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CIIMCOK COKPAII[EHUI

AmnoTI'CK — annoreHHass TpaHCIUIAaHTalUUs T[EMOIIOATUYECKUX CTBOJIOBBIX
KJIETOK

MOB — muHuManbpHask ocTaTouHasi 00JIEe3Hb

OJIJI — octpbiit 1uMpOOIACTHBIN JIEHKO3

XMJI — xponunyeckuii TMMEGOOTACTHBIN JICHKO3



B nHacTosmeld MHCTPYKIIMU O TMPUMEHEHUIO (Janee — WHCTPYKIUS) H3II0KCH
Meton Tepanuu OJIJI y B3pOCHbIX MAIMEHTOB C Pa3IMYHBIMM (HDaKTOpaMH PHCKa,
KOTOPBIM MOXKET ObITh MCIOJIb30BaH B KOMITJIEKCE MEIUIIMHCKUX YCIIYT, HAIIPaBJICHHBIX
Ha jeuenue nanuentoB ¢ OJIJI B Bo3pacte ot 30 g0 60 ner.

Metoa, W3JIOKEHHBIM B HACTOSAIICHM HWHCTPYKIMHM, TNpEeJAHA3HAYCH IS
HCIIOJB30BaHUs  BpadyaMHU-TE€MaTOJIOTaMU, BpadyaMHU-TPAHCIUIAHTOJIOTaMH, BpadyaMH
Ja00paTOPHON JIMAarHOCTUKHM M HWHBIMU BpadyaMH-CHEIUATUCTaMH  OpTaHU3alHM
3IPaBOOXPAHEHUS, OKA3BIBAIOIIUX MEIUITMHCKYIO MOMOIIb MAaIllMEeHTaM, CTPaAaroIIuM
OJIJI B cTraliOHapHBIX YCIOBUSX.

Hau6onee s¢pdextuBapiM merogom nedenus OJIJI y B3pocibiXx ManueHTOB B
HACTOSIIEEe BPEMS SBIIICTCS NMPOrpaMMHAs IUTOCTATHYECKasl Tepamnusi, HHTEHCUBHOCTh
KOTOPOM COOTBETCTBYET MPOTHO3Y 3a00JIEBaHUsI Y KOHKPETHOTO MAIlMEHTA U €r0 OTBETY
Ha Teparvio Ha KaKJIOM ee dTarle.

INOKA3AHUA K NIPUMEHEHHNIO
[Manmentst B Bo3pacte ot 30 mo 60 mer (59 ner 11 Mec.) ¢ BHOBb
JTMArHOCTUPOBAHHBIM OCTPBIM JTUM(POOTACTHBIM JICHKO30M.

IMPOTUBOINIOKA3AHUA JJIs IPUMEHEHUSA

1. Cencuc.

2. OHKOJIOTUYECKHE 3a00TICBAHUSI.

3. O6mee cocrosiHue manuenta meree 50 % mo mkane KapraoBckoro.

4. JIekoMIIeHCalHsI OCTPBIX U XPOHUUECKUX 3a00JI€BaHUM.

5. lupie mpoTHBOMOKAa3aHUs, COOTBETCTBYIOIIME TAKOBBIM JJISI MEIMIIMHCKOTO
NPUMEHEHUS MEIUIIMHCKUAX W3JENHA M JEKAPCTBEHHBIX CPEICTB, HEOOXOIUMBIX IS
peanu3anuy MeTo/1a, U3JI0)KEHHOTO B HACTOSALIEH HHCTPYKIIMH.

OIMUCAHUE TEXHOJIOTUHX UCITOJIB3OBAHUSA METOJA

Omnpenenenue pakTopoB pucka y nauuenTon ¢ QJLJI

Hnst ompenenenuss y mnanueHtoB ¢ OJIJI ¢dakTopoB pucka BBINIOIHSIETCS
NEPBUYHBIA JTUATHOCTUYECKUNA KOMIUIEKC, IO pe3ylbraTaM KOTOPOTO BBIICISIOTCS
(bakTopsl prcCKa.

Onpeoenenue aunetinoti npunaonexchocmu OJIJI. VImMmyHOpeHOTUTHMUECKAS
KJIacCU(UKAIUS TPEACTaBICHA B TIPUIOKCHHH.

