokanuu t(9;22) (q34; ql1) — BCR-ABL u t(4;11) — MLL-AF4 ¢
B-knerounsivu OJIJI u OJI cmemanHoro ¢eHOTHIIa, B CiIy4yasx, KOTJa METOJI
CTaHJAPTHOM ITUTOTCHETUKN HEMH(DOPMATUBHBIIA.

o OT-IIIIP nna onpenenenuss Tpanckpunta BCR-ABL1 npu B-apuante

(KOMMYECTBEHHOE WJIM KauyeCTBEHHOE), BKIJIIOYasi orpesaesneHue Tpanckpunta (pl90,
p210).




NB! Ecnu B 1edeOHOM yupexxJIeHUH OnpenesieHue JaHHBIX MOJIEKYJISIPHBIX aHOMAaJIUN
HEBO3MOXKHO, HEOOXOJMMO COXPaHUTh MaTepuail HCXOIHOTO JIUAarHOCTHYECKOTO
oOpasia i1 BO3MOXKHOTO €r0 MOJIEKYJISIPHOTO aHajlu3a B JAPYroM JiabopaTopuu Mmocie
MOJIYYEHUS TIOJHBIX IUTOT€HETUYECKUX JTaHHBIX.

J_IOHO.]'IHI/ITCJIBHI)IG HCCJIeJ0BaAaHHUA

e ['mcronoruveckoe wccieaoBanue ouonrara (rpeOeHb MOAB3IONIHON KOCTH) — TIPH
MOJTYYEHUH «CYXUX» MMYHKTATOB.

o KT w/unu AMPT rpynnoro cermeHTa, OpPIOIIHOTO CETMEHTA, F'OJIOBBI, MaJIOro Ta3a

(Mo  mMoKa3aHUsIM C  KOHTPACTOM) -  OLEHKAa  pa3MepoB,  CTPYKTYPHI

MHOUWIBTPUPOBAHHBIX OPraHOB, Halu4he OOpa30BaHUl W CBOOOJHOW >KHUJIIKOCTH.

KT/MPT rosioBsl ¢ KOHTpACTOM IMPU HEBPOJIOTHIECKUX CUMIITOMAX.

e (COop xamo0, aHaMHe3a — HajgM4Me W Bpemsi MosiBieHud. OIlleHKa O00IIero
coctostHusi (ECOG / BO3).

e buoxumudeckuil aHanu3 KpoBHU (IJIIOKO3a, HATPUM, KaauM, KaJdblUi, KPEaTUHUH,

acmapTtar aMuUHOTpaHcdepasza, ajJaHuH aMuHOTpaHc(depasa, mienodyHas Qocdarasa,

JIAL, OmnupyOuHBI, MOYEBHHA, OO OEIOK, MOYeBasl KHCI0Ta, KpeaTUHUH). Jlis

OIpeIeJICHUs] CUHApOMA Jim3uca onyxoyu: JII', MoueBass Kuciora, Kaiun, KajlblUid,

dbocdop.

e KoarynsiquoHHbIE  TECTHI: POTPOMOUHOBOE BpeMmsH, MEKIYHAPOIHOE
HOPMAJIM30BAHHOE  OTHOIIECHHE, (PUOPUHOTIEH, AKTUBUPOBAHHOE  YACTHYHOE
TpOMOOIIACTUHOBOE BpeMs, [-aumep.

e OOwmMii aHamU3 MOYM (MOXKET HAOJIIOAATHCSI TEMATYPHS).

e [IIIP na BupycHble UH(EeKIUU (BUPYCHBIE TEMATUTHI, IIUTOMETAIOBUPYC, BUPYC
IIPOCTOTO Teprieca, BUpyc DnmreitHa-bapp, Bupyc Varicella/Zoster) BUY.

NHcTpyMeHTAJIbHBIE UCCJIEIOBAHMS

e Y3U opraHoB OpIOLIHO IOJIOCTH M CEJIE€3EHKH — YBEIMYEHUE PA3MEPOB NIEYEHH,
cene3eHKr. Y3 MOIIOHKH IO NMTOKA3aHUSIM.

e V3U nepudepuyecux 1 BHYyTPHOPHOIIHBIX JUM(POY310B — YBEIUUECHHUE PA3MEPOB
Y U3MEHEHHUE CTPYKTYPbI JIUM(OY3II0B.

e KT rpyanoro cermeHTta — WHQUIBTPATUBHBIE W3MEHEHUS JIETOYHOM TKaHH,
YBEJIMYEHHE Pa3MEPOB BHYTPUTPYAHBIX JIUM(POY3TIOB, OPraHOB CPEAOCTEHHUS.

e JKI - HapynieHre NpOBOAMMOCTH UMITYJIbCOB B CEPACHYHON MBIIILIE.

e IxoKI' - mpusnaku cepueunoit HemocratouHoctu (OB <60%), cHmKeHHe
COKpaTUMOCTH, TUACTOJIMYECKass AUC(YHKLHSA, JEroyHas TUIMEPTEH3UsS, MOPOKH U
perypruTaiuy KjianaHoB.

o ®I'JIC - nmpusHaku 330(darura, racTputa, Oyar0uTa, AyoJeHUTa (TOBEPXHOCTHBIM,
KaTapajbHbI, SPO3UBHBIN, SI3BEHHBIN).

2.3 Muddepennmnanbublii Auaruos [17-19].

JAnaruos Oo0ocHoBaHnue IJI4 O0cienoBanns Kpurtepun uckiarouenust
AuppepeHInaIbLHON AMATHO32a
JHATHOCTHKH
budenorunuveckn | CMmemanHbIN IIuTonoruueckoe OrneHka 0ayuIoOB IIO IIKAJIE
1 OCTpBIii TIEHKO3. | UMMYHO(EHOTHIT HCCIIE0BAHUE BO3, EBponerickon
MOMYJISIAN 0JaCTHBIX | KOCTHOI'O MO3Ta. TPYIIIBI




KJIETOK. NPT xocTHOrO MO3ra | KIMMYHOJIOTHYECKOM
Konkcnpeccus Ha MPOTOYHOM XapaKTEePUCTUKU
JTUM(OUTHBIX MAPKEPOB. | IIUTOMIIOOPUMETPE neiikemuit (EGIL).
(maHenp OCTPBIX
JIEHKO30B).
Jlumpoma JInmponpomudepatususl | Llutonornyeckoe Bonbioe KOJIMYECTBO
XOMKKIHA. W CUHAPOM. HUCCIIEIOBaHNE kierok BII, 303uHOGMIOB
Hexomxkunckue KOCTHOT'O MO3Ta, | U TPaHyJOLMTOB, MpHU
TuMdOMBI ¢ TuM}Oy3II0B. N®T CD30 wu CD15
MueNohuopo3oM. NOT kocTHOTO MO3Ta. | TO3UTUBHBI
Jleliko3 u3 I'ucromornueckoe u | OvaroBas wim nuddys3Has
0OJIBIINX MMMYHOTHCTOXMMHYE | mposudeparus
IpaHyJIMPOBAHHBIX CKO€  HCCIeOBaHUA | TUM(DOIUTOB u/unu
J'H/IM(i)OIII/ITOB. KOCTHOI'O MO3ra. IMPU3HAKH MI/IeJ_IO(l)I/I6p03a.
XMJI, OmactHblii | BracTHBIE KIETKH B Iutonoruueckoe, 3HaunTEeNbHAS
KpHU3. nepupepuyecKoi [Murorenernyeckoe cruieHoMmeranus. Hanuuawme
KPOBH HJIK KOCTHOM WCCIIeIOBaHKE BCEX TEpeXOaHbIX (opM
MO3Te. KOCTHOT'O MO3Ta. TPaHYJIOLUTAPHOTO
YpoBeHb Uccnenosanue psaa. OTcyTcTBYyeT
JIEUKOLUTOB> KOCTHOTO WIEMKEMUYECKUI»
10x109/m. Mosra meroaoM FISH | mpoBan. Helitpodunbabii
(t9;22 BCR/ABL) JICHKOIIMTO3 CO CIBUTOM
BJIEBO JI0 0JIaCTOB.
KocTHb1i1 MO3T
TUIEPKIICTOYHBIH,
TUTIEPIUIA3US
S3PUTPOUTHOTO
pocTKa.
BrisiBnenne TpaHcKpunTa
p190 MO3BOJISIET
yckiounts XMIJI.
XMII3, Onactubli | Jleiikouuros [Muronornyeckoe [Ipomudepanus u aTunus
KpH3. (xonmu4yecTBO nccae0BaHue MErakapuoIUTOB,
neiKkonuToB >11 % KOCTHOI'O MO3Ta. COYETAOIIASICS C
109 /7). I'ucronornueckoe PETUKYJIMHOBBIM /WU
[Tansnupyemas HCCIIeIOBaHKE KOJUIar€HOBBIM (pOpO30M
CnneHomeranus. KOCTHOT'O MO3Ta. KOCTHOT'O MO3Ta; MpH
[ToBbIIeHUE YPOBHS MonexynspHo- OTCYTCTBHUH BBIPAKEHHOTO
JIIT. TeHETHYECKOe peTUKYIMHOBOTO (prbdpo3a
Uccnenosanue TTOBBIIICHHAS KJIETOYHOCTh
nepudepudecKoit KOCTHOT'O MO3Ta ¢
KpPOBH. nponudepanrent KJIeTok
CranpaptHoe TPaHYJIOLMTAPHOIO psija U
[IUTOTCHETHYECKOE YTHETEHUEM 3PUTPOIO3a.
Hccae0BaHue Jucnnasus B 1 wim 6omee
KOCTHOT'O MO3Ta. MHUETTOUIHBIX POCTKAX
Hannune myraumit JAK2,
CALR wm MPL.
OMIJIL. brnactHbie KIIETKH B ITuTonoruueckoe, MIIO nonoxxutenbHas.
nepudepruIecKon [HuTorenernyeckoe DKcrnpeccus
KpOBHU, KOCTHOM uccae0BaHue MUETIOUJHBIX ~ AHTUTCHOB
MO3Te. KOCTHOTO MO3ra. Ha OJIACTHBIX KJIETKaX.




NmMmyHObEeHOTHTIHPO
BaHMUE.
[Ipomuenonuraps | Ilanuuronenus. [uronorunyeckoe, Nudunprpanus KOCTHOTO
BIH JICHKO3. bmactapie  knetkm B | LluTorenermyeckoe Mosra Omnactamu (Oosee
nepudepruyeckoil KpoBHU | UCCIEI0BAaHUE 20%) ©0e3 oOHapykeHUs
WIM  KOCTHOM  MO3r€. | KOCTHOTO MO3ra. TUTIEPTPaHYJIUPOBAHHBIX
I'emopparnueckuit IIPOMUEJIOLIUTOB c
CHUHIPOM. MHOXECTBEHHBIMU
najg0uYKamMu Aynpa.
OtcytcTBHE
tpanciokanuu  t(15;17)
(q22; ql2); rema PML-
RARa.
JImmpoma u3 | Jlumpoanenonarus. NmmyHodeHoTHIIPO | 3pesIOKIETOYHAsT OMYXOJb
KJIETOK MaHTHH. [Tosbimenue JI/ITI'. BaHUeE. HOAYJISIPHBINA, HOIYJSPHO-
BrisBiienne 61acToB. I'ucronorunueckoe, GG y3HBIH 158105
UMMYyHOTHCTOXUMHYE | AUQQy3HBIH THUI pocTa.
CKOE UCCJICIOBAHUE. [ToBepxHOCTHBIE
Hutoreneruka/FISH. | uMMyHOr00yIMHbI
ximaccoB  IgM  u  IgD,
nosnoxutTenbHel Ha CD20
n CD79a, nonoXATEIbHBI
Ha CD5, CD43 u FMC7.
XapakTepHO
MOJIOKUTENBHOE
OKpalllMBaHUE Ha AIEPHBINA
LUAKIAH DI.
Tpancnokamus
t(11;14)(q13;932).
[Tna3moksteTounbli | biactel B KocTHOM Mo3re, | UMmyHoxumudeckoe | [Ina3zmaTtuueckue KIeTKH B
JEeNKOo3 nepudepruyeckoil KpOBH. | HUCCIEIOBAaHUE nepudepudyeckoii  KpoBU
MoHOKIOHATbHAS (uMMyHObUKCaHIIs (>20%u>2x109/L)
MJIa3MOLUTapHas KpOBH, MOYH);
uHQUIBTpanus KOCTHOrO | UMMyHOIIIOOYIMHBL;
MO3ra. Huronoruyeckoe
HcCce0BaHNe
KOCTHOI'O MO3Ta.

Kputrepuun JHATHOCTMKH OCTPBIX JIEHKO30B CO CMEIIAHHBIM

COOTBeTCTBHM ¢ Kiaaccupukanueit BO3 [20]:

¢penorunom B

Mmuenonanasa jguaua MPO (nmporouHas UMTOMETpPUS, MMMYHOTUCTOXHUMHS, LMTOXMMHSA) WIN
MoHouuTouaHas  JguddepeHuupoBka (o  KpaiiHe Mepe 2 M3 MEPEUUCIICHHBIX:  O-
HadTHIAlleTaTAICTepas3a, HHruobupyemas Hatpus propunom, CD11c, CD14, CD64, nuzonum).

T-numdponanas sunus Hutonnazmarnyeckuit CD3 (uutodryopuMeTpuuecky ¢ MOMOIIBIO aHTUTENa
K e-nieny CD3; UMMyHOTUCTOXUMHYECKH (IJI1 UCCIIEJOBaHMs MaTepHralla TpenaHOOUONCHH KOCTHOTO
MO3ra) C MOMOIIBI0 HeCHEeU(PUIECKOro MOIuKIoHanbHOro aHTu-CD3) umm moepxHocTHBI CD3
(penKo UCIoNb3yeTCs I TUarHOCTUKH OCTPOTO JICHK03a CMEIIaHHOTO (DEHOTHUIIA).

B-immmonanaa aunma Spkas skcnpeccus CDI19 + omun u3 ciaepyromux mapkepos: CD79a,
cytCD22, CD10; wiu cmabas skcrpeccuss CD19 + spkas skcrpeccust mo KpaiHed Mepe ABYX H3




nepevyrciaeHHbIx MmapkepoB: CD79a, cytCD22, CD10.

3. TAKTUKA JTJEYEHUS HA AMBYJIATOPHOM YPOBHE:

[laniueHTaM ¢  YCTAHOBJIEHHBIM  JIMarHO30M  MOJJICPKUBAIOIIAS ~ XUMHUOTEpAIUs
MEPKaITOIyPUHOM M METOTpeKcaToM, Jis naiueHToB ¢ Ph+ OJIJI mpuemM HHTrHOMTOPOB
TUPO3WHKHHA3 MOKET TMPOBOJAUTHCS B aMOYJaTOPHBIX YCIOBHUSX, IOJ KOHTPOJIEM
nokasaresieil 001ero aHanu3a KpoBH.

CxeMa noaaep:KuBamlleil Tepanuu B pamkax nporokosia ALL — 2022 KZ (Hoelzer
et al. 08/2019).

Ha3Banue npenapara Pacuernas n103a IIpumeuyanus
MepkanTonypuH. 60 mr/m2 BHYTPb €XEJHEBHO C KOppEKIHUEH
036l B 3aBUCHUMOCTH OT YpPOBHS
JICUKOIIMTOB ¥ TPOMOOIIMTOB.
MertoTpekcar. 20 Mr/m2 BHYTpPb | pa3 B Hellemmo.

[TonnepxkuBaromas Tepanusi COCTOUT U3 €XKETHEBHOIO MpHEMa 6-MEpKaNnTONMypuHa U
eXEHeAeNbHO MeToTpekcaT. [IpomomxuTenbHOCTh JedeHus 2,5-3 roja  sBIsSIETCA
ONTHMAJILHOM.

Jloza MepkantonypuHa U METOTpeKcaTa KOPPUTHUPYETCS B 3aBUCHMOCTH OT YpPOBHS
JICKOLIMTOB U TPOMOOIUTOB.

YHucJ10 J1eHKOUNTOB Yucji0 TpOMOOLIUTOB Ho3a 6-MII
6onee 2,0x10%n 6onee 100x10%/n 100%

ot 1,0x10%n no 2,0x10%n | ot 50x10%m1 no 100x10%n | 50%

Menee 1,0x10%n Menee 50x10%n -

[Tocne moaTeepxxaenus nuarsosza Ph+ OJIJI nokaszano Ha3HaueHue npenapatoB UTK.

HazBanue npenapara IIpumeuyanus
1-s TuHUS UMATUHUOOM 400-800mr/cyT BHYTpPb
2-51 TUHUSI HUWIOTUHUOOM 600-800mr/cyT BHYTpPb
3-s1 TMHUS Ja3aTUHUOOM 100-140mr/cyT BHYTpPb
3-s1 IMHUSL TOHATUHUOOM 45mr/cyT BHYTpPb

NB! Ilpenaparst UTK npuHumaror nnutenbHO, 0€3 MHepephiBOB (IIPU CHUKEHUU
MoKa3aTesield KpOBU MJIM Pa3BUTHUH TOKCUYHOCTH KOPPEKIUs J103bI/TIEPEBOI HAa APYTYIO
JMHUIO TEpANuy MPOBOJIUTHCS BPauoOM reMaToJIOTOM.

Jist onieHkH 3¢ GEKTUBHOCTH Tepanuu HEOOXOJUMO TPOBOAUTH CBOEBPEMEHHBIM
MOHHUTOPHUHI T€MAaTOJIOTMYECKUX, IIUTOT€HETUYECKUX U MOJIEKYJISIPHO-TEHETUUYECKUX
TOKa3aTesen

3.1 HemeauKaMeHTO3HOE JeUeHHe:
. Pexum: 00111€e0XpaHUTEIBLHBIN;
o Jluera: cron Nel5 (oOmiast).

3.2 MeaukaMeHTO3HOe JIeYeHHe:



IlepeueHb OCHOBHBIX JIEKAPCTBEHHBIX cpenctB (umeromux 100% BeposSTHOCTH
IPUMEHCHHS):
JlekapcTBeHHas1 MesknynapoaHoe Cnocod npumMeHeHHus YpoBeHb
rpynmna HEeNMaTeHTOBAHHOE A0KA3aTEJbHOCTH
HauMeHoBaHue JIC
AHTHHEOIUTAaCTUYECKHEC
Mepkanrtonypux Buytpb B
JIeKapCTBEHHbIE
cpencTna.
MertoTtpekcar BuyTtpb B
Nmatuan6 BayTpn A
Jazatunu6 BuyTpb A
TaprerHas Tepanusi. HUmoTHau6 BuyTps A
BuyTpb A
[Tonatuuu6 yip
JlexapcTBeHHBIE
Cpe/CTBa, OCIA0IISIONIHE
pedl ’ JIATOTH BnaytpuBenHoe
ToKcuueckoe neicteue | OHmaHceTpoH C
BBEJICHHE
MPOTHBOOITYXOJIEBBIX
Bnytps
Mpernaparos.
NB! JlonoJHUTEIbHOE MEIUKAMEHTO3HOE JICYEHHUE MPOBOAUTCS COOTBETCTBEHHO

IIPOTOKOJIaM JICYHCHHA PA3BUBIINXCA OCJIOKHCHUM.