@akropel pucka y mnamueHtoB ¢ OJIJI, omnpenensemble 1O pe3yiapTaTaM
MEPBUYHOTO TUATHOCTUYECKOTO KOMIUIEKCa, TPEICTABICHBI HIDKE!

o4eHb Bbicokui puck — t(4;11), t(v;11923) wiu BBISIBICHUE PeapaHKUPOBKU T'eHA
MLL, myramus resa BCR-ABL. Tmmepreiixormros (>30x10°/1 mis B-muamm u
>100x10%/1 st T-nuHum);

BBICOKUN pUCK — HeOmaronpusatHeiii ¢penorun no EGIL knaccudukanuu: pro-B
win pre-/mature-T; skcnpeccus anturenos CD20, CD15;7.1. (NG2) — monocomust 7,
tpucomus 8, del6q, t(8;14), runogumaonaus MeHee 44 XpoOMOCOM, THIEPIUILIONIHS
or 51 10 65 XpoMOCOM, KOMIUIEKCHBIE «IOJIOMKH» KapuoThma (=5 XpOMOCOMHBIX
MepecTpoeK);



CTaHJAPTHBIA PUCK — OTCYTCTBUE MAPKEPOB, XApaKTEPHBIX JJIA TPYyNN OYEHb
BBICOKOTO M BBICOKOTO pHCKa.

AJITOopuTM BBIOOpPA cXeMbl Tepanuu nanueHToB ¢ OJIJI y B3poc/ibIX ¢ yueToM
(¢axTopoB pucka

Anroput™m BbIOOpa cxembl Tepanuu mnanveHToB ¢ OJIJI ¢ yuyeroM KIMHUYECKH
3HAYMMBIX MOJIEKYJIIPHO-, IIUTOTEHETUYECKUX W UMMYHO(PEHOTUIHYECKUX (PAKTOPOB
MIPOTHO3a OTBETA HA TEPANUIO MPECTABICH B IPUIOKEHUU.

[Tpu BeisBiernu OJIJI ¢ xapakrepnoit 1(9;22) wm oOHapyxeHneM abOepaHTHOTO
rena BCR-ABL nanpHelimias ctpaTuguKanus MpOBOAUTCA C YYETOM BO3pacTa, MEHee
40 net u Oonee 40 ner.

B rpynne nammentoB ¢ Ph+OJIJI Tepamusi BBIIONHSAETCS C HCIOIb30BAHUEM
WHTUOMTOPOB THUPO3MHKHWHA3BI Ha Bcex dtamax tepamuu. Y juin ¢ Ph+OJIJI mpwu
TOCTHXKECHUU KJIMHUKO-T'€MaTOJIOTMTYECKOUN pemMuccun a0 TI'CK SIBIIIECTCS
IIPEANIOYTUTEIBHOM.

B  cmyuae  orcyrctBus  HLA-coBmecTMMOro  JOHOpa B KauecTBe
KOHCOJIMJALMOHHOM  Tepaluy  MpPeUlaraercs  UCIOJIb30BaThb  BBICOKOAO3HYIO
XUMHOTEPANMI0 C MOCIEAYIOIMIEH HU3KOMO03HOW MOAJNEPKUBAOLIEH Tepanued u
IPUMEHEHUEM UHTHOUTOPOB TUPO3UHKHHA3BI.

B rpymne mamuentoB ¢ Ph-OJIJI BBIOOp CXeMbI Tepamuy OCYIIECTBISCTCS B
COOTBETCTBHM C paHEE OIPENCICHHBIMU KIMHUYECKH 3HAYMMBIMU MOJIEKYIISIPHO-,
IUTOT€HETUYECKUMH M HUMMYHO(PEHOTUNHYECKUMHU (PaKTOpaMu IMPOTHO3a OTBETA Ha
TEpanuio.

V¥ narmentoB ¢ CD20+ no3utuBHbM OJIJI k eueHno 100aBIsieTCs pUTyKcumao,
amoTI'CK B mepBoii peMuccUM SBISETCS MPEANOUYTUTENbHON y nil ¢ Hamuurnem HLA-
COBMECTUMOTO JIOHOPA.

Cxema Ttepanuu nauueHTos ¢ OJIJI BbicOKOro pucka

[IpoBomaT 8 KypcOB XHMHOTEpANUU, YEPEAYIOIIUXCS MEXIy COOOM.
JInuTenbHOCTD JieueHus: 6 Mec.

Kypewi 1, 3, 5, 7 (a)

uknodocdamua 300 Mr/m° BHyTpUBEHHO 2 pasa/cyT 1-3-ii 1eHb
Bunkpuctun 2 mMr BHyTpuBeHHO 4, 11-i1 nHu

Jlokcopy6uims 50 Mr/mM° BHYTPUBEHHO 4-if eHb

Hexcamerazon 40 mr BHyTpb B cyT 14, 11-14-i1 nuu.