3.3 Xupypruueckoe BMEIIATEJIbCTBO: HET.

3.4 JlaabHeiimee BexeHue [21]: mociie 3aBepiieHHs JICUEHHS COTJIACHO ITPOTOKOIY,
MalMEeHTHI B TeUEHUE 2,5-3X JIET MOIYYaroT MOASPKUBAIOIIYI0 Tepanuto. [Ipu ycmoBun
COXpaHEHHUS PEMUCCUU 3a00JieBaHUs, MOCIE OKOHYAHMS MOJACPKUBAIONICH Teparnuu,
MalMeHThl HaxoAsaTcs Ha «JI» yuére u HaOMOJaroTCs Yy Temaroyiora Mo MeECTY
J)KUTEJILCTBA B TEUCHUE S JIET.

3.5 Uuaukatopsl 3PpPeKTUBHOCTH JiedeHUs1 U 0€30IIACHOCTH METO/I0B JHUATHOCTUKHU

[22-25].

Craryc oTBeT.

Kpurtepuu 1J1s1 o11leHKH 0TBeTA.

[Tonmuas pemuccusi.

» OtcyTcTBHE IUPKYIUPYIOMMX  JUMGOOIACTOB WM
AKCTpaMETyJUISIPHBIX TTOPAKCHUMH;
»  OrcyrcTBHC nuMdaneHonaTuu, CTUICHOMETAJIHH,

MHOUIBTpau KOoxH/aeced/mMomonku/nopaxenus [IHC;
»  TpexmuueitHbiil remonod3 u <5% 0651acToB;

e  AOcomoTHOE KoaudecTBO HeuTpodusioB > 1000 / Mxi;
e  TpombGouutsl > 100,000 / mkJ1;




e  Her peunauBoB B TeueHUE 4 HENENb;
e  OrpuuarenbpHas MOb YyBCTBUTEJIbHBIMU
MOJIEKYJIIPHBIMHU 30H1aMH (4yBCTBUTENLHOCTE >107%),

[lonnas pemuccust c | OTBEHaeT BCEM  KpUTEpPUSAM  IOJHOM  pEMHUCCUHM, 3a

HETTOJTHBIM WCKIIFOUCHUEM KOJUYECTBA TPOMOOIIUTOB WM aOCOIIOTHOTO

BOCCTaHOBJICHUEM KOJIMYECTBA HEUTPO(DHUIIOB.

aHaju3a KpOBHU. NB! onienka MObB He BkIItOUeHa B MOP(OJIOTUUECKYIO OLICHKY,
HO 00513aTeJIbHO J0JDKHA ObITh OLIEHEHA.

PedpaxrepHocTthb HeBO3MOXXHOCTh ~ JOCTHIKEHHSI  TOJIHOTO  OTBETa  MOCie

3a00J1eBaHu. WHIYKIIMOHHOTO Kypca.

[Iporpeccus VBenuuenue kak MUHUMYM Ha 25% aOCOJIOTHOTO dYHCIA
3a00JIeBaHUS. HUPKYJIUPYIOIIMX OJIACTOB WJIM 0JIACTOB KOCTHOTO MO3ra WU
pa3BUTHE SKCTPAMEIYJUIIPHON O0IEe3HH.

Petmnans [ToBTOpHOE MOsIBICHUE 0JIACTOB B KPOBHU WJIUM KOCTHOM MO3I€
3a00JIeBaHUS. (> 5%) unu B m1000M 3KCTpaMEIYJUISIPHOM Y4YacTKE TOCIE

TTOJTHOM PEMUCCHH.

Craryc oTBeTa Kpurepuu orBera npu Heiipoaeiikose

Pemuccus. JTOCTIDKCHHE OTCYTCTBUS JTUM(OOIACTOB B CIMHHOMO3TOBOM
KUIKOCTH HE3aBUCHMO OT KOJUYECTBA JICHKOIIUTOB, Y
MAllUEHTOB C JIEUKOIUTAaMH <5/MKJI B CHHHHOMO3TOBOH
KUJKOCTH C HaauuveM JuM@oOiIacToB WM >5/MKI B
CIIMHHOMO3TOBOM JKHJIKOCTH C HaJMuueM JuMdoO0IacToB Ha
MOMEHT TIOCTAHOBKH JIMarHO3a.

Peunaus ITHC. ompenelieHre  JEUKONMUTOB >5/MKJI B CIIMHHOMO3TOBOM
KUJIKOCTH C HaJIndueM JIuM(OOIacTOB WIIM KIMHHUYECKUX
npuszHakoB Jedkemun [HHC, Takux kak mnapaiud JIUIEBOTO
HEpBa, IOPWKEHHUE MO3ra/Tyia3 WIM THUIOTaJTaMUYSCKUI
CUHJPOM 0€3 Apyrux oObSICHECHUH.

Kpurepuu orBera npu 3kcTpamMeayIAPHBIX NOPAKEHUAX:
* V31 wm KT meun/rpyIHOr0 cerMeHTa/OprolIHOTO CerMEeHTa/OpraHoB Majioro Tasza ¢
BHYTpUBEHHBbIM KOHTpacTtupoBanueM u [IDT/KT no nokazanusim.

MuHuMaJbHas 0CTATOYHAS 00J1e3HB [26, 27]

KonuuectBennass orenka MODb sBiseTcs OCHOBHBIM M3BECTHBIM (DakTOpOM ISt
oTpesieNieHus] pucka 3a0o0JieBaHusl, JOJDKHA OBITh MOJy4YeHa sl BCeX MalnueHToB. Eciu
MOBb u3mepsieTcsi ¢ HOMOIIBIO MPOTOYHOM LUTOMETpUH, Xopouuid otBeT MOB yacTo
onpenensercs kak Menee 107°. MccnenoBanus Kak y jaerei, Tak Uy B3pocibix ¢ OJI
IIPOJIEMOHCTPUPOBAIN CHIBHYIO Koppeisiuuio mexay MOBb u puckom peuuausa, a
TaK)Xe MPOrHOCTHYECKOE 3HaueHue uzMepeHuii MODB Bo Bpems M mocie MHAYKIHMOHHON
tepanuu. Haumbonee wacto wucnonbdyemble MeToAsl omneHkd MODB BKIOYalOT Kak
MUHUMYM O-LIBETHYIO HPOTOYHYIO LIMTOMETPUIO, CIELUUAIbHO pa3padOTaHHYIO s



BBISIBJICHUSI aHOMAJBHBIX UMMYyHO(peHOTHNoB MODB, KOITMYeCTBEHHYIO MOJIMMEPA3HYIO
nenuyto peakiuio (RQ-PCR) B pexxume peanbHOro BpeMeHHU sl OOHAPYKEHUS CIIUTHIX
renoB (Hampumep, BCR-ABL1) w/unm aHanu3bl Ha OCHOBE CEKBECHHUPOBAHUS
cienytomero nokosieHus NGS st oOHapyKeHUs! KIOHAJIBHBIX peapaH>KUPOBOK B FeHaX.
Texymiast 6-uBeTHasi MPOTOYHASI [IUTOMETPHUSI MOKET OOHAPY>KUBATh JICUKO3HBIE KIIETKU
pu nopore 9yBCTBUTENLHOCTH <1x10 (<0,01%) MOHOHYKIEAPHBIX KJIETOK KOCTHOTO
mo3ra. Metonbr IIIP/NGS moryr oOHapyXuBaTh JIEWKO3HBIE KJIETKU MpU TOPOTe
gyscTBHTENbHOCTH <1x10° (<0,0001%). YpoBeHb COOTBETCTBHS I OOHAPYKEHHS
MObB mexny 3TUMU METOJaMH, KaKk IpaBWiO, BBICOK. MeTojbl, HE 00€CIeUnBarOIINe
Takol ypOBE€Hb YYBCTBUTEJIBHOCTH, HEOPUrOAHBL. IIpenmoyTuTeNnbHbIA  METON
BbIsiBJIeHHS MOD 1 ero cpoku BappUpYIOTCS B 3aBUCUMOCTH OT UMMYHOJIOTHYECKHX H
MOJIEKYJIIPHBIX OCOOEHHOCTE KOHKPETHOTO cilydas, a TakKe€ B COOTBETCTBUU C
PEKOMEHAAUMSAMHU COBMECTHOW IPYIIIBI MM KIMHUYECKAM IPOTOKOJIOM.

Cpoxu ounenku MOBb:

e [locne 3aBepiieHUss HAYAIIBHON MHIYKIUH.

e JlononHuTenbHblE CpoKH omnpenencHus MODB TOmKHBI ONPENensaThCS UCHO0JIb3yeMOM
CXEMOM.

e UYacTtoTa MOHUTOPUHTA MOXKET OBITh yBEIWYEHA y MAIMEHTOB C MEPCUCTUPYIOIIEH
MOB unu MONEKYISIPHBIM PELIUANBOM.

o [lepuonuueckuit MoauTopunr MOBb (He yaie, yem KaxkJple 3 MecsIa) y MaiueHToB
C IIOJIHOM MOJIEKYJISIPHOM PEMUCCHUEM.

4. NOKA3AHUSA JJds1 TOCIHUTAIN3AIOUU C YKA3ZAHUEM THUIIA
TI'OCIINTAJIN3ALINMNA:

4.1 IToxka3aHus 119 IJIAHOBOM IrOCIIUTAJIN3ALMH

e [IpoBeneHue KypcoB XUMHOTEPAINHH, TAPTETHONU TePANUU U UHBIX BUJIOB JICUCHUS.

° [IpoBeneHne ramIoNJICHTUIHON/AUIOTEHHON TpPaHCIUTAHTAIMA TEeMOMO3THUYECKUX
CTBOJIOBBIX KJICTOK.

e  KontponbHoe obcnenoBanue nepe/mocie ramio/anno TKM.

4.2 IlokazaHus AJI IKCTPEHHON rOCIUTAJIU3AUN:

e  Brepssic BBISIBICHHBIW OCTPBIN JIEUKO3;

e  Cowmarmuecku Tsoxenbiit namueHt (ECOG>3 6amon);

e  OmnyxoJieBasi UHTOKCUKALIMS, CHHIPOM CIAaBJICHUE;

e  TspKenoil aHeMHYECKUM/TeMOpparudecKuii CUHIPOM, TPeOYIOIMUM 3aMECTUTETLHON
Tepanuu;

e [lonmopranHas HEOCTATOYHOCTH BCIEJICTBUE OCHOBHOTO 3a00JIEBaHMUS;

o  DeOpunbHas HEUTPOIICHUS.

5. TAKTUKA JIEHEHUSA HA CTAIIMOHAPHOM YPOBHE:

Ipendgasza nporokona nporokoaa ALL-2022 Kz [28, 29].

[Ipu ycTaHOBJEHWH JMArHO3a JICYEHHE CICAyeT HAYWHATh HEMEIJICHHO, XKeJaTelIbHO B
CIEIUATM3UPOBAHHOM CTallMOHApPe C JOCTYIOM B OT/CJICHHE WHTCHCHUBHON Teparvu.



[IpenBapuTeNbHBIN 3TAll TEpanuu KOPTUKOCTEPOHUIaMH (JeKCaMETa30H) B KOMOWHAIIUU C
Ipyrum mpenapatoMm (nukiodochamMumoM) 4acTo Ha3HAYAIOT BMECTE C aJUIOMYPHHOJIOM
U Tunpataiueil B Teuenue ~5—7 mqued. llpendazoBas Tepamnus mo3BossieT u30e€XaTh B
OoonpmHCTBE cirydaeB cuHapoMm nusuca omyxonu (CJIO). [30]. Bpewms, nHeoOxomumoe
g npendazoBoil  Tepanuu, IMO3BOJSIET MOJIYYUTh PE3yabTaThl JUATHOCTHYECKHX
UCCJIEIOBAHMM, TaKMX KaK LWTOICHETHKAa, MOJEKyJsipHass reHeTtuka. OTBer Ha
npenda3oBy0 Tepamuio OMpeAessieT XUMHUOUYYBCTBUTEILHOCTh 3a00J€BAaHUS U OIICHKY
pucka [31]. IIpu mocTaHoBKe AMarHo3a U BO BpeMsl MHAYKIIMOHHOW Tepanuu B OoJiee
80% cnyuaeB HaOmomaercs Tsokenas HedTporenus (<S00/MKIT), ¢ BBICOKUM PHCKOM
pa3BUTHS MH(EKIUNA U JETATBHOCTH OT HMH(EKIMOHHBIX OcCHOKHEeHUN. COBMECTHBIN
aHaIM3 TSATH PAHIOMU3UPOBAHHBIX HCCIEAOBAaHUN BBIABMIM 0Oojee  KOPOTKYIO
MIPOJIOJKATEITLHOCTh HEUTPOTICHUH, Y CHIDKEHHUE YacTOThl (heOpUIIbHON HEHUTPOIIEHUHU B
OoNbIIMHCTBE ciydaeB [32], W Ha O3TOM OCHOBaHHMU CJEAYeT YUYUTHIBATh
IPaHyJIOUUTAPHYIO TPOPHIIAKTUKY KOJIOHHECTUMYIUpytomuM (aktopom [I1, B].

Bcem manmentam ¢ OJIJI u ux cubcam BHE 3aBUCHMOCTH OT (haKTOPOB BBICOKOTO pUCKA
Ha dTane auarHoctuku nposoautcsa HLA-tunupoBanue. Eciiu nocne 3aBepiienus [ asbrl
MHIYKIUWA PEMHUCCHUSl HE JOCTHTHYTa, MAlMEHTa OTHOCAT K TPYIIE BBICOKOTO PHUCKA,
MIPOBOJIAT JICUEHHE MO Mporpammam st pesucteHTHIX popm (FLAG=*Ida, HyperCVAD,
ALL-Rez BFM 2002) npu ycnoBUM JOCTHKEHHSI PEMUCCUU U HAJIMYUU JIOHOpPA TAKXKE
BBINOJIHAIOT ajuioreHHyro TKM.

[Tpu BeisiBneHuu t (9; 22) /BCR-ABL nariueHThl NepeBOATCS Ha JICYEHUE 110 MPOTOKOIY
C MCIOJIb30BaHUEM MHTMOUTOPOB TUPO3UHKHHA3 (YPOBEHB JOKA3aTEIbHOCTH A).
Kopotkass mepBas mojHas peMHCCHS WIM TEpBUYHOE pedpakTepHOe 3a00JeBaHUE
XapakTepu3yeTcsi KakK OYEeHb BBICOKMM PHUCK, IPU DBTOM CJIEAYET HEMEIJICHHO
PacCMOTpPETh HOBBIE areHThI, KOTOPbIE MOTYT OBITh HE MEPEKPECTHO YCTOWYMBBIMU K
xumuorepanuu. s OJUJI u3 B-kiIeToYHBIX MpEAmIecCTBEHHUKOB TaKHe areHThl Oojee
IIUPOKO JOCTYIHBI. bramaatymoma0 [33], nHoTy3ymab [34] moka3anu MHOTOOOEIIIAIOIINE
pe3ynbTatel uccinegoBanuii  ¢asel Il w  oneHuBaroTCI B paHAOMHU3UPOBAHHBIX,
KOHTPOJUPYEMBIX HMCCIEAOBAaHUAX, B KOTOPBIX TIpyNna CpPaBHEHUS  SABISETCA
«CTaHIAPTOM JICYEHUs» XuMHUOTepanuu. KilmHUYeckue uccieoBaHUsl C BKIIOUYEHUEM
nMmmyHoTteparnuu ¢ CD19 CAR-T knetkamu [35] Takke BO3MOXKHO.

Nupykuus pemuccum.

[lenpr0 MHAYKIUOHHOM Tepanuu sBisieTcss aoctvwxenue [P wim monexynsaproun I1P,
OIICHMBAaeMOM B TeueHue 6-16 Hemenb OT Hayajga XMMHUOTEpAnuH. BOJBIIMHCTBO CXEM
Tepallid OCHOBAaHbl HAa BHUHKPUCTUHE, KOPTUKOCTEpPOMAAX M  aHTpaIlMKIMHAX
(mayHOpyOMITMH, IOKCOPYOWIIMH, WAApyOWIMH), ¢ Wi 0e3 mukiodpochamuna WU
nurapabun, L-acmaparunasza, [190- acmaparnnasa (MMeeT MPEUMYIIECTBO 3HAYUTEIHHO
OoJiee IIIUTEIBLHOIO JEUCTBHUA). JlekcameTa3oH MpearnouyTUTeNIbHEEe MPEIHU30JI0HA, TaK
KaK IMPOHUKACT Yepe3 reMaTodHIehaTndecKuii Oapbep.

Hcrnonb3ys TeKyIUid NOAXO0 K Teparuy, yactota goctvxenus [1P ysennunnace no 80—
90%, mns crangaptHOro pucka Ha >90% u BbICOKOTO pucka Ha ~75%. PesynmpraTh
neuenusi OJIJI cBA3aHbl ¢ BO3pAcTOM MALMEHTA, C MOKA3aTeJIeM IMOJIHONW PEMHUCCHUU OT
80% 10 90% B nerckoM Bo3pacte, CHUXkKasICh 10 <10% y moXuibIX manueHToB. B cBs3u ¢
3TUM PEKOMEHJIOBaHbl aJalTUPOBAHHBIE K BO3PACTy MNPOTOKOJBI, TJI€ BO3PACTHBIE



OTPAHUYECHHSI B OCHOBHOM OIPEIEISIOTCS T'e€MaTOJIOTMYECKOM M HEreMaToJOTHYeCKOM
TOKCHYHOCTBIO.

BriaenstoT cieayromne BO3pacTHbIC TPYMIIbL:

* [TonpocTtku u MoJiofsie, onpeaensieMmbie oT 15/18 no 35/40 ner,

* OJUJI nst B3pocibiX, Bo3pact oT 35/40 no <55/60 ner,

* [Toxxuiiple manueHTsl ctapiie 55/60 et

» Cinabple ManueHThl, He TOAXOAIINE I KaKON-Tu00 MHTCHCHUBHON Teparuu CTaplie
70/75 ner.

IoapocTku ¥ MoJI0ABIE TAIUEHTHI.

Mouonoii Bo3pacT HaxoauTcs B Auana3zoHe oT 15 mo 39 ner. OgHako 3TOT BO3pacT HE
ABJISIETCSI CTPOTUM KPUTEPUEM, IOCKOJIBKY HEKOTOPbIE U3 PEKOMEHAYEMBIX CXEM HeE
ObLIM TNPUMEHEHbl BO BCEX BO3pacTHBIX rpymnmnax. JlaHHele UCCien0BaHUN
CBUETEIBCTBYIOT O TOM, UTO JUJIsl O0jee MOJOJBIX ManueHToB (B Bo3pacte < 21 roza),
0COOEHHO ISl TeX, Y Koro gocturuyta orpunareiasnas MOB, annorennas TI'CK moxer
He JaBarh npeumyuiects nepen xumuorepanuend + WMTK. Ilenmarpuyeckas tepanus
CBS3aHA C BBICOKOW MHTEHCHUBHOCTBIO HAa HECKOJIBKMX 3Tanax JEYEHHs, B TOM YHUCIE
00JbIlIME KYMYJISITUBHBIE 1O3bl MPENApaToB, TAKUX KaK KOPTUKOCTEPOUIbI, BAHKPUCTHH,
L-acnaparunasa u mocienyomas Tepamnus, HarpasieHHas Ha [JTHC, B To Bpems kak
nposenenre TI'CK paccmarpuBaeTcs B MEHbIIEW cTeneHu. B uccienoBaHUsAX
MOKa3aTeNId BbKUBAEMOCTH uepe3 5 jet coctaBuiiu 67—78% mno cpaBHenuto ¢ 34%—-41%
C IPEKHUMH NMPOTOKOJIAMHU.

B3pocabie nanuenTsi [36, 37, 38].

Pesynbprarsl neuenns B3pocibix naureHToB ¢ OJIJI 3HaunTensHo ynydmminck. CpenHee
3HaYeHUe Oe3pelnIUBHON BhIKUBaeMOCTH cocTaBuiio 34% (25% uepes 5 net, 48% vepes
3 roga), obmeit BebkuBaeMoctH 38% (27% uvepes 9 net, 54% depes 5 net). B HacTosee
BpeMs 00IIasi BbDKUBAEMOCTh MPU CTaHJAPTHOM pucke cocrapimser 50-70% mpu
MPUMEHEHUHU TOJIbKO XuMHUOTepanuu. Vcxom /uisi ManeHToOB ¢ BHICOKUM PUCKOM TaKKe
ynyumumncs ¢ 20% g0 30% u go ~50% nocne nposenenuns amnorenHo TI'CK B nepBoit
pemuccuu. [lpyu npuMeHEeHNN OJHUX U TEX K€ MPENapaToB ¢ BHICOKOM MHTEHCUBHOCTHIO
703, JOCTUTJIM WJIECHTUYHBIX PpPE3yJbTaTOB KaK Yy MOJIOABIX C JOCTHXKCHHEM
BeDKHBaeMocTu 60—70% u Goree.

IHoxuniable manmyeHTHI.

[Toxuneie nmarueHTsl (55-91 roa) ¢ MaAJNTMATUBHBIM JICUCHUEM UMEJH YacTOTY MOJHOTO
otBeta 43% (34-53%), ypoBeHb paHHel cmepTHOCTH cocTaBiser 24% (18—42%) u
oOmel BbDKMBaeMocTH Bcero 7 MecsaueB (3—10 wmecsues). Ilpu mnpoBeaeHuu
MHTEHCUBHOW XUMHUOTEpAINy, PEKOMEHIyeMOM ISl B3POCIIBIX, YaCTOTA MOJHOTO OTBETA
56% (40-81%), paunsisi cmepTHOCTB 23 % (6—42 %), obiast BepkuBaeMocTh 14 mec (3—
29 %). IIpuHUIMO TPOTOKOJIOB TEPANUU JI TOXKHUIBIX — MEHEE MHTECHCHUBHASI TEpaIrius, Ha
OCHOBE KOPTUKOCTEPOUIOB, BUHKPUCTHHA M acTiaparuHasbl, U B 3HAYNTEILHON CTETICHH C
n30eKaHWeM TPUMEHECHHUS aHTPAIMKINHOB W  ANKWIMPYIOIIMX AareHTOB, YTOOBI
YMEHBIIUTh PHUCK PpPAHHEH CMEpPTHOCTH, CBSA3aHHOW C JiedueHMeM. B  neBstu
npocnekTuBHbIX ucciaegoBanusax OJIJI moxunoro Bospacta (55-81 roa) ¢ Menee



WHTCHCHBHBIM IPOTOKOJIOM ITOKa3aTelb MOJHON pemuccuu coctaBui 71% (43-90%),
paHHsIE CMEpPTHOCTh cHu3uiack A0 15% (0-36%), oOmas BBDKUBAEMOCTh Oblia
sHauuTenpHOM 33 wMmecsama (16—71 wmecam). JledeHne NOXWIBIX TMaueHTOB ¢ Ph-
noJsioxkutenbHbIM OJIJI MOXeT mpeacTaBisiTh MpoOieMy, Tak Kak MOXKHIIbIE MallueHThI
WJIM TIAIUEHTHI C COMMYTCTBYIOIMMU 3a00JIEBAaHUSIMU MOT'YT HE MIEPEHOCUThH arpeCCUBHBIC
pexuMbl nojuxumuorepanu B codyetanun ¢ UTK. B wuccnepoBanun, B KOTOpOM
noxkuisipie narueHTsl ¢ Ph-nonoxurensueim OJIJI (n = 55; cpegnuit Bo3pact 68 ier;
muanazoH  54-79 mer; 94,5% Omun B Bo3pacte 60 ser uW crapmie) ObuH
PaHAOMM3UPOBaHbI JJII MHAYKIIMOHHOW TEparud UMAaTUHUOOM B CPABHEHUU C OJIHOM
xumuorepanuei. [Ipu KOHCOTUANPYIOLIEN Tepanuu, CoAepkKalleil UMaTUHUO, pacueTHas
IBYXJIETHSAE BBDKMBAEMOCTh cocTaBwia 42%; Mexay TIpynnaMd HWHAYKIMOHHOIO
JieYeHUs He HaOII0JIaloCch CYIIECTBEHHBIX paznmuuuii. Meaumana OB Oblia 4MCIEHHO
BbIllE (HO HE CTATUCTUYECKH 3HAYMMO) CpPEOW MALMEHTOB, MOJYYaBIIMX WHIYKIHUIO
MMaTUHUOOM, TI0O CPaBHEHUIO C MAIMEHTaMHU, PaHJAOMU3UPOBAHHBIMU JJIi UHIYKIHUU
xumuorepanuu (23,5 npotus 12 mecsieB). OHAKO YacTOTa TSAKEIBIX HEXKEIATeIbHbBIX
SBJICHUM ObLJIa 3HAYUTEJIbHO HUXKE MPU UHAYKIUH UMAaTUHUOOM (39% npoTtuB 90%; P =
0,005), 4TO MO3BOJSET MPEANOIOKUT, YTO UHIYKIIMOHHAS TEPAs UMATUHUOOM MOKET
JAy4dlie TEpPEeHOCHUTHCS, YeM XHUMHOTepamus, y TOXWIbIX mnaiueHToB ¢ Ph-
nonoxurenbHbiM OJUL
Pexomenmyercss nedeHWe y TAIMEHTOB CTapiie 55 JeT HauuHaTh C mpeadasbl
koptukoctepougamu. Ilanmenram crapme 55 ner ¢ Ph-neratuBusiMu OJIJI ¢
YAOBJIETBOPUTENBHBIM ~COMAaTUYECKHUM CTaTycoM 0€3 TKEIOW COMyTCTBYIOLIEH
natosioruu nposeaeHne MT HUTOCTATUYECKMMHU MpernapaTaMyd B CHUXKEHHBIX J1033aX C
MOCJEYIOUMMU KypCcaMHi KOHCOJIMJALMU U ToJepKuBatomiell repanuu. [lanuenram c
Ph-neratuBabiMu OJIJI B HEyIOBJIETBOPUTEIILHOM COMAaTHYECKOM CTAaTyCce W/WIH C
TSOKEJIOW  CONYTCTBYIOIIEM TMATOJIOTMEH BBINOJIHEHHWE MAJUIMATUBHOM Tepanmuu —
KyIUpOBaHUWE CHUMIITOMOB 3a00JIeBaHUS, MPOBEACHUE 3aMECTUTENIbHON Tepanuu
TpaHCcPy3HMOHHBIMU cpenamu. [lanmenTam B Bo3pacte crapiie 65 JeT He PeKOMEHIyeTCs
paccMaTpuBaTh BO3MOXKHOCThH BbINONMHEHUs aio-TI'CK B CBSI3U € BBICOKUM PHUCKOM
JIETAJIBHOCTHU. [Tarmentsl ¢ OJIJI mokwiioro Bo3pacTa B HACTOSIIEE BpeMs
OTpENENSIIOTCa KakK OTAeNbHasg Tpynmna MaldeHTOB, TpeOyromas HCIOIb30BaHMS
CHEeHU(PHUYHBIX JJI1 JAHHOTO BO3pacTa MPOTOKOJIOB. B GONBIIMHCTBE MCCIETOBAaHUM IS
OJIJI B crapuiyro BO3pacTHYIO TpyNIy BKJIIOYAKOT IMAlMEHTOB B Bo3pacTte 55 JeT u
crapie. [Tpu arom y nanmentoB crapiie 55 net 30-50 % coctasistor Ph+ OJIJI.
Pedpakrepubie popMbl 0cTPOro Jum¢o0JacTHOIO JieiKo3a:
Tepanust namueHToB ¢ pedpakrepHoit dopmoii octporo auMdOOIACTHOTO JeHKo3a,
npoBoautcs o npotokosry HyperCVAD (yposens nokazatensHoctu B) [13, 24, 25].
Kypcel moBTopsitorcst kaxkable 21 1OeHb OT Hayaina NOpEeAblAylIero, NpU  YCIOBUU
TIOBBIIICHHS YPOBHSA JekikormToB Gonee 1 x 10%1, TpomMGomuTos Goee 50 x 10%/m.

B mporokonme  HyperCVAD/HD-Mtx-Ara-C  mpeaycMOTpeHBI  CIEAYIOIINE
MoAU(UKAIINH 1036 XUMHOIIPENAPaTOB:
o CHmwKeHHe J03bl BUHKPUCTHUHA 10 | MT MPH MOBBIIIICHUN YPOBHS OMIMPYyOUHA BBIIIIE
2 mr/nn (34,2 MKMOITB/T);



o CHmwkeHHe 1036l TOKCOpyOuImHa Ha 25% Tpy MOBBIIICHUN YPOBHS OUIUpyOHHA 10
2-3 wmr/mn (34,2-51,3 mkmonwb/n), Ha 50% npu Ounupyoune 3-4 mr/an (51,3-68,4
MKMOJIb/T) 1 75% nipu Ounupyoune 6oxee 4 mr/ain (6onee 68,4 MKMOJIIB/11);

o CHmkeHue 103bl METOTpeKcaTa Ha 25% npu ypoBHE Kpeatununa 1,5-2 mr/mn (132,6-
176,8 mxmonb/n) 1 Ha 50% Tipu NOBBIIIEHUH YPOBHS KpeaTUHUHA Ooiiee 2 mr/an (Goiee
176,8 wmxmonw/m). Jloza MeroTpekcata cHukaercs Ha 25-50% mpu  pa3BUTHH
HEUPOTOKCHYECKUX ocliokHeHnur unu mykosute l1-1V crenenu;

« PasoBas no3a umro3apa cHmwkaerca a0 1 /M y mamueHTtoB crapme 60 JeT, npu
MOBBILICHUH YPOBHS KpeaTnHuHa Ooinee 2 mr/mn (6onee 176,8 MKMOIB/) U TIPH YpOBHE
MeTOTpeKcaTa B KoHIle HHPY3un 20 MKMOJIB/IT;

o Ilpu pa3Butuu nocne kypca HD-Mtx-Ara-C HeWTponeHuu W/ Ui TpOMOOLIUTOTICHUN
II-1V cremenn B cheayromux Kypcax d03bl peayuupyrorcss Ha 25-33%. [loza
MeToTpekcara cHmkaercsa: 750 mr/m? — 500 mr/m? — 250 mr/m2. Jloza muro3apa
cHmxaercs: 2 r/m®> — 1,5 r/m*> — 1 /v

Hcnonb3zoBanne MoAU(pUKALIMMA 1036l TO3BOJISIET PUMEHSITH POTOKOJI Y JIUI TTOKUIIOTO
BO3pacTa.

Jlumdoma bepkurra [39].

[Tanentam B 1-i JIMHUM J€4YEeHUS TPUMEHEHHE HWHTEHCUBHBIX MpPOTOKONOB XT: R-
Hyper-CVAD, JIb-M-04+/-R, LMB 95, CODOXM/IVAC+/-R, RNHL-BFM 90/95.
OcHoBHBIM mTpaBujioM B Tepanuu JIb sBisieTcs cOOMIO/IEHHE NPUHIMNA «J103a —
MHTEpBAI», T. €. MPOBEACHHE Kypca B MOJHBIX J103aX C COOIIOJEHUEM MEXKKYPCOBOIO
MHTEpBAJIA. 3a UCKIIFOUCHUEM CUTyallMi Pa3BUTHUS KU3HEYTPOKAKOIIUX OCIIOKHEHUN, HE
PEKOMEHAYETCS TpephiBaTh HayaTbll Kypc XT. B HCKIIIOUMTENBHBIX Ciy4yasx HpH
HaJIMYUU TSHKEJBIX MHPEKIIMOHHBIX OCIOKHEHUM, C KOTOPBIMU HE yAAJIOCh CIPABUTHCS K
OKOHYAHUIO MEXKKYpPCOBOIO MEPEPHIBA, BO3MOKHO YBEIMYEHUE WHTEpBaIa MEXKIY
kypcamu. [lanmentam crapme 55 ner 6e3 mopaxkenuss [IHC (me kanmumatam yis
unteHcuBHor XT) nposeaenue nedeHus nmo nporokory R-DA-EPOCH. Pekomennyercs
Bce mamueHtam ¢ JIb oOs3arenbHas npoduiIakTHKa HEHWpOJEHKEeMHUH TyTeM
MHTpaTeKaJIbHOTO BBeNEHUs 3 mpernapaToB (nurapadbun™** 30 mr, MmetoTpekcat** 15 wmr,
nexkcameta3zon™** 4 mr) 1 pa3 3a Kypc B TEUEHHE BCETO NEPHO/IA TEPATTHH.

Koncoaunanus pemuccun [40, 41, 42].

[lenpf0  MOCTUHAYKIMOHHOW  KOHCONMIAIMU  SBISACTCS  YCTpaHEHHE  JIIOOBIX
JCHKEMHUYECKUX KIIETOK, MOTEHIIMAIIBHO OCTaBIINXCS IMOCIIe WHAYKIIMOHHOW Tepamuu, 1
MPB. Tloctpemuccuonnas  ¢aza  JjeueHHs] MOXeET  OBbITh  ONKWcCaHa  Kak
uHTeHcHpUIMpyomas Ttepanus. KomOuHamus mpemnapaTtoB W MPOIODKUTEIBHOCTD
Tepanmuu Ui PEKUMOB KOHCOJMUAAIMM B 3HAUWUTEIBHOW CTETMEHH pAa3inyaloTcs B
3aBHCHMOCTH OT UCCJICIOBAaHUIA U MOMYJISINI MallueHTOB, MOTYT BKIIFOUaTh KOMOMHAIINN
IpernapaToB, AaHAJOTUYHBIE TEM, KOTOpbIE MCIONb3YIOTCS B (aze HHAYKIHU.
MeroTtpekcat, mutapaduH, 6-mepkantonypun (6-MII), muknodochamua, BUHKpUCTHH,
KOPTHKOCTEPOU/IbI u L-acnaparunasa BKJIFOYAIOTCS B CXEMBbI
KOHCOJIUAAMHU/UHTEHCU(UKALIUN TEPATIUH.

Hcnonp3yioTcss  CAEAyIOIIMe PEeXUMbl XUMHOTEpanuu;, OIUH SBISIETCS IMIMPOKO
pacnpoCTpaHEHHOUW CXEMOM, co3maHHOM Mo oOpasny nenuatpuueckodr BFM (bepnun-



Opank@ypr-Mroncrep) mnpotokonsl ¢ uHaykmued [, wamykunwenn I,  Luxomsr
KOHCOJMJAIMN, UHOTJA MPEPHIBUCTAS PEUHAYKINS [IUKIJIA © B OCHOBHOM MCIIOJIB3YETCA B
€BPONEHCKUX HCCIENOBAHUAX Y B3pOCIbIX. JIpyroil moaxoa 3akit04aeTcsi B HIOBTOPEHUHU
IBYX Pa3HBIX YEpPEIYIOIINXCS MHTEHCHUBHBIX KYpCOB XMMHOTEpAIUH, UICHTUYHBIC IS
UHAYKIIMU ¥ KOHCOJMUIAIMKU, B OOIIEH CIOXXKHOCTM BOCEMb IIMKIIOB, Takux Kak Hyper-
CVAD (muknodochamua, BUHKPUCTHH, JIOKCOPYOMIIMH, JEKCaMETa30H) MPOTOKOJI,
IPEUMYIIECTBEHHO HCTO0JIb3yeMbll B CoenrHeHHbIX [1ITaTax. BoapIIMHCTBO TPOTOKOJIOB
UCIIONB3YIOT 6—8 KypCcOB, KOTOpBIE COAEpKAT BBICOKHME J03bI METOTpeKcara JInOo
BBICOKHE JI03bI IUTapaOuH + acraparunasa. Beicokue n103sl nutapadbuna 4—12 103 nmo 1-3
r/M? 1 MeToTpekcaTa 1o 1-1,5 r/M*u no 3 r/m2.