Kypcwr 2, 4, 6, 8 (0):

Hauunarorcs cpasy mnocne 3aBepmienust 1, 3, 5, 7, ecam HeT Jenpeccuu
KkpoBeTBOpeHus. Ecnu orMeuaeTcs uutonenus, To ¢ 10-ro aHs nepepsiBa mocie KypcoB
1, 3, 5, 7 naunnarot seegenue [ -KCO.

MeTtoTpekcar /Mm% 24-uacoBas uH(y3us 1-it 1eHp

JleiikoBopuH 15 mMr/m® uepes 12, 18, 24 4 mociie MeToTpeKcaTa

[utapabun 3 /M 2 pasa/cyt 3-if gac 2 u 3-ii guu (Bcero 4 BBEICHMS)

Metunnpennausoiion 50 mr 2 pa3a B JieHb, 1HU 1-3 (Bcero 6 BBeACHU).

Ha 4-ii neur maumnaror BBeneHue [-KC®D B mo3ze 5 MKI/Kr Maccbl Tejla OO0
BOCCTAHOBJICHHMS TOKasaTesneil mepudepudeckoii kposu (Heiirpodumos >1*10° ).



[Tocne HopManu3anuu nepudepruyeckoil KpoBU BO30OHOBIISIOT TEPANUI0 — HA3HAYAIOT
Kypc 3 wim 5, unu 7 (a).

[Ipodpunaktuka nopaxkenuss [IHC mpoBoauTcs Ha KakXIOM Kypce CyMMapHO
16 uHTpaTEeKAIbHBIX BBEIACHUN:

MetoTtpekcar 12 Mr UHTpaTeKaabHO, CHb 2

[urapadun 100 Mr UHTpaTEeKaILHO, ACHD 7

Brinonnenue nporpaMmbl 6€3 poCTOBBIX (PaKTOPOB COMPSIKEHO C OUYEHb BHICOKUM
PUCKOM Pa3BHUTHS TSKEIBIX OCIOXKHEHUM.

Y mamuedtoB ¢ Ph-mosutuBaeiM OJIJI B mepwon BeAcHHS TMPOTOKOJA
Ha3zHavyaeTcs uMaTuHUO B 103¢ 600 MI/cyT Ha BeCh MEPHO/T JICUCHHS.

IIpy pa3BUTHH arpaHyJoIMTO3a NIPHEM HMATUHUOA OCTAHABIMBAETCA JO
MOMEHTA IeMaTOJIOTUYECKONU OTCTPOUKHU.

VY mammentoB ¢ CD20+ moszutuBHbiM OJIJI B BO3pacte mmamme 40 ner npu
IPOBEJICHAN Kypca PUTYKCHMAb B 03¢ 375 Mr/m° BBOAUTCS BHYTPHBEHHO B aHH 1, 11
(umkisl 1, 3) u quu 1, 8 (1ukisl 2, 4) — Bcero 8 BBEACHMIA.

Cxema nporpaMMHON TepanuM B3pOCJIAbIX NANMEHTOB ¢ Ph-mo3uTuBHBIM
OJIJI B BO3pacre crapuie 40 jiet, HO MoJI0AKe 65 JeT

Cxema unodykyuonnou mepanuu y nayuenmos ¢ Ph-nozumuenvim OJIJ1

Ha neyenue 1o mpoTokoiay MOTyT ObITh PUHATHI TIAIMEHTHI B Bo3pacTe 30 JeT u
CTaplle C BIEPBHIC BBISIBICHHBIM OCTPBIM JUM(OOIACTHBIM JIEHKO30M, Yy KOTOPBIX C
NOMOILBIO CTaHAAPTHOM LHUTOTCHETHKM OOHapyxeHa TpaHcaokamus 1(9;22) wmum
metogoMm D-FISH onpenenen xumepnsiii ren BCR-ABL.

lIpomugonoxaszanus K NpUHAMUIO NAYUEHMA HA JedeHue No NPOMOKOY:

NmmyHnonorundecku 3pensiid B-OJUI (mpu oTCyTCTBUM UMMYHO(EHOTUITUPOBAHUS
MO>KHO OPUEHTHPOBAThCS HAa Mopdosoruto kinetok — L3 Bapuant OJLI).

PenuauBel 1 pe3ucTeHTHBIEC K cTaHaapTHOM Tepanuu dopmbl OJII.

Haubonee xapakTepHbiM codeTaHueM wmapkepoB s Ph-mosutuBabix OJII
seisitorest CD10+, CB34+, CD13+, CD38+.

[Ipy UMMYHOJIOTHYECKH OMpPENeIEHHOM OM(EHOTUTTUYECKOM OCTPOM JICHKO3€e U
[MUTOXUMHUYECKH JIMM(OUTHON XapaKTEpUCTUKE OJACTHBIX KIIETOK, yCTaHABJIMBACTCS
nuaruo3 Ph-nmosutuueiit OJIJ ¢ koskcnpeccreii MUCIIOMIHBIX MAPKEPOB.