Jlnst maruentoB ¢ Ph+ OJIJI newenne UTK mmtoc koMOMHMpOBaHHAS XUMHUOTEPATTHS

ABJISIETCA NPUEMIIEMBIM  BapUaHTOM, KOTOPBIM II0 MEAULUMHCKUM TMOKa3aHUSAM
nporuBonokazana auiorenHas TI'CK, HO kak nmpaBuio, pe3epBUpPyEM €ro IS MAMEHTOB
¢ oonapyxuaemoit MOB. Hu onun npotokon mist komOunanuu UTK ¢ xumuoTepanueit
HE J0Ka3aJl CBOMX IIPEUMYIUECTB, W HET €IUHOIO MHEHUS OTHOCUTEIBHO
npeanoytutTensHoro pexxuma. Koncommmanus WUTK B couetanum ¢ Xummorepanuein
MOXKET 00ecneuuTh TIyOOKYyI0 MOJIEKYJISPHYIO PEMHUCCUIO, HO MPOIOHKUTEIBLHOCTD
’KU3HU HESICHA, U HESICHO, MOXKET JIM 3TOT MOJXOJ peryispHo uzneunBaTh Ph+ ALL. B
OOJIBIIMHCTBE MCCIEAOBAHUN KOHCONUIAMN KOMOMHHPOBAHHOW XHWMHUOTEpPANUU IPH
Ph+ OJIJI uHruOGuTOpHl THUPO3MHKMHA3bl OOBIUHO HE BKIIOYAINCh, M HESCHO, Kak
BKJIIFOYEHUE HWHTUOUTOPOB  TUPO3MHKMHA3bl B  HHAYKIUMOHHYI) PEMHUCCUI0O H
MMOCTPEMUCCHOHHYIO TEPAUIO MOBIUAET HA OTHAIECHHBIE PE3YJIBTATHI.
Hu B ogHOM paHIOMHM3MPOBAHHOM HCCIEIOBAHMM HE NMpoBoauiochk cpaBHeHne UTK B
couetanun ¢ xumuorepanuern c¢ amwmoreHHor TI'CK, ayromormunoin TI'CK wmm
MMMyHOTepanuenl. PerpocnektuBable  uccnepoBanuss HWTK B couerannmn ¢
XUMHUOTEpaIuen, Kak MpaBuio, ObUIM HEOOJbIIMMHU, B HUX BKJIIOYAIHCh MMAlUEHTHI,
KOTOpPBIC 0 MEAMIIMHCKUM IMOKa3aHusIM He moaxoauau g amtorennon TI'CK, w/umu
UMeIM KOPOTKUN mepuonx HaOmoAeHus. BpoxkieHHble pa3iuyusi B MOMYJISIHUIX
MMALIMEHTOB 3aTPYAHAIOT CPAaBHEHUE ITUX MCCIIENOBAHUM C UCCIIENOBAHUSAMU NALEHTOB,
nepenecmux amwioreHnyo TT'CK.

IMoanep:kuBaomIasi Tepanmus.

[TopnepxuBaromias Tepanusi COCTOUT W3 €KEIHEBHOIO IMpueMa 6-MepKanToIlypuHa M
€KEHEJIETIbHO METOTPEKCAT. B HEKOTOPBIX CXEMax JICUEHHS] PEKOMEHAOBAHbI IOBTOPHBIE
LMKJIbI BUHKPUCTHHA, JIEKCAaMETa30Ha WUJIM JPYTUX NpernapaTroB €KEeMEeCS4YHO WM Oojee
JUIMTENbHBIE WHTEpBaibl. lIpomomkurenbHOCT JedeHuss 2,5-3 roma  sBiseTcA
onTuMaigbHOU. OTCYTCTBHE MOAJIEPKUBAIOLIEN TEPANUU 3HAYUTEIBHO YXYIIIAET HUCXOL
OJIJI u3 B-Kkn€TOYHBIX NPEALIECTBEHHUKOB, HO B MeHblend creneHu npu T-OJUI [43,
44]. Hauano moajep>XUBArOIICH TEparnud BO3MOXKHO IPH COOJIFOJICHUH CIICAYIOIIMX
YCIIOBUN:

o COXpaHEHHME peMHUCCUHU 3a0o0yieBaHUsA (MyHKLHUS KOCTHOTO MO3ra Mepe] HayalioM
MOAACPKUBAIOIICH Tepanun);

¢ OTCYTCTBUE HH(EKIIMOHHBIX OCIOKHEHUI;

o JeiikoruTsl 601ee 2,5x10%m;

o TpaHynonUTHI O0see 750/MK;



« TpomGonutsl Gonee 100x10%m.

[lognepxuBaromas Tepanus NpoBoauTCcs amOynatopHo. [loza Mepkanrtonypuna wu
METOTpeKcaTa KOPPUTHPYETCS B 3aBUCUMOCTH OT YPOBHS JICHKOIIUTOB U TPOMOOIIUTOB.

Yucio JIeHKOUTOB Ywucs10 TPOMOOIIUTOB Jo3a 6-MII
6ouee 2,0x10%n 6onee 100x10°%/71 100%

ot 1,0x10%n 10 2,0x10%n | ot 50x10%m1 7o 100x10%n | 50%

Menee 1,0x10%n Menee 50x10%n -

Xumuorepanusi npu pequausax OJLJL.

Hanbonee wacTo HMCHONB3YIOTCS CXEMbI cojepxaiue GiayaapabuH W aHTPAIUKIMH,
Harpumep, FLAG-Ida (¢uaynapabun, Bbicokue n03bl ara-C, rpaHyJIoIUTapHbBIN
KOJIOHUECTUMYJIUPYIOMUHA (HaKTOp W MAapyOUIIUH). JIMMocOMallbHBIM BUHKPUCTHUH [45]
pEeKOMEHI0BaH i ieueHus penuana OJIJI. OTu cTaHIapTHBIE XUMHOTEPANIEBTUYECKUE
noaxoAsl npuMeHuMBbI Kak Kk OJIJI n3 B-kneTouHbIx npAEeCTBEHHUKOB, Tak U K T-OJLJL.
[Tarmmentam ¢ peuuauBom Ph+ OJUI cnenyeT paccmoTpeTs HOBble nokosieHus MTK, mo
pe3ysibTaTaM MYTAIlMOHHOTO aHanm3a ux TpaHckpuntoB BCR-ABLI. Ilanuents,
MOTEPSIBIIME OTBET HAa MMATUHUO MOTYT OTBETUTh HAa HWJIOTMHUO WU Ja3aTUHUO U
nmoHaTuHUO 1 mareHToB ¢ mytanuedt T3151. UTK sBastoTCS 3HAUUTENBHO JIYyUYIITUM
BAPUAHTOM [0 CPaBHEHUIO C  TOBTOPHBIM  JICUEHUEM  MHEIOCYNPECCUBHON
XUMHOTEpAINMEH, JIydllle TMEPEHOCATCS TOXUIBIMA MalueHTaMu. B  mamimaTuBHOM
Tepanuu CJIEAYEeT IMPOBECTH aHAIM3 MYyTallMOHHOTO jaoMmeHa kuHa3bl BCR-ABLI1 u
nucnonp3oBath ero s tepanuu ¢ UTK. Her HMkakux m0Ka3aTteinbCTB JOJITOCPOYHOU
BbIKUBaeMocTH, nocturayroii MTK mnocnme penwmuBa, W OOJBIIMHCTBY MAIlMEHTOB
0JDKHA OBITH TIpoBesieHa aytorenHas TI'CK.

AJIOTeHHasl TPAHCIVIAHTAIUS TeMONOITHYECKUX CTBOJIOBBIX KJIETOK.

HecMmoTpst Ha wuccienoBaHus M MeTaaHAIW3bl, CpPaBHUBAIOIIMX 3()PPEKTUBHOCTH
xumuotepanuu U TI'CK [46], Bommpoc o mokaszanusx k TI'CK y B3pocibIx marueHTOB
OJIJI mpu niepBoOii MOJHON peMHUCCUU TpeOyeT 00CYXACHUSA. ITO CBSI3aHO C YIyUYIlICHUEM
pe3yJbTaTOB TIPU TPAJUIMOHHBIX M TapreTHBIX peXUMax xumuorepanuu. Jlis
MalMEeHTOB C BBICOKUM pHUCKOM [l, A] co BTopoil wim Oojee peMuccUer ITy4IIUM
TEpPANeBTUYECKUM BapUaHTOM U JIYYIIUMU pe3yJbTaTaMud oOOlIeld BBDKHMBAEMOCTH
apisierca TT'CK.

[IpuMeHeHe WHTEHCHBHBIX TMPOTOKOJIOB OOECIEYMBAIOT JOJTOCPOUYHBIE MOKa3aTeln
oOmeit BeDKHBaeMocTH ~70% y MOJNOABIX mManueHToB [47]. YuuThiBas JgaHHBIC
pesynbTatel, TT'CK B nmaHHOUW rpymnme HE peKOMEHnayeTcsi, yToObl M30eXaTh paHHEH
cmepTHocT W oTmaneHHbix mnocienctsuit [III, B]. Mouutopunar MPB (maubonee
BKHBIN TMPOTHOCTHUYECKUN (PaKTOp) HEOOXOMUM [JIsi MPUHATHS PEIICHUS O BBIOOpE
teparnuu: xumuotepanuu win TI'CK nocne noctwkenus pemuccuu. JlaHHbIE HEJaBHUX
ucciaenoBannii  npoaemoHctpupoBanu, yrto npu TI'CK  pocrurarorcs sydiime
pe3yabTaThl, YEM NPU XUMHUOTEPANUM, Y MALUEHTOB C BBICOKMM ypoBHeM MPDB mocie
KOHCOJIUAIIMY BHE 3aBUCUMOCTHU OT (haKTOPOB prcKa Ha UCXOaHOM ypoBHe [29] [III, A].



Annorennsie  poactBeHHble TI'CK u  HeponctBennsle goHopel TI'CK  moryt
paccMaTpUBaThCs KaK COMNOCTABMMBIE BAapUAHTHI IO pe3yJibTaTaM M, CJIEHOBATEIBHO,
HepoacTBeHHas aymoreHHas TI'CK MoxkeT ObITh MpeisiokeHa MalueHTaM, Y KOTOPBIX
HeT pojcTtBeHHoro AoHopa [IV, A]. lamnouaentuunas TI'CK MoxeT ObITh BApHAHTOM Y
NanuMeHToB  0e3  aJUIOTeHHBIX  POACTBEHHBIX WJIM  HEPOJCTBEHHBIX  JOHOPOB.
Aytonornunas TI'CK cuutaercss wmeHee 5>(PGEKTHBHOM, dYeM XUMHUOTEpamus W
amtorenHnass TI'CK [I, A]. Heo6xoaumocts TI'CK ecTh B omnpeieIeHHbIX TeHETHUYECKUX
rpynnax OJUJI, takue kak BCR-ABL1-nonoxutensHsle nnu MLL-nonoXuTenbHbIE
cnyuyau. B Hacrosiee Bpemsa awwtorenHas TI'CK nns MLL-peapanxupoBanubsix OJLJI
JEMOHCTPUPYET JIYUIIUE PE3yJbTaThl B OOJNBIIMHCTBE CaMbIX KPYITHBIX HCCIEAOBAaHUMH,
IIPOBE/ICHHBIX HA CETOAHSIIHNN JIEHb, IO CPABHEHHIO C XUMHOTepanueil [IV, A].

Tepanesrnueckass takruka. Uuruduropsl tuposunkunai (MTK) aas Ph+ OJLJI
[48, 49, 50]

[TosiBeHue TapreTHOM Tepamuu, BKIoUas jJedeHue Ph-monoxxurenbHbix 3a001eBaHuM €
nomompio  MTK, Bkmoyas wMaTMHHO, Ja3aTUHMO, HWJIOTUHMO, ITOHATHHUO,
npeacTaBiser co0oil BaxkHoe nocTkenue B Tepanuu OJIJI. JlazatuHu® v uMaTUHUO
aisitoTest npennoytutenbibiMu UTK nns maaykuuonHod tepanuu. Mcnosib3oBaHue
koHkpetHoro WTK gomxuo yuuthiBaTh MyTanuu BCR-ABL1 u ocobennoctw,
CBA3aHHBIE ¢ 3a0oyieBaHMEM. Y TAIMEHTOB C mnepcuctupywomeit MObBb  wnu
MIPOTPECCUPYIOIIUM 3a00JIeBaHUEM PEKOMEHIyeTcs mepekinoueHue Ha japyroid UTK Bo
BpeMs ckpuHuHTa. lloHaTMHMO 00JafaeT akTMBHOCTHIO B OTHOLIEHUU MyTaiui T3151 u
apPeKkTUBEH TpHU JICUCHUU TMAIMEHTOB C PE3UCTEHTHBIM WM MPOrPECCUPYIONIUM
3abosieBaHueM Tpu npumeHeHuu Heckoybkux WTK. OpHako ero mnpuMeHeHue
ACCOLIMMPYETCS C BBICOKOW YaCTOTOM CEpPhE3HBIX COCYAMCTBIX COOBITHI (Hampumep,
MHCYJIBTOB, HH(apkTOB, uimemun TKaHen). [lokasanuss FDA Bxitouaer medeHue
B3pOCbIX TanueHToB ¢ T315[-monoxutenbHbIM OCTPhIM JTUMGOOIACTHBIM JIEMKO30M
(Ph+ OJIJI) u neuenue B3pocibix manueHToB ¢ Ph+ OJIJI, xoTopeiM He moKa3zaHa
Hukakass gpyras tepanuss MTK. CymiecTByrOT CHOXKHBIE MYTAllMd, KOTOPBIE MOTYT
BBI3BIBATh PE3UCTEHTHOCTh K MOHATUHUOY, HO OHU PEAKO BO3HUKAIOT IMOCJE JICUCHUS
Ta3aTUHUOOM WM HIJIOTHHHOOM. HuIOTHHHMO MOXKET OBITh MNpEeaNoYTUTEIbHES Y
namreHToB ¢ F317L. UTK TpeTbero mokoJeHHS TMOHATHHHUO B HACTOSIICE BpeMs
SABJISIETCS €IMHCTBEHHBIM BapUaHTOM Yy NAIMEHTOB C IPOTPECCUPYIOLINM TEUECHUEM
myTtauuu T3151.

TepaneBTHYecKkasi TAKTHKA B X0/Ie MPOBeAeHUSI KOHCOJIHIUPYIOIIEro jJedenus [51]

B nporokonax xkoncomumaruu I, 11, 1, V, VI, VIII, IX, X, XIlI ucnons3yercs tepanus

metotpekcatom — 3, 1,5 m 1 1/M®> (HD-Mtx) m 20 mr/M®> 1 pas B Henemo

(moanepKuBaroIas Teparusi).

YacToTa ¥ KpaTHOCTH BBEJICHMUS:

B kypce Koncommpanusa | (61 nenun), Koncomunauus Il (76 nens), Koncomumarus I

(92nenb), Koncomunmauust V (120 nens), Koncomunanus VI (136 nens), Konconmaanus

VIl (190 nenn), Koncomumamus |1X (210 nens), Koncommpanuss XI (254 neHp),

Koncomupamusa X1l (2701ens), B no3e 3, 1,5 n 1 r/mM? B Teuenne 24 4acos;
[Ipeanoceuiky Ay Havana tepanuu HD-MTX:



yaoBneTBoputenbHoe obmee cocrosane (ECOG >2);

OTCYTCTBHUE TSKEJION UH(EKIIUU.

HOPMAJIbHBIN KJIMPEHC M0 SHAOT€HHOMY KpEaTUHUHY;

neikormTsl 60uee 2,0 x 10%/;

rpanyaonuTsl 6omee 0,5 x 10%11;

TpomGouuTs! Gonee 50 x 10%/;

OTCYTCTBHUE IJIEBPAIHLHOTO BBINOTA U aCIUTA.

pH moun BeiIE 7,2

Beenenne MetoTpekcaTa oCymecTBISIIOT B TeueHue 24 yacon. 1/10 no3er BBoautcs 3a 30
muH, nanee 9/10 no3sl BBoguTes 3a 23 yaca 30 mun B 3000 mi/m%xunxoctu (5% pactsop
rI0K0361). Jlnmype3 ctumynupyiot gazukcoMm 20-40 mr B/B uepe3 6 u 12 yacoB oT Hayana
uHpy3un MetoTpekcara. pH ™Mounm AO0MKHO mnoadepKuBarbes Oonee 7,2, 4TO
nocturaercsa uHQy3uen Hatpus oukapoonara no 100 ma 4% pactBopa 4 paza B CyTKH.
HeoOxomuMm  €XeOHEBHBIM  KOHTPOJb KpEaTWHUHA, OWIMPYOMHA, MEYEHOUHbIX
TpaHCAMUHA3.

Ta6auna 1. Koppexkuus 10361 MeToTpeKkcaTa npu no4e4Ho THCHYHKINH

VVVVVYVYVYVY

Kimpenc kpeatunnna | YpoBeHb kpeatuHuHa | JlozaMeTorpekcara

132,6-176,8 mxmoiab/n | Camxkaercs Ha 25%

30-60 ma/MuH Bonee 176,8 mxmonn/i1 | CHmkaeTcs Ha 50%

Menee 30 Ma/MuH - IIpenapart oTMeHsIeTCS

Ta6auna 2. Koppexkuus 10361 MeToTpeKkcaTa npu ne4eHo4YHoi AuchyHKuumn

Yposens ounupyouna | Yposenb ACT Jlo3upoBKka MeToTpekcara

50-80 MxmoOJIB/ N1 Bonee 180 mu/mn | Camxaercs Ha 25%

bonee 80 MKMOJIB/1 - [Ipenapat oTMeHsETCs

Eciu mocne mepBoro kypca HD-Mtx (koncomupmanmst [)  pasBuBarorcs
HEUTPOTOKCHYECKNE OCHOKHEHUS uiau Mykos3uT lII-IV cremenun, T0 B mocnenyromem
Kypce J103a npemnapara cHrkaercs Ha 25-50%.

YpoBeHBb CBIBOPOTOUHOTO MeToTpekcara JOKEH onpeaensaTbes uepes3 24, 36, 42 u 48
yacoB mnocie Haudaina uH(py3unm Metorpekcata. PekoMmeHayercs HauMHaTh UHQY3UIO
MeroTtpekcata B 14-00.

VY HekoTopbix manueHToB Ha Gone npumenenns MTX pazBuBaercs rryOOKui AeUITUT
¢donaToB B OpraHu3Me C XapaKTEPHbIMU M3MEHEHHSIMH KOXHU M CIU3UCTHIX, C
JUINTEJIbHBIMU ~ [I€PUOJAMH  JIEWKONIEHHH, PE3KO  3aTPyAHSIIONIENd  IPOBEICHHE
NOJIMXUMHUOTEPAIINU, ¢ HapacTaHUEM aHEeMHUH, TpeOyrolleld 3aMeCTUTENbHON Teparuu.
KocBennpiMu  npusHakamu — jnepuuura  (PojgaToB  SABISIOTCS — MAaKpOLUTO3 U
MErajo0acTOMIHOCTh KIJIETOK OHPUTPOMAHOrO psiia N0 JaHHBIM IIUTOJIOTMYECKOIrO
MCCJIEIOBAHUST KOCTHOTO MO3ra. YpoBeHb (DOJIMEBON KHUCIOTHI B CHIBOPOTKE KpPOBH
MOXET OBITh HOPMAJIbHBIM WJIM HE3HAYWUTEIBHO CHIKEHHbIM. B 3Tux ciyyasx
1es1eco00pa3Ho MPUMEHEHHUE KypPCOB (OTMEBOM KUCIOTHI WM JICHKOBOPHHA.

YuureiBasg IUPOKUM CHEKTP JIEKAPCTBEHHOI'O B3aMMOJACHCTBUS METOTpEKcara, Ipu
npoBefeHnn kypca HD-Mtx, ¢ nenbto yMeHbIIEHN UUTOTOKCUYHOCTA M WHAKTUBAIIUU
JaHHOTO IpenapaTa He0OX0AMMO OTMEHHUTD MpueM creayromux JIC:
®  AJUIOIYPHHOJ;



OMEeTpa3od;
OHJIAHCETPOH;

BCE aMHHOKHCJIOTHI, B T. 4. TIPENapaThl A1 MAPEHTEPATHHOTO MUTAHMUSI,

Bce JIC u3 rpynnst HIIBC;

BCe MpernapaThl U3 rpymmbl nTpoTuBorpuOkoBeix JIC (QurykoHas3ol, BOPHUKOHA30,
UTpaKkHa301, aM(OTEPHUIIMH U T.1.);

aMOKCHUIIUJUIHH;

OKCAITUJUIHH;

odIoKcaIuH;

TPUMETOTIPUM;

xJ10pamMeHUKOI;

TOKCHUITUKITHH;

Al TUIICAITUIIAIIOBAS KUCIIOTA,

[IUKJIOCTIOPUH;

Oycynbdan;

JIOKCOPYOHUIINH;

nukiodochamur;

uTapaOuH;

TUAPOKCUKapOaMUI;

acrmaparvHasa, B T.4. II3racraparmiasa;

dbonmeBast KUCIOTa;

aMUOIapOH;

TaMOyTOJT;

BaKITMHBI.

Beenenust donunaroB (donmHar Kanblus, (OIMHAT HATPHUSA) OCYIIECTBISIOT IO
cIeayIolmell cxeme: NepBoe BBEIEHUE POBOAAT B 03¢ 50 Mr/m? uepes 18 vacos mocie
3aBeplIcHUs BBeaeHus Metorpekcara, 3ateM 30 mr/m? gepes 24, 30, 36 gacos mocie
3aBepIleHus BBeJeHUsT MeToTpekcara.

Tab6auna 3. Cxema Ha3HaYeHus GouHATA

Bpewms Ho3a ponunara Ho3a ponunara
nepopajbHast BHYTpPHBEHHAs

UYepes 18 wacos nocie

P 30 mr/m? 50 mr/m?
3aBepieHus BBeaeHus MTX
Uepes 24 yaca nocne
3aBepiieHus BeeaeHuss M TX
UYepes 30 yacos nociue

P 15 mr/m? 30 mr/m?

3aBepuieHus BBegeHuss MTX

UYepes 36 yacoB nocie
3aBepuieHus BBegeHuss MTX

Ora cxeMa paccyuTaHa TOJbKO Ha CTaHAAPTHBIE KOHILIEHTpaluu MeTroTpekcaTa B
CBIBOPOTKE KpOBH, IOITOMY JUIsi TOYHOM JO3MPOBKM II€JIECOO0PAa3HO HU3MEPSATh
KOHIIEHTpauuoo MeTtoTpekcara.



IMoadop 10361 GoIUHATOB B 3aBUCMMOCTH OT KOHIEHTPAIIMH METOTPEKCaTAa:
HavansHas no3a 50 mr/m2

IIpy KOHIEHTPAIMU 5—4 MKMOJIB/T -75 Mr/m?,

IIpy KOHIEHTpAIMHU 4—3 MKMOJIB/1 -60 Mr/m?,

IIpy KOHIEHTpAMu: 3—2 MKMOJIBL/T -45 Mr/m?,

IIpu KoHIEHTpauu: 2—1 MKMOJB/1 -30 Mr/m?,

ITpu xoHnenTparuu: 1-0,25 MKkMOIB/1 -15 Mr/m?,

Hroxe 0,25 MKMOJIB/T — OTMEHA.

ExenenenpHOe npuMeHeHrne MeToTpekcara Ipy NoAIEPKUBAKOIIEN TEPAITUU BO3MOKHO,
KaK BHYTPUBEHHO, TaK U BHYTPHUMBIIIECUYHO, YTO OCOOEHHO aKTyaJdbHO B aMOyJIaTOPHBIX
ycnoBusix Tepanuu. llepopanbHbli mpueM MeroTpekcata HEIONMyCTHUM B CBSI3U C
HEJOCTATOYHOU OMOIOCTYIMHOCTBIO MpenapaTa Ipy MPUEeMe BHYTPb.

L-acnaparuna3za u [I13I'acnaparuna3a [52, 53, 54].
Acriaparusa3y CieayeT HUCIOJIb30BaTh TOJBKO B CHELUAIM3UPOBAHHBIX LEHTpaX, U
NAIUEHTHI TOJKHBI HAaXOUTHCS MO THIATEIbHBIM HAOJIOIEHUEM B MEPUOJ BO BpEeMs U
nociyie HH(PY3UH Ha MpeIMET alJIEPrUYeCKON PEaKIIHU.

['Mnep4yBCTBUTENBHOCTD, AJUIEPTHsI U aHAPUITAKCUS

* IIpu HEKOTOpBIX cxeMax JIeYeHHs HaOJI0aeTcss 3HAYUTeNbHAs 4acToTa peaklui
TUIEPUYYyBCTBUTEIBHOCTH Ha acmnaparuHazy. Oco0oe 3HaueHHE BbI3BIBAIOT CUCTEMHBIE
aJUIEprUYeCKUe peakiuu 2 CTENEeHU WK OoJiee, KpanuBHULA WM aHAPUIaKCUs

* Anadunakcus WM ApyTryue ajuiepruyeckue peakuuu 3—4 CTENeHU TSHKECTH TPeOyroT
ITOJTHOTO IIPEKPALICHUS BBEICHHS acliaparuHasbl

 Ilpu peaknusx crenenn 1 u creneHu 2 (Cblllb, NPUJIUBBI, KpanuBHULA U
JeKkapcTBeHHas Juxopaaka >38°C) 0e3 OpoHxocma3ma, THUIIOTEH3UH, OTEKa MpH
HEOOXOJUMOCTH TapEeHTEPaJbHOTO BBEJIEHUS achaparuHasbl, TEpamusi MOXET ObITh
IIPOJIOJKEHA C YYETOM NPEMEAUKALINN

* Mepbl, KOTOpblE MOKHO PAacCMOTPETh JUIsl MPO(UIAKTUKUA WIA CHMXKEHHUSI CTETEeHU
TSKECTH MH(QPY3MOHHBIX pEaKkUUd WM peakuuil T'MIepYyBCTBUTEIBHOCTH, BKJIHOYAIOT
3aMeJyIeHne MHQPY3UH 10 >2 4acoB C OJHOBPEMEHHBIM BBEICHHEM (DHU3HOIOTHYECKOIrO
pacTBOpa U MPUMEHEHUEM NTPEMEINKALINN

* Ecnu nepen BBeaenueM [1OI" ucnonbp3zyercs npeMenaukanus, CIeayeT pacCMOTPETh
BO3MOXKHOCTh ~ TEpaneBTUYECKOro  JekapcTBeHHoro  monutopunra (TJIM) ¢
WCIIOJBb30BAaHUEM JIOCTYIIHBIX AQHAJW30B AaKTHUBHOCTU AacCMaparuHasbl, IOCKOJIbKY
MIpEMEINKALIAS MOXKET «MAaCKMPOBATh» CHCTEMHBIE AJUIEPTHUECKHE PEAKLIHUH, KOTOpPbBIE
MOTYT CBHJETENBCTBOBATH O PAa3BUTUHM HEWTpanusywmux adHturen. TJIM ¢
onpeeeHueM aKTUBHOCTH aclaparuHasbl B CHIBOPOTKE KpoBU (SAA) IOCTyNeH B BUJIE
ceprupuupoBanHoro CLIA Tecrta, 4TO TO3BOJSET NPUHUMATh pEUICHUS U
KOPPEKTUPOBATH JICUEHHE B PEXKUME pealbHOTO BpeMeHH. OOIIepUHATHIC 1IEIN aHaIn3a
SAA BkmoYarT MuHHEMalbHOe 3Havenuwe >0,1 ME/mn. VYuurTeiBag CIOXKHOCTH
pa3rpaHUYeHHs] peakiuil TUNepYyBCTBUTEILHOCTH M HEAIEPTUYECKUX WH(Y3MOHHBIX
peakuui, a Takxke J0ocTynHocTh TJIM, paccmarpuBaeTcss BOSMOKHOCTb YHUBEPCAIBHOU
npeMenukannu U TJIM, 9TO MO3BOJSAET CHU3WTH YaCTOTY M TSKECTh HEXKEIATEIbHBIX
SBJICHHUM, 1 TOTPEOHOCTH B 3aMEHE Ieracnaprassi.



Crioco06 mpuMeHeHus: JUisl B/B BBEIEHHUS pa3oByl0 103y pactBopsitoT B 400—-500 mn
M30TOHUYECKOTO pacTBOpa HATPHs XJIOpUa, BBOAAT uepe3 MH(py3omar B T€UeHHE 2-3X
4acoB.

[IOT'-acnaparnnaza u L-acnaparuHasa KaTaJIM3UpyeT TUAPOJIA3 aclaparvHa, 4ro
IOPUBOJUT K HapyILIEHUIO OMOCHUHTE3a OENKOB, B MEPBYIO OUEpellb B OBICTPOAEISAIINXCS
JEMKO3HBIX KJIETKaX. 3HAUUTEIbHO YMEHBIIAET UHUCJIO OIyXOJEBBIX KIETOK B
nepudepruueckoil KpoBM U KOCTHOM Mo3re. MemjieHHO MPOHUKAET U3 KPOBEHOCHOTO
pycia B MEXKJIETOYHOE MPOCTPAHCTBO, OOHapyxkuBaerca B  JuMde, B
1epeOpOCIMHANBHON KUAKOCTH, HE ompezensercs B Mode. [Ipu moBTOpHOM BBEJCHHUH C
UHTEpBaJIoM MeHee 24 yacoB kymynupyert. [lepuoa monyBeiBeaenus - 8-30 1 (B/B) win
39-49 u (B/M), HE 3aBUCHUT OT JO3bI, BO3pacTa, IOJIa, TJIOMAIN TMOBEPXHOCTH TeEIa,
GYHKIIUM TOYEK W/WIW TIEYEHHU, IUAarHo3a W JIUTENBHOCTH 3aboseBanus. OCHOBHBIMU
ormmuusamu [10I'-acnaparunassl u L-acnaparunassl sBisieTCs UX (papMaKOKUHETUYECKAs
XapakTepucTHKa — 0oJjiee MEIJIEHHOE BBICBOOOXAECHHE M 0ojiee JIMTENbHBIA 3PQeKT
NEerwJIMpOBaHHON QOpMBI IIpenapaTa.

Oo0beM obciienoBannii nepea Hayajaom Tepanuu [19I'-/L-acnaparunasoii.

[IpoTHBONOKa3aHUs K IPUMEHEHHIO acllaparuHas:

e [unepuyBCTBUTENHHOCTH (aHAPUITAKTUYECKUN IIOK, OTeK KBHUHKE);

e Tspkenble HapylleHUs (DYHKIMM MEYEHU, MOYEK, MOKETYIOYHON XKene3bl (B T.4. B
aHaMHE3€), MAHKPEATUT C BbIPAKEHHBIM OOJIEBBIM CUHAPOMOM;

e KpoBousnusHuE B TOJOBHOU MO3T.

e bepeMeHHOCTh, KOPMIIEHHE IPYIBIO.

[lepen HavasioMm Je4eHHs! TPOBOJAT MPoOy HAa UHJIMBHUIYAIbHYIO TepeHOCUMOCTh: 0,1 M

pactBopa, coaep:xkaiiero 10 ME acnaparunasbl, BBOJSAT I/K B JIAT€PaIbHYIO TOBEPXHOCTh

mieva. J[ns koHTponss omHoBpemeHHO psjgoM BBoasaT 0.1 mu 0.9% pactBopa NaCl

(pe3ynbTaT peakiuu oleHuBalOT uepe3 3 4). [lpu nuamerpe mamysnsl He Oojnee 1 cm

npo0a cYUTaeTCs] OTPULATENBHON U JIEYEHHE MOXKET ObITh HAYaTo.

Jlo Hayana BBeJeHUSI HEOOXOAUM KOHTPOJIb CIAEAYIOIINX MTOKa3aTeei

e Koarynorpamma (ypoBenb pudpunorena, [ITH);

o AxtuBHoCTh AJIT, ACT, mankpeaTrnueckoii aMuiia3bl, ypoBeHb OMIIMPYOUHA;

e VYpoBeHb anbOyMUHA.

PazButue neiikonenun (HEUTporieHnu) 0e3 MPU3HAKOB TAKETON MHGBEKIUU HEe SBIISICTCS

OCHOBaHHMEM JIJIs 0TKa3a ot Tepamnuu [13I'-/ L-acnaparnHasoil Wiy OTMEHBI ITperapara.

Koaryionarus.

Wcnonp3oBanne [13I'-/L-acmaparuia3sl  JOHKHO — COMPOBOXKIATHCS MOHHTOPHUHIOM
KOaryJsIIMOHHBIX MoKa3aTteneil. Bseaenme [1D'-/L-acmaparnnassl  JOJDKHO —OBITh
IIPUOCTAHOBJIEHO B CIEAYIOIIUX CIy4asx:

® [IpU CHIKCHUH MPOTPOMOMHOBOTO HHAeKca HUKe 70%;

npu cHkeHun Guopunorena nuwxke 1,0 r/i;

IPU HAJTMYUHU TEMOPPAru4ecKoro CHHAPOMA;

CHIDKEHUHU YPOBHS aibOyMuHa MeHee yeM Ha 50% OT UCXOAHOTO.;

TPOMOOTHYECKUX OCTIOKHCHHUSIX.



B 3Tux cirydasix IpoBOIUTCS 3aMECTHUTENBbHAS TEPAIUs CBEKE3aMOPOKEHHOM TLTa3MOit
W/Wai ATBOYMHHOM IO KITMHUYECKUAM TTOKa3aHHSIM.

CHmxkenue ypoBHs ¢uOpuHoreHa menee 4yem Ha 50% OT HMCXOIHOTO, SBISETCS
OCHOBaHHMEM JUIs OTKa3a OT OuYepeJHOro BBeaeHHs L-acmaparmnasel. B aTtoMm ciydae
HEOOXOAMMO KOHTPOJIHMPOBATh YPOBEHb (MOpPHHOTEHa W BO30OHOBUTH Tepamnuio L-
acraparmHa30i MOCIe ero HOPMaTH3alliH.

[lpy ocTpOoM KpOBOMBIUSHHM WJIA TpPoMOO3€, IO BO3MOXXHOCTH BOCIIOJHECHHUE
(GuOpHMHOTEHA CBEXKE3aMOPOKCHHOW TUIa3MOW BHYTPUBEHHO, B 3aBUCHMOCTH OT
pe3yiabTata KoaryJorpamMmbl (TIpd  MAacCHMBHOM KPOBOWBIHMSHHHM -  3aMEIICHUE
¢bubprHOTeHa 10 MOTYYCHHS Pe3yIbTaTOB KOAryJIorpaMMbl);

OpraHHasi TOKCHYHOCTb.

[Ippu mosBIeHWHM  JTaOOPATOPHBIX  MPU3HAKOB  TI'eMATOTOKCMYHOCTH  Iperapara
(moBblllIeHUE YPOBHS OWIMPYOMH Oosiee 2-X HOpPM, TpaHCaMuHa3 Oojiee 5 HOpM),
ouepeIHOe BBEJACHUE MOXKHO OTJIOKHUTH Ha 5-7 nHel. B mpornecce jedenus 10 U mocie
BBeneHus [IDTacnmaparunasel unum  L-acmaparnHa3sl HEOOXOJIMMO KOHTPOJIUPOBATH
AKTUBHOCTb MMAHKPEATUYECKONU aMUJIa3bl.

Tsokenbli MaHKpeaTUT C BBIPAKEHHBIM OOJIEBHIM CHHAPOMOM U JIA0OPATOPHBIM
MOATBEPKJIEHUEM B BHUJEC BBICOKOTO YPOBHSI aMuia3bl KPOBU/IMACTa3bl MOUYU SIBIISIETCS
OCHOBAHMEM JIJIsl TTOJIHOTO OTKa3a OT JalibHelel Tepanun L-acrnaparuHazoi.

[Ipn HaMMUUW TOIIHOTHI U PBOTHI, HO OTCYTCTBHM TSDKEION TeMaTOTOKCHYHOCTH H
MaHKPeaTUTa BO3MOYKHO:

e 8-24 vacoBas uH(}pYy3us1 — TI0K03a 5% : NaCl 0,9% = 1:1;
® [IpUMEHEHHE MPOTUBOPBOTHBIX MPEMAPaTOB TUIIA METOKJIONPOMUJI, OHAAHCETPOH;
e TmpuMeHeHue (epMEeHTHBIX npenapatos (decran, me3um-opre).

Kpurepuu ormens! L-acnaparuna3ssl.

e Hanuuue rematura ¢ BBICOKOW aKTUBHOCTBHIO (TOKCMYECKHUM TEMaTHUT, CBS3AHHBIN C
tepanuei 6-MII) sBrseTcs mokazaHueM K BpeMEHHOU OTMEHE;

o [lpu Tspxénoit annepruyeckoi peakiuu (oTék Kpunke, aHahUIaKTUUECKUMA 1TOK);

e Pa3BuTHE OCTPOTO MAHKPEATUTA;

e UHcynbT.

Ipoduaakruka, Tepanus Helipoaeiiko3a [55, 56].