[Ipu UMMYHOJIOTHYECKH OMpPENeIEeHHOM OU(DEHOTUIIMYECKOM OCTPOM JIEHKO3€e U
[IUTOXUMHUYECKH MHEJIIOUTHON XapaKTePUCTUKE OJACTHBIX KIIETOK YCTaHABJIMBACTCS
IrarHo3 PN-TO3UTHBHBIA OCTPBI MUCIOMIHBINA Jiciiko3. [lammeHT B 3TO# cuTyaruu
NPUHUMAETCS Ha APYTYIO MPOTPaMMy JICUEHUS.

Konmponvnvie mouku uccnedosanusi:

1. UmmyHOpeHOoTUITHPOBaHUE (B MOMEHT TUATrHOCTHKH).

2. MonekynsipHblii aHaiu3 (B MOMEHT AMArHOCTUKH, MOCIE Kypca WHIYKIUH,
kypcoB koHconmumarmu (N2), mepen TI'CK, mocie pewHaykuuu ecid OHa Oyler
BBITIOJIHSTHCS, 3aT€M OJHMH pa3 B 3 MecC.

3. CranmaptHas IUTOreHeTHKA (B MOMEHT auarnoctuk, nepea TT'CK).

4. D-FISH (B MmoMeHT amarHoCTUKH mpu oOHapykennn TpaHckpunta BCR-ABL,
a TAKXKe MPU MOJIEKYJIIPHOM PELUIUBE).



Hnoykyus:

[pendaza — Ipenunsomon 60 wmr/m> 1-7-it num (B mepmon mpendasbl
BBITIOJHSIOTCS  ITUTOTCHETUYECKUE W MOJICKYJISIPHO-OMOJIOTHYECKHE  METOIBI
UCCJICIOBAHMsI, HA OCHOBE KOTOPBIX PEIIaeTCss BONPOC O Ha3HAYCHUH UMAaTUHUOA).

OcHoenas ¢ghaza unoykyuu (4 nedenu)

8-36-i1 neHp* uMatuHUO 400 MT B IcHb BHYTPb OJHOKPATHO
HA3HAYaeTCs B JICHD MOJYYCHUS HHHOPMAITIH
1o uccienoBanuio FISH, T.e. £ 3 gHs oT
CXEMBI

8-28-i1 nenp peHI30I0H 60 Mr/M” BHYTpS (Ml
ieKcaMeTasoH — 10 MI/M” IpH COXpaHEeHHH
01U OIaCTHBIX KJIeToK 25 % u 6oiee)

29-35-i1 neup OTMEHa IMPEeHN30JI0HA (MJIH ICKCaMeTa30Ha)

8, 15, 22, 29-i1 nau pyoomuiun 45 MI/M?
BUHKPUCTHH 2 MI

29-35-i1 neHpb L-Acmaparnzasa 10 Tbic. e/M° BHYTPUBEHHO

0,7, 14, 21, 28, 35-i1 nau JroMOaNIbHBIC MMYHKIIMK (MEeTOTpeKcaT 15 mr,
rutapabud 30 mr, qekcameTa3oH 4 Mr)

* IIpUCM MMaTHHUOA OCYHMCCTBIIACTCA IIOCTOAHHO, OH OTMCHACTCA TOJIBKO B

clly4ae pa3BUTHUS TAKEIbIX TOOOUYHBIX 3((HEKTOB HIIM OYEHb IITyOOKOH HEUTPOIIEHUH —
9
menee 0,2*107/m.

[Ipou3BOAUTCS KOHTPOJbHAS MYHKUHUS KOCTHOIO MO3ra C MOJIEKYJISIpHOM
OolleHKOM Ha 36-ii neHb. Eciu MonekynspHas peMHCCHs HE JOCTUTHYTA, 4034
uMatuHuOa ysenuuuBaercs 10 600 Mr/cyt Ha Bce mocnenyromue Kypcebl. IlepepbiB
Mexay (pa3zoil HHIYKIMA U KOHCOJTUAALMHU COCTaBISAET 2—3 HECIH.

Aneopumm vlbopa KoHcoMUOayuUoHHOU mepanuu y nayuenmog ¢ Ph-nozumuenoin
OJIJI 6 6o3pacme cmapuie 40 nem, Ho monodxice 65 1em

Ilocne kypca WHIOYKUMHW PEMUCCUU BBINOJHAETCS KOHTPOJIbHAS ITyHKLUS
KOCTHOTO MO3ra C MOJIEKYJIpHOW OIleHKOW Ha 36-i1 nenb. Eciu MonekymsipHas
peMuccHsi He JIOCTUTHYTa, J03a uMatuHuOa yBenumumBaetcs no 600 m/cyT Ha Bce
MOCJIETYIOIIUE KYPCHI.