Tepanusi, HampaBieHHasT Ha NPOQPWIAKTUKY W/WIM JICUCHHE HEHPOJEHKO3a, MOXKET
BKJIFOYATh WHTpakpaHuanbHoe oOmydenue (18 I'p B mozax ot 1,8 mgo 2,0 I'p/dbpakumro),
MHTPATEKaIbHYIO XUMHOTEPAIUI0 (mampumep, METOTpEKcAaT, uTapabuH,
KOPTUKOCTEPOUIBI) W/WIIA CHCTEMHYIO XHMHOTEpAanuio (HampuMep, BBICOKHE JO3bI
METOTpEeKcaTa, CPeIHUE/BBICOKHE J03bI IuTapabuna, L-acmaparunasel). [Ipodunaktuxy
MIPOBOAAT BCEM MAIlMEHTaM Ha MPOTsHKEHUU Beero kypcea gedenus OJUJI, oT uaayKIuu 10
KOHCOJIMJIALIUK U TTOIJIEPKUBAIOIIUX KYPCOB JICUCHUS.

@aKkTOpbl, CBA3AHHBIE C MOBBIIMIEHHBIM PUCKOM Pa3BUTHS HEUPOJIEHKO3a y B3POCIHBIX,
BKJIFOUAIOT UMMYHO(MEHOTHUI 3penblx B-kietok, uMmyHodeHoTun T-KJIEeTOK, BBICOKOE
KOJIMYECTBO JIEUKOLIMTOB U MOBBIIIEHHBIN YPOBEHB JIJII' B CBIBOPOTKE.



[Topaxenne [THC nomkHO onieHHMBATHCS MPOBEACHUEM JTIOMOAIBbHON MyHKIUUA B CPOKH,
KOTOpBIE JOJDKHBI COOTBETCTBOBATh BBIOpAaHHOM cxeMme JieueHus. WHTparekaiabHOE
BBEJICHUE PEKOMEHIYeTCS C MIEPBOM JIFOMOATLHON MyHKIIHH.

Knaccudukanus cocrosaus [THC:

e [[HC-1: orcyrctBue 1uMdoOIaCTOB B CIIMHHOMO3TOBOM JKMJIKOCTH HE3aBUCUMO OT
KOJIMYECTBA JICMKOLIUTOB.

o [[HC-2: medkouuthl <5/MKJI B CIOMHHOMO3IOBOM JKHIKOCTH C HAJIUYUEM
nuMoOIacToB.

e [[HC-3: njedkomuTel >5/MKI B CIHMHHOMO3TOBOM JKHAKOCTH C HAJIHYHEM
auM$po01acToB.

[TarueHnTaM ¢ KJIMHUYECKUMHU MPU3HAKAMU TMOPAKEHUS SIMYEK HA MOMEHT MOCTaHOBKHU
JIMarHo3a, KOTOPOE€ HE IMOJHOCTHIO Pa3pelIyioCh K KOHIY HHIYKIIMOHHOW Teparuu,
cleayeT pPacCMOTPETh BOMPOC O JIYY4eBOM Tepamuy, 4YTO OOBIYHO ITPOBOJUTCS
OJIHOBPEMEHHO C MEPBBIM LUKIOM MoAJIepKuBatoiei xumuorepanuu. CymmapHas 103a
noJkHa coctaBisaTh 24 I'p mo 2,0 I'p/dbpakiuto.

CAR T-kiierounasi Tepanus [57- 61].

OnHUM U3 OCHOBHBIX METOJOB JICUCHHS MalMeHTOB ¢ mnporpeccupyromum OJIJI Oblna
aJlanTUBHAsl KJIETOYHAs Tepamusl g JOCTHXKeHUs 3(PdeKTa «TpaHCIUIaHTaT TPOTHUB
neiko3ay nocpenctsoM amioreHHo TKM unu DLI, uto B CBOIO ouepenb NPUBOIUT K
3HauuTesnbHOMYy pucky PTIIX. B Hacrosiee Bpemsi TpaHCIUIaHTAMs KOCTHOIO MO3ra
SABJISIETCA €IMHCTBEHHBIM METOJOM JIEUECHHs] peuuauBoB WM pesucterHoro OJIJI, HO
MHOTHME MalMEHThl HE MOTYT SIBJISITHCS KaHAUJATaMH HAa TPAHCIUIAHTAIMIO U3-3a BO3pacTa
WM mporpeccupoBanus 3a0oneBanus. Co3zmanue T-KIETOK C XMMEPHBIM aHTHTE€HHBIM
peuentopom (CAR) nns neuenus OJIJI mpeacraBiser co0oi 3HAYMTEIBHBIN MPOrPecc M
MOKa3aji0 3HAYUTEIBLHO 00Jie€ BBICOKYIO OOIIYyI0 BBIKMBAEMOCTh MO CPAaBHEHHUIO C
CYIIECTBYIOIIUMHM  cxeMamH. [laliMeHThl, KOTOpble paHee HE MOIJIM  OBITh
TPaHCIUIAaHTUPOBAHBI U3-3a IJIOXOT0 CTaTyca PEMUCCHH, MOTYT JOCTHYb MOJTHOTO OTBETA
n paccmarpuBatbesi Ha npoBeaeHne TKM. Tepanus CAR T-knerkamMu OCHOBaHa Ha
F€HETUYECKOM MAaHUMYJUPOBAHUM T-KJIETKaMM MalUEHTa C LEJIbI0 JIOCTHXKEHUSI OTBETa
IIPOTUB JIEUKEMHYECKOTO KJIETOYHOro mnoBepxHocTHOro anturesa CDI19. CAR T-
KJIETOYHAss  Tepamusi ObUIa  PEKOMEHJO0BaHAa JJii  YCKOPEHHOr0  OJ00peHus
KOHCYJbTaTUBHBIM KomMuTeToM FDA B umtome 2017 r. u momHocThio ofgoOpeHa FDA B
aBrycte 2017 r. nns nedeHus MaiueHToB B Bo3pacTe 10 25 neT (B Bo3pacte <26 JieT) ¢
pesucteTHbIM uiM  peuumauBupyrommMm  B-OJUL. [lo  pesynpTaTtaMm HcciieqoBaHUM
MOKa3aTejlb PEMUCCHM 3HAYUTENIBHO BBIIIE MO CPAaBHEHHIO CO CPEIHUM IOKa3aTelaeM
pEMHCCUHM Y TALMEHTOB, MOJYYaBIIMX CTAHAAPTHYIO XMMHUOTEPAIHUIO MOCIE peluanuBa
(88% mpotus 30%). VY mauumenTtoB, nepeHecmux aorenHyro TI'CK, peununuBoB He
HaOro1anock (HabmoieHne B Teuenue 2—24 mec). JlanHbie mocieyronero Haomro1eHusl
3a B3POCJBIMU MallMEHTaMH, BKJIIOYEHHBIMU B 3TO HcclenoBaHue (n = 53), mokaszaiu
4acToTy nojHoro otBeta 83%, y 32 mauueHtoB ObU1 qocTUrHyT MPB-oTpuiiarenbHblit
noyHbld oTBeT. [Ipu Menuane HabmoaeHus 29 mecdaneB (nuama3zoH 1— 65), meauaHa
oO1iei BbbKMBaeMocTu coctapmia 12,9 mecsina (95% AU, 8,7-23,4 mecsna).



Oco6eHHocTH BBeJeHHs1 OepeMeHHBIX ¢ OCTPHIM JUM(OOIACTHBIM Jieiiko3oM [62-
64].

[TarmeHTKH KEHCKOTO 1M0J1a JOJKHBI IPONTH TECTUPOBAHUE Ha OEPEMEHHOCTD 10 Hayala
tepanuu. KoHcynbTHpoBaHME 1O BompocaMm (HEPTHIBHOCTH M BAPUAHTOB COXPAHEHUS
OepeMEHHOCTH JI0JKHBI OBITH MTPE/ICTABICHBI BCEM MAllMEHTKAM.

[Ipu nuarHocTMKE OCTpOro JaMMQOOIaCTHOrO Jeiko3a B TEPBBIM  TPUMECTP
OepeMEHHOCTH J0 Hadajlla XUMHOTEpalud PEKOMEHAYETCsI OOCYIuTh BONPOC O
MpephIBaHUH OEPEeMEHHOCTH. XUMHOTEPAIUS B IIEPBOM TpUMECTpe OEPEeMEHHOCTH UMEET
10-20% puck pa3BUTHS TOKENbIX aHOManuil pasButusa. HeobOxoaummo oOCymuTh ¢
MAlMEHTOM BCE€ apryMEHTHI 32 U MPOTUB MCKYCCTBEHHOI'O IMPEPBIBAHUS OE€pEMEHHOCTH
Y - 1IC). Xumuotepanuio y OEpEeMEHHBIX PEKOMEHIYETCS HAaUYWHATh HE pAHbIIE
BTOpOTO TpuMecTpa (rocie 14-15 Heaens recranumn), Koraa 3apepiraetcs: GopMUpPOBaAHUE
remMoIuialieHTapHoro Oapbepa. IlpemnapaTsl B BBICOKHX 033X MOTYT MPOHHUKATh 4Yepes
remMarosHIeannyeckuii 6aprep. Mcnonap3oBanue BBICOKUX 7103 METOTpEKCaTa BO BpeMs
OEpeMEHHOCTH acCCOLUPYETCsl C Pa3BUTHEM aMUHONTEPUHOBOIO CHHApPOMA (IUOCTO3
yepena, 3aJepKKa OKOCTEHEHHs, TUIEPTEIOpU3M, MHUKPOTHATHS, aHOMAaJMs IJia3).
MmaTuHNO HE NMpOHMKAeT Yepe3 reMarodHuedanuueckuil 6apbep M, BEPOATHO, depes
reMaroruialeHTapabiii - 6apeep. IloaTOMy BpOXAEHHBIE aHOMAIMM O4YEK, KOCTEH,
rOJOBHOIO MO3ra, KHUIIEYHUMKAa M CEpAlla NpPU HCHOJb30BAaHUWU JAaHHOIO Ipenapara
BO3MOXXHbl TOJIBKO IIPU HCIOJIb30BAHUU B IE€PBOM TPUMECTpPE, NIpPUYEM JaHHAs
MaToJiorus BO3HUKAET B 19% ciydaes.

[Ipn mpoBeaeHHM Tepanuu y OEPEMEHHBIX HEOOXOAMMO HCKIIOYUTH HCIOJIb30BaHUE
(GTOPXMHONOHOB ~ (PUCK  pa3BUTUM  apTPONMAaTHHM,  HApPYUIEHHWE  OCTEOreHesa),
cynbpanmiamMuioB (1eQpexTbl HEPBHOU TPYOKH, Mallb(popManus cepana).

[Ipumenenue umknodochamuaa, TpPeOTUHUHA, PUTYKCHMMabda BO BTOPOM U TPEThEM
TPUMECTpax sBJIAECTCS 0€30MaCHBIM AJIA IJI0/1A.

[To naHHBIM IBYX PETPOCIIEKTHBHBIX MCCIIEOBAaHUI, OXBAaTUBIINX COOTBETCTBEHHO 84 u
111 nmerelt, Matepu KOTOPBIX TOJydYadud B MEPUOJ OCPEMEHHOCTH XUMHOTEPAIHIO TI0
MOBOJy TeMO0JIaCTO30B U JPYruX OMyXOJeil, B OTHaJeHHOM IMepuoje (MeauaHa
HaOmoneHust 18,7 neT) He BBISABIECHO HAapyIIEHWH HEPBHO-TICUXUYECKOTO, IOJIOBOTO
pa3BUTUSL W YBEJIMYEHHs] pUCKa HOBoOOpazoBaHui. C MEAMIMHCKOW TOYKH 3pEHUs
HEOOXOIMMOCTH abopTa B MO3JHUE CPOKH OepemeHHoCcTH (16—28 Henm) HeT, Oojiee Toro,
PHUCK BBIIIOJHEHUS 3TOW MPOUEAYPHI (MaJIo€ KECapeBO CEYEHHE, UCKYCCTBEHHBIE POJIbI)
MIPEBBIIIAECT PUCK MTPOBEACHUSI XUMUOTEPAIIUU: BEPOATHOCTh MACCUBHOTO KPOBOTEUEHHS,
HaJu4Me odara MHQEKIHMH, 3aTsIruBaHue Hadyaja MHIYKIHOHHOTO Kypca, BO3ZMOMXHOCTb
rubenu 1iona. Ilpu BesiBnenun OJIJI Ha cpoke OepemenHoctu Oonee 34 Henenb
11eJ1eco00pa3HO BBIMOJIHUTH pojiopaspelieHue ¢ nocieayomum nposeaeauem 1IXT (V]
- [IC). CoBpeMeHHbIe METO/IbI JISYEHUS MO3BOJISIOT KEHIIIMHAM BO BpeMsi OEpeMEHHOCTH
MPOXOJUTh XUMHUOTEPANHUI0 M POXKAThb aOCOMIOTHO 340poBbiX nereid. [llancel Ha
YCIIEIIHOE JICYEHUE U BBIKMBAEMOCTb, a0COJIOTHO TaKHE K€, KaK M y BCEX OCTaJbHBIX
nanueHToB. bepeMeHHOCTh He BIUSET Ha MCXO/A OO0JIE3HM, €CIH JICYCHHE NMPOBOIUTCS B
MIOJIHOM MEPE U BOBPEMSI.

5.1 Kapra Ha0/aroaeHusi MallieHTa, MApIIPyTH3ALUS NALUEHTA:



MepBuuHbIf Npruem

MaumeHT 3KCTPEHHBbIN SKCTPEHHOCTb
g noaTeepxaeHa
Bpay NMCI % g %
NauneHt KoopawuHajrop crauuoHapa

OueHKa HepbXoaMMOCTU I'Ise,qaqa AaHHbIX

OKasaHuAa SKCfpeHHOﬁ
o rocnutanusaumua
M MUMHCKOM NOMOLLM

MepeyeHb OCHOBHbIX eany ! L 5 o o
I TMETKa B onoseleHue
CMMNTOMOB: KCTPEHHOCTb OTK/NOHEHa , m
NpUemMHOro NoKoA, pelweHne

BOMPOCA O TPAHCMOPTUPOBKeE

1. AHemun
2. Nleitkonenus

3. TpombouunToneHus
4. Nonnuutemma

5. 3puTpouutos

6. NeitkounTos

7. TpomboumnTos Bpau NMCN

8. lImmdoaaeHonatna ™
9. CnneHomeranua
10. Femopparuyeckuii
CUHAPOM %
PeKkoMeHAaUuM 1 OTCbINKa

11.0cTeopecTpyKumm
12 Occanrumn Ha anroputm ana

obcneaoBaHUA NEPBUYHBIX
13 MMnenapanpoTeMHemua MHdOpMaLMOHHan chcTema A P

14. NpoTtenHypua nauveHTos
13 Hecneuunduyeckuit

ACTEHNYECKMI CUHAPOME

notepsa maccbl Tena,

NoTAMBOCTb, IMXOPaaKa

Anroputm obcnesoaHua
NepBUYHbIX NaLUeHToB No
cumnTomam

MNaumneHT NNaHoBBIT

HEACHOTO reHesa, CUHAPOM
ycKkopeHHoro CO3, KOMKHbIN
3yA

EDDD
QD
Nabopatppus nnaHoBas rocnuTannsauna
A-yuer
NauneHT [oob6cneposarune

CHATME remaTo/IoT4ecKoro
/AVarHosa - pekomeHaauum

E Bpau NMCN

MHbopmaLmoHHan cuctema:
pesynbTaThl UcCAeApBaHMi

Bpau gcn Bpay rematonor

Ha3HayeHMe «KOHCyNbTaumua Nauvert
remartosiora - nepsuyHan»

5.2 HemeaukaMeHTO3HOE JIeYEeHHUE:

e Pexum: oOI€OXpaHUTENbHBIN.

*  Juera: Nel5.

JlyyeBasi Tepanus. Eciu BCeacTBUE OCIOKHEHUM WIM TEXHUYECKUX TPYAHOCTEM HE
MPEACTABISIETCS  BO3MOXKHBIM ~ TMPOBECTHM  MOJHYH MHporpaMMmy  MNpOQUIAKTUKH
HEUPOJENKEMUN HWHTPATECKAIbHBIMU BBEJACHUAMH LHUTOCTATHYECKUX NPEnapaToB, TO
MalMEeHTaM PEKOMEH]IYETCsl BBIIOJIHUTh KpaHuaibHOe oOiyudeHue B gosze 24 I'p. Ilpu
nopaxxenun [THC pexomenayercst kpanuaibHoe o0inyyeHue 18I'p, pekoMmeHnayemas a103a
3aBUCHUT OT MHTEHCUBHOCTHU MPOBOAUMOM XuMuoTepanuu. [lanpentaM ¢ KIMHUYECKUMU
MIPU3HAKAMU MTOPAKEHUS IMYEK HA MOMEHT MOCTAHOBKH JUArHo3a, KOTOPOE COXPAHSIETCS
K 3aBEpPLICHUI0 WHIAYKIMOHHOW TepaluM, CIEAYyeT pPacCMOTPETh BO3MOYKHOCTH
OOJy4eHHsl sIMUYEK B MOIIOHKE, KOTOPOE OOBIYHO MPOBOAUTCA OJHOBPEMEHHO C MEPBHIM
LUKJIOM TOJJEPKUBAIOLICH XUMHOTEPAINKH, 0011as 103a J0JKHA cOCTaBisITh 24 ['p npu
2,0 I'p / dpaxmusa. YactoTa penuauBOB y B3POCIBIX MOXET ObITh CHibKeHa ¢ 10% 10
<5%. O6nyuenue LITHC moxkeT orpaHuYuBaThCs ISl MALIMEHTOB C BHICOKMM PUCKOM.

PekdmeHaaLmmn

5.3 MeankaMeHTO3HOE JIEeYeHHE.
OcHOBHBIE CXeMbI XUMHOTEPATIMH.

Iporokoa ALL — 2022 KZ (Hoelzer et al. 08/2019).