Tunuposanue cubnuneo8 y nayuenmos 6 gopacme 00 55 nem

Hnst manuentoB mojoxke 40 nmer ¢ Ph+OJIJI umeercs crienyroumi airoputm
BBIOOpA KOHCOJIMIAIIMOHHON Tepanuu (PUCYHOK 1).



CoBmecTuMBIi - AmnoTI'CK

JIOHOD
[Tonnas
pemuccus
JloHOpa HeT —PIIXT+TKI
Ph+OJIJI <40 ner
Pemuccus Tepanus
HE JIOCTUTHYTA > pedpakTepHbIX

hopm

Pucynok 1. — AJroputm BbI00OpPa KOHCOJIUIANMOHHOM Tepanuu
y nanneHToB ¢ Ph-nmosutuBusim OJLJI 1o 40 aer

[Ipu Hamuuuu coBMectumoro aAoHopa amuioTI'CK BbeImonHSETCS y NalMEHTOB C
Ph+OJIJ menee 40 ner mnpu JOCTIKEHUM TIEPBOM PEMHUCCHMHM KaK JTal
KOHCOJIMAALIMOHHOU TEPAIIUH.

Jnsa nmanumenTtoB crapmie 40 jer ¢ Ph+OJIJI Hamu mpemyioxkeH cleayronai
IrOPUTM (PUCYHOK 2).

AmnoTI'CK
[Tonnas -
pemuccus
Mo 60 ner Honopaner — > [IXT+TKI
Ph+OJIJI >40 ner \PGMI/ICCI/I}I —— > Tepanusa
/ HE JOCTUTHYTa pedpaxTepHbIX hopMm
Crapuie 60 ner
\ ITonnas . Tepamusa TKI
pemuccus +/- KOPTUKOCTEPOUIBI

PucyHok 2. — AJropuT™M BbI0Opa KOHCOTHIALMOHHON Tepanuu
y nanuenToB ¢ Ph-nosutuBabiM OJLJI crapue 40 jet

CxeMa KOHCOJIMJALMOHHOW Tepanmuu y mnanmueHToB ¢ Ph-nosutuBaeiM OJLJT
ctapiie 40 jet, Ho MoJoxke 65 et
Konconuoayus (2 xypca)
ExenneBno Wmatuan6 400 mr (600 MT mpu OTCYTCTBUH MOJIEKYJISIPHOTO OTBETA)
c 1-ro B JICHb BHYTPb OJIHOKPATHO
JIHS Kypca



1-i1 nesp 1,5 r/m® BHyTpUBeHHO 24-qacoBast uH(Y3Hs B 1-if 1eHb (MepBoe BBEICHHE
kanpius (onauHata B go3e 30 MI/M yepe3 18 4 mocne 3aBeplieHUs
BBEJICHUSI METOTpEKcaTa, 3areMm 15 MT/M° yepe3 24, 30, 36 4 mocie
3aBepILCHUs BBEJCHUS METOTpeKcaTa

2-1 JIeHb nuTapaGus 3 r/mM° 2 pasa/cyT

1-3-it ntun = nexcametaszoH 30 mr/m? 1 pa3 B JIcHb BHYTPUBEHHO

JlroMOanpHBIC IMyHKIIMM BBITIONHSAIOTCS 3a |1-3 1gHA 10 Hadajma Kypca
koHconuaauuu. [locne Kaxxaoro Kypca KOHCOJMIALMU BBINOJHAETCS KOHTPOJIbHAS
KOCTHO-MO3TOBasi MyHKIIHS C MOJICKYJISIPHO-TEHETUUECKUM aHAIIU30M.

[Tocne 3aBepilieHUs] OAHOTO WJIM JBYX KYpPCOB KOHCOJIMJALUM TAlUEHTaM MpHU
Hanuyuu cubiauHra, coemectumoro no HLA-cucreme, npousBogutcs ATI'CK.

Cxema tepanuu nanueHToB ¢ Ph- HeratuBubim OJIJI B Bo3pacrte crapiue
40 ner

Cxema uHOyKyuoHHoOU mepanuu y 63pocivix nayuenmos ¢ Ph-necamusnvim OJIT

Bcem mamuenTtaM mpu yCTaHOBIEHHUH MOP(OJIOTUYECKOTO JHUarHo3a OCTPOro
TuM(pOOIACTHOTO JIeHK03a HAUMHAIOT BBITTOJIHEHUE CEMHIHEBHOW MPOTrpaMMbl Tepanuu
npenHu3ogoHoM (mpendasza). 3a AeHb 10 Hayana mnpendasbl WIM B IMEPBBIA JICHD
MIPOU3BOJIAT JIOMOATBHYIO MYHKITUIO C MHTPATEKaIbHBIM BBEICHUEM TPEX MPEMapaToB.

[Ipy HanTM4YMKM HEWPONEHKEMHH, B T. Y. MOPAKEHUSI BEUIECTBA TOJIOBHOTO MO3ra, B
KaueCcTBE 0a3MCHOM Tepanuy NalUeHThl TOJDKHBI TOTy4YaTh 1EKCaMETa30H.

Hnoyxyus:

Ipendasa — mnpeaumsonon 60 wmr/m® 1-7-ff oM (B IEpHOI MPOBEICHHS
npeadasbl BHITTOIHSIIOTCS [IUTOTEHETUUECKUE U MOJIEKYJISIPHO-OMOJIOTHYECKUE METOIbI
HCCIICTOBAHMUS ).

JleHb 8 — MyHKIUs KOCTHOTO MO3ra

llepsas paza unoykyuu (4 neoenu)

8-28-ii nenn npeguu3onon 60 wmr/M°  BHYTpp (WM
nexcamerason — 10 Mmr/mM® BHYTph Wi
BHYTPUBEHHO B BUJE KOPOTKOHl 10-MHUHYTHOMU
uHQY3UU TIPU COXPAHEHMM JOJIU OJIACTHBIX
KJeTok 25 % u Gonee Ha 8-if JICHB)

29-35-i1 neHb OTMEHA MPEJHU30JI0HA (WU IeKCaMeTa30Ha)

8, 15, 22-1i nuu pyoomurun 45 MI/M?
BUHKPUCTHUH 2 MI' BHYTPUBEHHO

29, 36-ii 1eHb L-Acmaparnzasa 10 Tbic. e1/M° BHYTPUBEHHO



0, 7,14, 21, 28, 35-i1 nuu

Henn 36

naroMOanbHble MyHKUIUU (MeToTpekcar 15 wr,
nutapadbun 30 mr, qekcameTa3oH 4 Mr)

IMYHKIUA KOCTHOTO MO3ra

[epepwiB mexxay | u Il pazamu unaykuuu coctasnser 1 Heaento
Bmopas ¢paza unoyxyuu (4 neoenu)

Jlau 4370
Jlenn 43

Tlim 45-48, 59-62

Hum 50, 57, 64

Henp 70

Henp 70

MEpKanTOIypHH 25 Mr/m BHYTPb €XKEIHEBHO
nukrodocdamua, 1000 Mr/M° BHYTPHBEHHO
(2-uacoBast HH(Y3HS)

nuTapabu, 75 Mr/M° , BHYTPUBEHHO | pa3 B
neHb (1-gacoBast nHPy3us)

L-Acnaparunaza 10 TbIC. em/m’ BHYTPUBEHHO
(2-yacoBas  umH(Y3WsA), TpPU  Pa3BUTHUH
AJUIEPTUUECKON peakiMy BO3MOXKHA 3aMEHa Ha
naracrnaparuHazy

moMOalibHasi MyHKIUSA (MeToTpekcatr 15 wr,
nutapadun 30 mr, 1ekcaMeTa3oH 4 mr)

IIYHKIUSA KOCTHOIO MO3ra C OIpeAcICHuEM
MOb

Aneopumm 8b160pa KOHCONUOAYUOHHOU Mepanuu y 83pOoCiblX NAYUEeHMO8 C

Ph-necamusnvim OJIJT

ITocne Kypca WHAYKUUM PEMUCCUU BBIMOJIHAECTCS KOHTPOJIbHAS ITyHKIIUS
KOCTHOTO Mo3ra ¢ orneHkoit MOB. Anroputm BbIOOpa KOHCOTUAAIIMOHHON Tepanuu JIs
narueHToB ¢ Ph-uerarususiv OJIJT B Bo3pacte m0 40 JieT npeacTaBieH Ha PUCYHKE 3.

IlonHas
peMuccus
Ph+OJIJI
MmeHee4( ner
Pemuccusa
HE JIOCTUTHYTa

MOG - »  [IXT
MonuTopuHT
MOBb
MOb+ nm ——— AmoTI'CK
(dakTopsl
pI/ICKal)

Tepanus
pedpaxTepHbIX hopMm

Y__ t(4;11), t(v;11q23) win BbIsBICHHE peapamwKupoBKH reHa MLL, mymayus zena BCR-ABL.
Tunepneiikoyumos (>30x10°/1 0ns B-nunuu u >100x10°/1 015 T-nunuu).