Ipendasza (1-6 xum) 1 Hemensn
IIpoghunaxmuxa ‘ |.th. Mtx 15 mg, Ara-C 40 mg, Dexa ‘ 1, 6 nau




HeupoJleliko3a 4 mg
JlexcameTa3on 10 Mr/m? B/B. 1—-6 nqau
[uxnodochamua 200 mr/m? B/B. 1 -6 quu
*Purykcumad 375 mr/m? B/B. 6 neHb
Nunpyknus I (7-21 nuu) 2-3 Henens
JlekcameTa3oH 10 mr/m? B/B. 7—11 gan
JayHopyOuiinH 90 mr/ m? B/B (24 u 7 — 8nHM
(45 mr/ M? >55 netr) | wam 2 u)
Bunkpuctun 2 Mr B/B 7,14, 21 nau
OO0JIFOCHO
L-acnaparnnasa 10000 En; B/B. (1 4.) 14, 16, 18 nuu
€CcJIM Macca
Tena <50Kkr
5000En/m2;
Ipoghunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 20 neHb
HeupoenKko3a 4 mg
IIyHKIIMSI KOCTHOTO MO3ra 21 neusn
Nupyxuus 11 (24-49 nuun) 4-6 Henenst
[Muxnodochamun 1000mr/m? B/B. (14.) 24, 44 nau
*Purykcumab 375 Mr/m? B/B. 24, A4 nan
I{uTapabun 75 Mr/m? B.B. (14.) 26-29, 33-36, 40-43 muu
6-MepxkanTonypuH 50 mr/m? BHYTPb 31-44 nuu
Ipogpuraxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 34 neHb
HelpoelKko3a 4 mg
Iynkuust koctHoro mosra + MPb 44 neHn
Koncommmanus 1 (60 — 65 nuu) 8-9 nemens
Putykcumad 375 mr/m? B/B 60 neHb
JlekcaMeTa3zoH 10 mr/m? B/B WK 60-65 nuu
BHYTPb
Bunkpuctun 2 Mr B/B 00JIIOC 61 nenp
MeroTtpekcar 18-35 ner: 3 r/m? B/B (B 61 neun
35— 55 nert: 1,5 r/M? | TeueHue 24
> 55 ner: 1 r/m? q.)
Kanpuus uny Hatpust | HauvanbHas 103a 50 mr/m? 62-63 neup
dbonuHaT o cxeme [Ipu xoHUEeHTpaMK: 3 — 2
MKMOJIB/IT — 45
Mmr/M?, 2— 1 MKMOITB/1T — 30MT/M?,
1 — 0,25 mxMoub/1- 15 Mr/m?, HIKe
0,25 ormena
Drono3uj 250 mr/m2 B/B (14.) 64, 65 nau
[utapabun 1,51/ mM*x2pasaB | B/B(3u.) 65 nenb
CYTKH
IlyHKIMsSI KOCTHOTO M0O3ra 65 neHb

Koncomumpamus |1 HDMTX / ASP (75— 84 nan) 11-12 nenensn




Ipogpunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 75 nenb
HeupoJleliko3a 4 mg
MertoTpekcat 18-35 ner: 3 r/m? B/B (B 76 neHnb
35— 55 ner: 1,5 r/m? | Teuenue 24
> 55 ner: 1 r/m? )
Kanbuus um Hatpust | HauanbHas 1o3a 50 mr/m? {7 neHn
dbonuHaT 1o cxeme [Tpu koHUEeHTpanuu: 3 — 2
MKMOJIB/T1 — 45
Mr/M2, 2— 1 MKMOJIB/IT — 30MI/M?,
1 — 0,25 MkMOuIB/JT- 15 Mr/M?2, HIKE
0,25 ormena
L-acmaparnnaasa 10000 En, ecn B/B (1 1.) 78, 80, 82 nan
Macca
teaa <50kr
5000E1/m?;
NJIN T12T- 2000 En B/B (2 4.) 78 neHp
Acmaprasa
Koncomumamus |11 HDMTX/ ASP (92 — 98 nun) 13-14 nenens
MeroTtpekcar 18-35 net: 3 r/m? B/B (B 92 neun
35— 55 net: 1,5 r/™M? | Teuenue 24
> 55 nert: 1 r/m? q.)
Kanpuus uny Hatpust | HauanbHas 103a 50 mr/m? 93 neHb
dbonmHaT o cxeme [Tpu xoHnEeHTpaMu: 3 — 2
MKMOJIB/T1 — 45
Mmr/M?, 2— 1 MKMOITB/1T — 30MT/M?,
1 — 0,25 mxMoub/1- 15 Mr/m?, HIKe
0,25 ormeHna
L-acmaparnnaasa 10000 En, ecnn B/B (1 1.) 94, 96, 98 nan
Macca
teaa <50kr
5000E1/m?;
NJIN T12TI'- 2000 Ex B/B (2 4.) 94 nenn
AcmnaparuHasa
Kouncomumamus 1V (99 — 105 quu) 14-15 nenens
*Putykcumad 375 mr/m? B/B 99 nienp
[{urapabun 1 r/m? B/B (3 u.) 100, 103, 105 guu
NJIN Knanpubux 0,2 Mr/kr B/B (2 4.) 100-105 naum
(mia T-OJLT)
Koncomumgamusa V HDMTX / ASP (120 — 126 num) 17-18 nenens
MeroTpekcat 18-35 ner: 3 r/m? B/B (B 120 nenp
35—55 net: 1,5 r/™M? | Teuenue 24
> 55 ner: 1 r/m? q,)
Kanbius nmi Hatpust | HauanbHas 103a 50 mr/m? 121 neun

dbonuHaT Mo

ITpu koHneHTparmu: 3 — 2




CXEMCEC

MKMOJIB/J1 — 45

Mr/M2, 2— 1 MKMOJIB/TT — 30MI/M?,
1 — 0,25 MkMouIB/JI- 15 Mr/M?2, HIKE

0,25 ormena
L-acmaparnnasa 10000 En, ecnn B/B (1 1.) 122, 124, 126 nan
Macca
teaa <50kr
5000E /M
NJIN I19TI'- 2000 Ex B/B (2 4.) 122 nenn
Acnaparunasa
[TyHKITHS KOCTHOTO 126 neun

MO3Tra

[IyHKIIMSI KOCTHOTO MO3ra

Koncommmamust VI HDMTX / ASP (135 — 143 muu) 19-20 nenens

Ipoghunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 135 nenn
HeupoenKko3a 4 mg
MeroTtpekcar 18-35 net: 3 r/m? B/B (B 136 nenn
35— 55 net: 1,5 r/™M? | Teuenue 24
> 55 ner: 1 r/m? q.)
Kanpius uny Hatpust | HauanbHas 103a 50 mMr/m? 137 nenn

dbonuHaT o cxeme

[Tpu koHUeHTpanuu: 3 — 2

MKMOJIB/IT — 45

mr/M?, 2— 1 MKMOITB/T — 30MT/M?,
1 — 0,25 mxMoutb/1- 15 Mr/M?, HIKE

0,25 ormena
L-acnaparunasa 10000 Ex, ecnu B/B (1 4.) 139, 141, 143 nau
Macca
teaa <50kr
5000Ex/m?%;
NJIN TIDT - 2000 En B/B (2 4.) 139 nenp
AcnaparuHasa
Koncommpamus VII: Pemnaykuus (156 — 175 quu) 22-25 Hepenst
Ilpogunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 156 nenn
HelpoelKko3a 4 mg
Putykcumab 375 mr/m? B/B 157 nenp
[Tpenuu3zonon 60 mr/m? B/B WA 157-172 nau
BHYTPb
JayHopyOunux 30 mr/m? B/B (15 158, 165 nHu
MUH.)
BuHKpUCTHH 1 mr/m? B/B 60JTIOC 158, 165 qau
L-acmaparunasza 10000 Ex, ecinu B/B (1 4.) 171, 173, 175 nan

macca
tena <50kr
5000E /M




NJIA TIDT -
AcnaparuHasa

171 neun

Koncomupamus VIII HDMTX / ASP (190 — 196 qum) 27-28 Henest

MetoTpekcar

2000 En B/B (2 4.)
18-35 ner: 3 r/m? B/B (B
35— 55 ner: 1,5 r/M? | Teuenue 24

> 55 nert: 1 r/m? q.)

190 neun

Kanbius nnm Hatpus
dbonmHAT IO cXeMe

HauanpHast 103a 50 mr/m?

[Tpu koHUEeHTpanuu: 3 — 2

MKMOJIB/T1 — 45

Mr/M2, 2— 1 MKMOJIB/IT — 30MI/M?,
1 — 0,25 mxMoub/11- 15 Mr\m?, Hibke
0,25 ormena

191-192 neun

L-acmaparnnaasa 10000 En, ecn B/B (1 1.) 192, 194, 196 nam
Mmacca
Tena <S0kr
5000E1/M?;
NJIN TIDT - 2000 Ml B/B (2 4.) 192 nenp
AcmnaparuHasa

Koncomumpamus IX HDMTX / ASP (210 —216 gum ) 30-31 Hexeas

MeroTtpekcar 18-35 net: 3 r/m? B/B (B 210 neun
35— 55 net: 1,5 r/™M? | Teuenue 24
> 55 ner: 1 r/m? q.)
Kanpuus uny Hatpust | HauanbHas 103a 50 mr/m? 211 neub

dbonuHaT Mo cxeme

[Tpu koHUeHTpanuu: 3 — 2

MKMOJIB/JT — 45

Mr/M?, 2— 1 MKMOJIB/IT — 30MT/M?,
1 — 0,25 mxMoub/1- 15 Mr/m?, HIKe
0,25 ormena

L-acnaparunasa 10000 Ex, ecnu B/B (1 4.) 212, 214, 216 nau
Macca

tena <S0kr

5000E /M
WJIN 1121 - 2000 En B/B (2 4.) 212 nenb
AcnaparuHasa
Koncoaunamus X (230 —236 quu) 32- 33 Heens
Ipogpunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 230 aeub
HelpoelKko3a 4 mg
Putykcuma0 375 mr/m? B/B 230 nenn
[{utapabun 1 r/m? B/B (34.) 231, 234, 236 nau
NJIN Knanpubux 0,2 Mr/kr B/B (2 4.) 231-236 guu
(mia T-OJLT)
NN 250 mr/ m? B/B(1 4.) 231, 234, 236 nau
[Muxmodochammn

Koncomumamust X1 HDMTX / ASP (252-259 nun) 36-37 nemens




Ilpogunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 252 nenn
HeupoJleliko3a 4 mg
MertoTpekcat 18-35 ner: 3 r/m? B/B (24 4.) 253 neHb

35— 55 net: 1,5 r/m?
> 55 net: 1 r/m?

Kanbius unm Hatpus
dbonmHAT IO cXeMe

HauanpHast 103a 50 mr/m?

[Tpu koHUEeHTpanuu: 3 — 2

MKMOJIB/T1 — 45

Mr/M2, 2— 1 MKMOJIB/IT — 30MI/M?,
1 — 0,25 MkMOuIB/JT- 15 Mr/M?2, HIKE
0,25 ormena

254-255 nensn

L-acnaparunasa 10000 Exn, ecnu B/B (1 4.) 255, 257, 259 nau
Macca
teaa <50kr
5000E1/m?;
NJIN TIDT - 2000 En B/B (2 4.) 255 nenn
AcmnaparuHasa
Koncomumgamus X1 HDMTX / ASP (270 —280 quu) 38-40 Hexean
MeroTpekcat 18-35 ner: 3 r/m? B/B (24 4.) 270 neHn
35—55 jer: 1,5 r/m?
> 55 net: 1 r/m?
Kanpuus uny Hatpust | HauanbHas 103a 50 mr/m? 271 neup

dbonuHaT no cxeme

[Tpu koHUeHTpanuu: 3 — 2

MKMOJIB/JT — 45

Mr/M?, 2— 1 MKMOJTB/IT — 30MT/M?,
1 — 0,25 mxMoub/1- 15 Mr/m?, HIKe
0,25 ormena

L-acnaparunasa 10000 Ex, ecnu B/B (1 4.) 272,274, 276 nau
Macca
tena <50kr
5000E1/m?;
NJIN 1121 - 2000 Ex B/B (2 4.) 272 neub
Acnaprasa
Ilpogunaxmuxa I.th. Mtx 15 mg, Ara-C 40 mg, Dexa | 280 nenn
HeupoelKko3a 4 mg
ITyHKIHsI KOCTHOTO 280 nens (40 Henenan ot
mo3ra + MPb Ha4aJjia Tepanuu)
Iuun I.th. Mtx 15 mg, I.th. Ara-C40mg, | Hduu 1, 6, 20, 34, 75,
pOQUIaAKTUKA I.th. Dexa 4 mg 135,

Helponeiikosa (c 1
1o 40 Henenro
npotokoja) — 10
UHTpPATEKAIbHBIX
BBEJICHUU

156, 230, 252, 280




| Tpumeros |

Ioanep:xxuBaromasi tepanus ¢ 41 1o 130 Hegen BKIKOYHUTEIBHO T.€. 10 0011
MPOAOIKUTEJIHLHOCTH JIEYeHHsI 0T ero HavaJja 2.5 roaa

1Putrykcumab 375 mr/m2 B/B mpu CD20+ B-OJIJL.
MepKanTomnypuH 60 Mr/M2 BHYTPh €KETHEBHO ¢ KOPPEKIHUEN J03bI B 3aBUCUMOCTH OT
YPOBHSI JIGHKOIIUTOB U TPOMOOITUTOB (TabiHIa)

Metotpekcat 20 mr/m2 B/M unu B/B 1 pa3 B HefielIo.
JlrombOanbHas nyHKIMs (MeToTpekcar 15 mr, nurapadbun 30 mr, AekcameTa3oH 4 Mr),
IYHKIHsL KOCTHOTrO Mo3ra | pa3 B 3 mecsua.

IIporokoa HyperCVAD/HD-Mtx-Ara-C

Kypc/Ilpenapar Jo3a JAHu
HyperCVAD (Kypcwi 1, 3,5u7)

[uxnodochan 2 x 300 mr/m? B/B (3 u) 1-3

Bunkpuctus 2 Mr B/B 4,11

Jlokcopyouimu 50 mr/m? (2 4 uiu 24 4) 4

JlexcameTa3oH 40 mr 1-4,11-14
HD-Mtx-Ara-C (Kypceni 2, 4, 6 u 8)

MeTtoTpekcar 1 r/m? B/B (24 4) 1

[uTo3ap 2 x 3 r/M?B/B (2 4) 2,3

>60 et 1 r/m?

MeTunnpeaHu30I0H 2 x 50 Mr 1-3
[TpodunakTuka Kaxnpiii kype 10 16, 4 i 8 myHKIIUN B 3aBUCUMOCTH
HEUPOJICNKO3a OT I'PYNIIBI PUCKA

MeroTtpekcar 12 Mr uHTpaTeKaabHO 2

[{uTo3ap 100 Mr HHTpaTEKaJIbHO 8
POMP (nognepxusaromasi | [IpoBoauTtcs B TeueHue 2-X JeT
Tepanusi)

6-MepkanronypuH 3 x 50 Mr BHYTpb ExenHeBHO

Merotpekcar 20 Mr/M? BHYTpb ExxenenenbHO

Bunkpuctun 2 mMr/m? B/B ExxeMecsiaHO

IIpennu3onon 5 x 200 mr/cyT BHYTpPb ExemMecsyHo

IMporoxoa Ph+ ALL — 2022 KZ (Hoelzer et al. 08/2019).
Ilpendasza (1-6 nuu) 1 Hegeast
JlekcameTa3oH 10 mr/m? B/B. 1—6 guu
[Muknodochamrn 200 mr/m? B/B (1 ) 3 — 6 naM
*Putykcumab 375 mr/m? B/B 6 neHb
Wupykoms | (7-27 nan)2-3 Hemest
JlekcameTa3zoH 6 Mr/m? B/B WM BHYTPb | / — 28 nHM
HNmatunu6 400-600mr/cyT BHYTPb 7 — 36 mHK
NJIN [1azatunu0 140 mr BHYTPb 7-36 nHu




JlrombOanbHBIE MyHKIIMK | MeTOTpeKcar 15 WNutparexansho | 1,7,14,21,28,35

MT,

nurapadbun40mr,

JIeKcamMeTa30H4Mr
ITyHKI[MsI KOCTHOT'O MO3ra 36 neHn
Nupykuus 11 (28-49 nun) 4-7nenens
*Purykcumab 375 mr/m? B/B 37 neHb
Nmatnan6 400-600Mmr/cyT BHYTPb 37-70 nau
NJIN Nazatunub 140 mr BHYTPb 37-70 nau
ITynknus koctHoro mosra (+MPB) 70 neHb
Koncomunamus I (71 — 105 qun)
MeroTpekcar 500 mr/m? B/B (B Teuenue | 77,91 nenp

2 4acoB)
Kanbiusa wau HaTpus HauanpHas 103a 50 mr/m?
dbonuHAT 10 cXemMe [Ipu koHmeHTparmu: 3 — 2
MKMOJIB/TT - 45 mMr/m?, 2— 1
MKMOJIB/JT — 30Mr/M?,

1 — 0,25 MxMomb/1- 15 Mr\m?, HIKe

0,25 ormena
Nmatunu6 600 mr BHYTpb 71-105 nan
NJIN J1a3zatuau® 140mr BHYTPb 71-105 nuau
Mepkanronypux 25 Mr/mM2 BHYTPb 71-105 nam
AcnaparuHasa 10000Ex/m2 B/B 78, 92 nuu
ITyHKIusi KOCTHOT0 MO3ra 75 neub

OCHOBHOM BapvaHT KOHCOJMJALMU Yy MPUTOAHBIX NauueHToB — amwioTKM. Jlud
ITOJIYYEHHs] MAaKCUMaJIbHOTO OTBETAa C YYBCTBHUTENBHOCTBIO MR 4.5 pexomeHnmyercs
onuHaTtymymab. Eciiv oH He JOCTYNeH U UHAYKIUS OblIa ¢ UMAaTUHUOOM, TO MEPEBO/I
Ha Ja3aTUHUO WM HWIOTUHUO. [ nauuenToB, kotopbie noaydanu UTK Broporo niu
TPETHEr0 MOKOJIEHUS BO BpEeMs MHAYKIMOHHON Tepanmuu pemuccun - HD-MTX no
nepexona k amwioreHHoM TKM; nmpeamnoyTuTenbHbll peXUM U MPOAOJIKUTEIBHOCTD
tepaniun  HD-MTX pasnuuarorcs B 3aBUCMMOCTH OT LEHTpa. HeKoTopeie LEHTpHI
MepeXosT HemocpeACTBEHHO Kk ayutoreHHo TKM 6e3 HD-MTX. B ciyuae, ecniu MOb

HE OIPENEISIETCS] MOKHO paccMoTpeTh auio TKM.