PucyHox 3. — AJIropuT™ BbIOOpa KOHCOJIMIALMOHHOM Tepanuu
g manueHToB ¢ Ph-neratusabiv OJIJI



Konconunaunonnas tepanus B-kinerounsix BapuantoB OJIJI y mnanueHToB
crapiue 40 net ¢ Ph-ueratusasim OJIJ1
Kypc konconunanuu | (3 Hegenn)

Huu 71-84 nexcamerasoH 10 Mr/m° BHYTPHBEHHO WM
BHYTPb

Jan 85-91 OTMEHa JeKcaMeTa30Ha

Huu 71, 85 noKcOpyOuIH 30 Mr/M® BHYTPHBEHHO

BUHKPHUCTHUH 2 MT' BHYTPUBEHHO

Mexnay kypcamu koHconuaauuu | u konconmuaanuu |l mepepsiBa Her.
Kypc xorcommnanuu Il (2 Henenn)

Juau 92-108 MepKanTonypus, 50 Mr/mM° BHYTPb

Juu 92, 99 L-Acnaparunasa 10 Tbic. en/m”
BHYTPUBEHHO™

Henb 105 aroMOanbHas NyHKUus (Metorpekcar 15 wr,

nutapadun 30 mr, 1ekcaMeTa3oH 4 Mr)
MTyHKIIAS KOCTHOT'O MO3Ta

[Ipy BO3HMKHOBEHMM AQJIJIEPTUYECKOM pEaKUMUW Ha HATUBHYIO acnaparuHasy
npenapar 3aMeHsIeTCsl Ha M3TMIMPOBAaHHYIO (hOpMY — maracnaprasy.

Huan 92, 99 maracnaprasza 1000 e/ BHYTPUBEHHO

Mexny kypcamu koncommnanuu |l u konconuaarum |11 nepepriBa Her.
Kypc kouncomupanyum 1 (4 venenn)

Juan 106-133 MEpKATONYpHH 25 MI/M° BHYTPb

Henn 106 nukiodocdamuzg, 1000 mr/m BHYTPHUBEHHO

Jun 108111, 122-125 nuTapabus 75 Mr/m’ BHYTPUBEHHO | pa3 B
JIeHb

Ham 113, 127 L-Acnaparunasa, 10 TbIC. CJI/MZ
BHYTPUBEHHO™

Henn 133 MYHKIUSI KOCTHOTO MO3ra (C onpeaeaeHueM

MOB)



[Ipy BO3HMKHOBEHHMHM aJUIEPTMYECK pEakUMM Ha HATUBHYIO acnaparuHasy
npenapar 3aMeHsIeTCsl Ha MAITUIMPOBAaHHYIO (hOpMY — Maracnaprasy.

Huu 113, 127 moracrmaprasa 1000 ex/M? BHYTPHBEHHO

Mexny kypcamu koHconmaauuu |1 u konconnmnauuu 1V nepeprsiBa HeT.
Kypc xkorcommmnaruu 1V (3 ams)

Jlam 134-136 nexcamerasoH 30 Mr/M° BHYTPHBEHHO WM
BHYTPb

enb 134 merorpekcar 1,5 Mr/m° BHYTPUBECHHO B BHUJIE
24-qacoBoii HHQY3UU
JIEUKOBOPUH TniepBoe BBeaeHue — 30 Mr/m
yepe3 18 u mocne 3aBepuieHus UHQY3UH
METOTpeKcaTa, 3areM — 1o 15 MI/M? yepes
24, 30, 36 4 mocne 3aBeplieHUss UHPY3UU
METOTpeKcaTa

Henb 136 L-Acnaparunasa, 10 TBIC. em/m’
BHYTPUBEHHO™

[Ipy BO3HMKHOBEHHMHM aJUIEPTMYECK pEaklMy Ha HATUBHYIO acnaparuHasy
npenapar 3aMeHsIeTCsl Ha M3TMIMPOBAaHHYI0 (hOpMY — Mmaracnaprasy.

Henb 136 maracmnaprasa, 1000 em/™m’ BHYTPUBEHHO

Mexnay kypcamu koHcoymmamuu IV u koHcomumanuu V TEepepbIB COCTABIISIET
11 nneit.