Koncoaupamus I1 (106 — 133 qun)

Nmatunu6 600 mr BHYTPb 106-133 nuu
NJIN Jla3zatunu® 140 mr BHYTPb 106-133 guu
JlekcameTa3on 6 mr/m? B/B 106-120 guu
UnapyOuniun 6 mr/m? B/B 106, 120 gun
Koncoaupamus I11 (133-161 aumn)

Nmatnano 600 mr BHYTPb 133-161 guu
WJIN Jlazatuan6 140 mr BuyTtpn 133-161 guu
MepkantonypuH 25 Mr/m? BHYTPb 133-161 nuu
[{utapabun 50 mr/m? B/B 135-138 nnau




| | | 149-152 am

Ilynkuus koctHoro mosra +MPbB 161 nenn

IHoanep:;xuBawmas tepanus co 162 xus (B Te4eHHe ABYX JIeT)

Putykcumab 375 mr/m2 /B mpu CD20+ B-OJUL

2 AnwprepHatuBoil L-acnaparunase - [I91'acnaprazal 000 EJI/m2 B/B.

Nmatuan6 400-600 Mr/cyT BHYTph €KETHEBHO

MepKanTonypuH 60 Mr/M2 BHYTph €KETHEBHO

Mertotpekcat 20 Mr/M2 B/M wiu B/B 1 pa3 B HeACIO

L-acmaparunaza 5000 En/m2 B/B 1 pa3 B Hepenmto (10 BBeaeHuUi)

B kxauecTBe anbrepHaTuBbI L-acnaparnnaze MoxeT ucnoiib3oBarbes [leracmaprazal 000
mr/mM2 B/B 1 pa3 B Mecsill, 2 BBEICHHUSI.

JlromOanbHas myHkiusa (MetoTpekcar 15 mr, nutapabun 30 mr, gekcameTa3oH 4 mr) 1
pa3 B 3 mecsina

I'-KC® ®unrpactum 5 Mxr/kr n/k 1 p/cyt, npu Hertponenuu meree 0,5x109/.

Cxema Tepanum 0J1MHATYMOMa0OM

IIpendasa

brivnarymoma6 | 9 MKT/CyT ‘ B/B (HETIPEPHIBHO B TeUEHUE 24 U) ‘ 1-4 nuu
Kypc

bimaarymoma0 \ 28 MKT/CyT ‘ B/B (HETIPEPBIBHO B T€UEHUE 24 U) ‘ 1-28 nuu
WNHutepBan mexnay Kypcamu — 14 naeit. PekomengoBano 2—4 kypca.

Crparerusi Tepanuu B 3aBucumMoctu ot npoduias myranun BCR-ABL1

Tepanus IIpoduab MyTanuu

JlazaTuHuno T3151/A, F317L/V//C, or V299L

Hunornauo T3151, Y253H, E255K/V, or F359V/C/I or G250E

[ToHaTuHUO T3151 w/vnum st maneHToB, KOTOPbIM He nokaszansl Apyrue MTK

T-OJIJI.

PexoMenayemMble pe:KUMBI.

bopre3omu6 + XT.

Jlapatymyma0.

HiDAC BbIcokre 10351 IIUTapaOKHa.

MUTOKCaHTPOH, TONO3MU/1 U IUTApaOUH.

Benerokinakc + XT (meruradun, HyperCVAD, mini-hyper-CVD).

Pexxumebl, pekomenayemMblie i penuauupytomero/pedpakrepuoro Ph- B-OJIJI moryT
paccMaTpuBaThes sl penuanBoB/pedpakrepubix Gopm T-OJUL




Iporokoa CODOXM/IVAC+/-R.

Pexxum R-CODOX-M/IVAC cocront 13 4 HUKIIOB, IPOIOIDKUTENLHOCTE OIPENESeTCS aOCOMIOTHBIM
KoruecTBOM Heirrpoduios >1000/mki, TpomOorToB >100 000/mki1. Hukisr 1 u 3 R-CODOX-M, 1ukiist
2 u 4 R-IVAC. Tpex mukino R-CODOX-M nocraTouHo Jyist MAIUEHTOB C 3a00JIeBaHUEM HHU3KOTO PHCKa (T.
€. C eIMHUYHBIM ovarom 3aboseBanus <10 cM B AuaMeTpe U HOpManbHbIM ypoBHeM JIJIT' B CHIBOPOTKE).

R-CODOX-M (kypest 1 and 3):

Putykcumab 375 mr/m2 B\B 11

ukaopochamun 800 mr/m2 B\B 11

uxnodochamua 200 mr/m2 B\B oT 2-5

Joxkcopy6unma 40 Mr/mM2 MeaneHHo B\B 11

Bunkpuctun 1.5 mr/m2 (makcumym 2 mr) B\B B 1au 1 1 8 (1 xype) u B auu 1 u 8 (kype 3)

MeTtoTpekcar

= Jlo 65 ner: Harpy3o4Has g03a 300 Mr/mM2 B/B B TeueHue vaca Ha 10-i IeHb ¢ MTOCTeyIOUM B\B
2700 mMr/mM2 B TeueHHE CleayomuX 23 4; BBeICHUE KaJIbIus (ojmHaTa yepe3 36 4 mocje Havyasa
nH(Y3UH METOTPEKCaTa.




= Crapue 65 net: Harpy3ouHas qo3a 100 mr/M2 B/B B TeueHue yaca Ha 10-ii AeHb ¢ mocieayrouen
nHbpy3uet 900 Mr/M2 B/B B TeUCHHE CIEAYIOMUX 23 1; BBe/IEHNE KATbIU (HOTMHATA HAYMHASTCS
yepe3 36 4 nocie Havasa nHQY3UHU METOTpeKcara.
['panynounTapHbIi KOTOHHECTUMYIUPYIOMNH (hakTop Yepe3 24 4 mocje Hadana BBEACHUS KalbIHs
(dhonmHATa U 10 BOCCTAHOBJICHHUS a0COJIFOTHOIIIO vrciia HeiTpoduimos >1000/MKr.
R-IVAC (kypewl 2 u 4):
Purykcuma6 375 mr/m? B\B 111
Ndochammn
= Jlo 65 ner: 1500 mr/m? B\B 1-5 1Hu
= >65 ner; 1000 mr/m? B\B 1-5 nHuU
Aronosua 60 mr\m? 1V 1-5 nau
[{urapabun
= Jlo 65 net: 2 r/m? B\B kaxzaple 12 u B quu 1, 2 (4 10381
= Crapuie 65 set: 1 r\m? kaxpie 12 4 B guam 1, 2 (4 10361)
I'panynounTapHbIii KOJTOHUECTUMYIUPYIOLMH (hakTop yepe3 24 4 rocie Hadana BBEACHUS KalbIHs
(onuHaTta u 10 BOCCTaHOBJICHHST ADCOFOTHOTO Ynciia HeTpoduios >1000/MK1.

Tpancdy3nonas nogaepxka.

[lokazaHus K IPOBENEHUIO TPAaHC(HY3MOHHON Tepamuu ONPENENSIOTCS B IMEPBYIO
ouepenb KIMHUYECKHMM MPOSBICHUSMH HHIMBUAYAJIbHO I KaXXIOrO IAlHUEHTa C
Y4€TOM BO3pacTa, COMYTCTBYIOIIUX 3a00JIeBaHUM, MEPEHOCUMOCTH XHMHUOTEpAuu U
Pa3BUTHS OCIOKHEHHI HA MPEABIYIINX dTanax JeUYEeHHs.

JlabopaTopHble TOKa3aTenu sl ONpeaeIeHUs MOKa3aHU UMEIOT BCIIOMOTaTelIbHOE
3HAYEHHUE, B OCHOBHOM JIJI1 OLIEHKH HEOOXOAMHOCTH NMPOPUIAKTUYECUKUX TpaHChy3uid
KOHLIEHTpaTa TPOMOOLIUTOB.

[TokazaHust K TpaHC(Py3HsIM TaKKe 3aBUCAT OT BPEMEHH, MOCIIE MPOBEACHUS Kypca
XUMHUOTEPAIUU — IPUHUMAIOTCS] BO BHUMAaHUE, TPOTHO3UPYEMOE CHIYKEHUE MOKa3aTeNe
B OJMKaiIIe HECKOJILKO JHEM.

DpuTpouuTapHas Macca/B3Bech (YPOBEHDb JA0Ka3aTeabHOCTH D):

® YpPOBEHb TE€MOIJIOOMHA HE HYXXHO TIOBBIINIATh, II0Ka OOBIYHBIC PE3EPBBI U
KOMIICHCAIIMOHHBIC MEXaHHM3Mbl JOCTAaTOYHBI ISl YJIOBJIETBOPEHHUS MOTpeOHOCTEMH
TKaHEN B KUCIIOPOJE;

® CyIIEeCTBYET TOJBKO OJHO TOKa3aHHWE sl TpaHCQY3UH IPUTPOIUTCOACPIKAIIIX CPET
MPU XPOHUYECKUX AHEMHSIX — CHUMIITOMHAs aHeMus (TIPOSBIISIOIIASNCS TaxWUKapIucH,
OJIBIIIIKOM, CTEHOKapAueH, cuHkore, de novo aenpeccueit uinu sneBanueit ST);

e ypoBeHb TemoriobuHa menee 30 1/m sBiIgeTcs aOCOMIOTHBIM TMOKAa3aHUEM IS
TpaHChy3Un SPUTPOIUTOB,;

® IIpU OTCYTCTBHUH JICKOMIICHCUPOBAHHBIX 3a00JICBAaHUI CEPACUHO-COCYAUCTON CUCTEMBI
M JICTKUX TIOKa3aHUSAMHM IS TMPOPUIAKTHYCCKONH TpaHCPY3UU DPHUTPOIUTOB TIPH
XPOHUYECKUX aHEMUSAX MOTYT ObITh YPOBHHU T€MOTJIOOMHA!

Bo3spacr (s1eT) Tpurrepuslii ypoBenb Hb (/i)
<25 35-45

25-50 40-50

50-70 55

>70 60




KonunenTpaTt TpoMoonnToB (YpoBeHb JIoKa3aTeibHOCTH D):
10 x10%nm wam mosBiIEeHUM

® IpU CHW)KCHHU YPOBHS TPOMOOIIMTOB MEHEe

reMOpparudyeckux  BBICHIIAHUK Ha  KOke  (NETeXWH, CHHSIYKH) TPOBOJUTCS
npoduiakTuaeckas Tpancys3us agpepe3HbIx TPOMOOIIUTOB.

e mpodmrakTuieckas TpaHcPy3us adepe3HbIX TPOMOOIHMTOB Yy TAIMEHTOB C

JUXOPAAKOM, MaUMeHTaM, KOTOPbIM IUIAHUPYETCS] MHBA3UBHOE BMEIIATEIBCTBO MOYKET
IPOBOIMTCS IpH GoJlee BEICOKOM ypoBHE - 10 x10%/1.

® [I[pM HAIWYUM TEMOPPATMYECKOTO CHUHAPOMA METEXHATBHO-ISATHUCTOTO  THIA
(HOCOBBIE, [I€CHEBbIE KpPOBOTEUYEHMsS, MEHO-, METpOpparuu, KpOBOTEUEHUS JIPYIHX
JoKaJIn3auuii) TpaHcy3usi KOHIIEHTpaTa TPOMOOLIMTOB IPOBOJAUTCS € JI€UECOHOMN LEIBIO.

CBexke3aMOpoKeHHAas1 IU1a3Ma (YpoBeHb JoKa3aTeJbHocTH D):

e tpancdy3uu C3II mnpoBoasATCS y MNAIMEHTOB C KPOBOTEUEHUEM WU TEepes
MIPOBEICHHEM MHBA3HBHBIX BMEIIATEIbCTB;

e mammeHTel ¢ MHO 2>2.0 (mpu HEWpOXHPYPTUYECKHX BMEIIATENIbCTBAX >1.5)
paccMaTpuBalOTCs Kak KaHaunaatel Ui TpaHcdysum  C3II mpu  miiaHupoBaHUU
MHBAa3UBHBIX mpouenyp. IIpu MiaHOBBIX BMEMIATENBCTBAX BO3MOXKHO HA3HAUCHUE HE
MEHee, 4eM 3a 3 JAHS 10 BMellaTelbcTBa (uTOMeHanuoHa He Menee 30 wmr/cyr
BHYTPUBEHHO WJIH BHYTPb.

IlepeueHb OCHOBHBIX JIEKAPCTBEHHBIX cpeaAcTB (umeromux 100% BEpoOATHOCTH
MPUMEHEHUS).
JlekapcTBeHHast MeskayHapoaHoe Cnocod YpoBeHb
rpymnmna HENATEHTOBAHHOE | IPMMEHEHHUSI | J0KA3aTeJbHOCTH
HauMmeHoBanue JIC
AnTuHeoractTuueckue | JlayHopyourua BuyTrpusenHoe A
JIEKapCTBEHHBIE BBEJICHUE
CcpencTsa. MertoTtpekcar BuyTtpusenHoe A
BBEJICHUE
MepkanTonypuH BayTpb B
Purykcumad BuyrpusenHoe A
BBEJICHUE
[12I" - acnmaparunasza | BHyTpuBeHHOE A
BBEJICHUE
L-acnaparunasa BuyTtpusennoe A
BBEJICHUE
Jrono3ua BnayTtpuBeHHOE A
BBEJICHUE
[Muknodochamun BuyTtpuBeHnHoe B
BBEJICHUE
[utapabun BuyTtpuseHnHoe B
BBEJICHUE
Taprernas Tepanus. brunatymomab BuyTprBeHHOE B




BBEJICHUE
BeHETOKIIAKE BuyTpuBenHoe B
BBEJICHUE
JazaTunu6 BnayTtpb A
HNmaTuan6 BHyTph A
Hunoruaub BayTph A
[Tonatunu6 BHyTph A

NB! I[OHOJIHHTGJII)HOC MCAUKAMCHTO3HOC JICHCHUC IIPOBOAUTCA COOTBCTCTBCHHO
ITPOTOKOJIaM JICUCHHUA PA3BUBIINXCA OCJIOKHEHUM.

5.4 Xupyprudeckoe BMelIaTeJIbCTBO:
XUpypruueckoe BMEIIATENbCTBO, OKa3bIBAEMOE B CTAIIMOHAPHBIX YCIOBUAX: IPOBOAUTCA
IO KAU3HCHHBIM MTOKA3aHUAM IIPU PA3BUTHU OCTPON XUPYPTrAUECKON MATOJIOTHH.

5.5 JlaabHellee BeleHUeE.

[Tocnie 3aBepiieHUs JIEUEHUS COTJACHO MPOTOKOJY, MAMEHTHl B TeUueHUe 2,5-3X JeT
MOJYy4aloT MOAAECPKUBAIOIIYI0 Tepanuto. Ilpu yclioBUM COXpaHEHUS PEMHUCCUU
3a00JIeBHaMS, TIOCJIC€ OKOHYAHUSI MOJJACPKUBAIONICH Tepanuu, MalMeHThl HaXOJATCS Ha
«I» yuére u HabII01at0TCS Y TEMATOJIOTa [0 MECTY JKUTEIhCTBA B TEUEHUE S JIET.

5.6.UnuauxkaTopsbl 3¢ PeKTHBHOCTH JedeHHsI U 0€30MACHOCTH METOA0B IMATHOCTHUKH
U JIeYeHHs], ONMUCAHHBIX B MPOTOKOJIe: CMOTPUTE aMOyIaTOPHBINA YPOBEHb.

6. OPTAHU3ALIMOHHBIE ACIIEKTbBI BHEJIPEHUS [TPOTOKOJIA:

6.1 Cnucok pa3padoTYMKOB MNPOTOKOJA ¢ YyKa3aHHeM KBaJU(PUKANMOHHBIX
JAHHBIX:

1) Dieter Hoelzer, MD, PhD, is currently a Hematologist/Oncologist and Professor of
Internal Medicine at the University of Frankfurt, Frankfurt, Germany.

2) Kemarikun Baaum MarBeeBuY — KaHAWIAT MEIUIMHCKUX Hayk, HallMoHaIbHBIN
HAY4YHbI OHKOJOTMYECKHM IIEHTP, PYKOBOJIWUTEIL OTHAENAa OHKOIE€MATOJIOTUU U
TPAHCIJIAHTAI[MM KOCTHOTO MO3ra. ['eMaToJior BhICIIEEH KaTErOpuHu.

3) Kiomunckuii AHTOH AHATONBEBUY — KaHAWAAT MEAMIIMHCKUAX HAYK, MEAUIIMHCKUN
nupektop TOO «llenTp remarosiorun». ['eManTosior BeICIICH KaTeropuu

4) PamazanoBa Paiiryir MyxamOeTOBHA — JTOKTOP MEAMIIMHCKUX Hayk, nmpodeccop AO
«Kazaxckuii MEAUITMHCKUANM YHUBEPCUTET HEMPEPHIBHOTO 00pa30BaHUs», 3aBEIyIOIIas
KypCOM T'eéMaToJIOTuu. [ eMarTosior BeICIIEH KaTeTOpUH.

5) Tl'abbacoBa Cayne Tnenbaena — PITI na [IXB «Ka3axckuii Hay4HO-
WCCJIEIOBATENIbCKUIT MHCTUTYT OHKOJIOTMM M PAIUOJOTHN» 3aBEAYIOIIAsl OTIACICHUEM
reMo01acTo30B. ['MaTOJIOT BBICIIEH KaTerOpHUH.

6) PamumnbbexoBa ['ynpmupa KypOaHOBHA - TOKTOP MEAMIIMHCKUX HayK, ipodeccop KD
UMC «HaunoHanpHbI HAyYHBIN HEHTP MATEPUHCTBA U I€TCTBA», CTAPIINN OPAMHATOP
akymepckoro ornaeneHust Nel, Bpau akymep-rTHHEKOJIOT.



7) Maxkankuna Jlapuca ['eHHagbeBHA — KIMHUYECKUH (apMakoJor, JOIEHT Kadeapsl
KapAMOJIOTMM, BHYTPEHHHX  OOJie3HEH, MEAMKO-COUMAIBbHON  AIKCHEPTU3bl U
peabumuranuu AO «MenunuHCcKuil Y HUBEpCUTET ACTaHay.

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

6.3 Peuensentni: TypryHnoBa Jlrommuna ['eHHagpeBHA — JOKTOpP MEAMIIMHCKHX HayK,
rematosior, mpodeccop kadenper BHyTpeHHUX Oom3eHerr Ne2 HAO «MemunuHCKwiA
yHuBepcuteT Kaparanab.

6.4 Yka3aHue ycJI0BHUIi mepecMOTpPa MPOTOKOJIA: TIEPECMOTpP MPOTOKOJIA Yepe3 5 JeT
MOCJIe €r0 OIMyOJMKOBAHUS W C JIaThl €r0 BCTYIUICHUS B JICHCTBHE WJIM MPH HAJTHYUH
HOBBIX METOJIOB C YPOBHEM JIOKA3aTEIHLHOCTH.
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