Kypc xorconmuaanuu V (3 qHs)

uu 148-150 nekcameTraszoH, 30 MI/M® BHYTPHBEHHO WK
yTp
BHYTPb
Henb 148 nuTapaGuH, 2 T/M° BHYTPHBEHHO 2 Pa3 B ACHbB
yT
BHYTPHUBEHHO B BUJIE 3-4acOBO MHDY3UH
Henb 150 L-Acnaparunasa, 10 THIC. em/™m
BHYTPHBEHHO™

[Ipy BO3HMKHOBEHMM QJJIEPTUYECKOM pEaklUUd Ha HATUBHYIO aclaparuHazy
npenapar 3aMeHsIeTCsl Ha MATUIMPOBAHHYI0 (hOpMyY — Maracnaprasy.

Hens 150 maracnaprasa, 1000 em/™m’ BHYTPUBEHHO



Cxema Tepanun nanueHToB ¢ CD20+ no3utuBubiM OJLJI B Bo3pacte crapiue
40 ser

IToka3zaHus K MPUHATHUIO MAIIMEHTA HA JICYEHNE

1. Octpeii common wiu npe-B-OJUJI, npu kotopom Ooniee 20 % OmacTHBIX
KJIeToK AKcipeccupytor CD20 anTureH.

2. OcTpslit UMMYHOJIOTHYECKH 3penbiii B-OJ1JI.

lIpomusonoxasanus K NpUHAMUIO NAYUEHMA HA JedeHue no NPomoKoy

1. PeruauBel v pe3uCTEHTHBIC K cTaHmapTHOU Teparuu ¢popmbl OJLI.

2. Jlumpobnactabiit kpu3z XMJL.

3. 3acToliHasg ceplaevHas HEAOCTaTOYHOCTh, HeCTaOWIbHAs CTCHOKapus,

HapyIIEHUs PUTMa U MPOBOIMMOCTH, MH(APKT MUOKAP/IA.

Konmponvnvie mouku uccnedosanusi:

NmMmyHOGEHOTUNIMPOBAHUE: B MOMEHT JMArHOCTUKH, IMOcCie TNepBoi (a3sl
WHYKIMU, B TIPOLIECCE TEpaui — MOHUTOPUHT MUHUMAJIHHOM OCTAaTOYHOW OO0Je3HU
Ha OCHOBAHHUH MEPBUYHOTO a0EpPaHTHOTO UMMYHO(MEHOTHA OJTACTHBIX KJIETOK.

Cxema uHOYKYUOHHOU mepanuu y nayueHmos ¢ common u npe-B OJII:

Ipendasa (1-7-if nuu) npexHusanon 60 Mr/m> 1-7-if xHu

7-1 neHb putykcumab 375 MI/M? JUTATENIbHAS

12-qacoBas undysus
[TepBas daza uagykimu (4 Hegemn: 8—35-i aHM)

21-i1 neHp putykcuma® 375 wmr/m® mmrtensHas 12-dacosas
uHpy3Us
8-28-i1 neHn peHU30I0H 60 Mr/M” BHYTpb (MM AeKCAMETa30H

10 Mr/mM° IpH COXPAaHEHHH OJH GIACTHBIX KIETOK
25 % u Ooitee Ha 7-i 1eHb)

29-35-i1 neHpb OTMEHa MPEHU30JI0HA (MM JIeKCaMEeTa30Ha)
8, 15, 22, 29-ii nuu pyGOMHLHH 45 Mr/m°
BUHKPUCTHH 2 MT
29-35-i1 1eHb L-Acnaparunasa 10 Thic. e1/M” BHYTPUBEHHO
0, 7,14, 21, 28, 35-ii nuu aroMOaibHBIE TYHKIMKA (MeToTpekcar 15 wr,

rurapabux 30 mr, qekcameTa3oH 4 Mr)

KoHTposibHas MyHKIMSI KOCTHOTO MO3T'a BBITOJIHSETCS Ha 36-11 1EHb.

Cxema xonconuoayuonnou mepanuu nayuenmos ¢ CD 20—ozumuenvimu OJIJ1



Koncomunanus (1 kypc):

Jenb 0 putykcumab 375 mr/M? umrenbHas 12-qacoBast uHpy3us
R py6Gomunux 45 mr/m? 1-3-it JTHUA

A 1uTo3uHa apaObUHO3UT 100 mr/m? 2 pasa B ieHb 1—7-i qHU
C muknodochan 400 mr/™® 1 pa3 B nens 1-7-it quu
O BUHKPHUCTHH 1 mrB 1, 7-i1 ;Hn

P npenHu3osioH 60 mr/m> 1-7-i quu

R py6omunun 45 Mr/m? 1-3-i1 nan

A 1uTo3uHa apaObUHO3UT 100 mr/m? 2 pasa B JieHb 1—7- 1HU
C muknodochan 400 mr/™® 1 pa3 B nens 1-7-it quu
O BUHKpPUCTHH I mrB 1, 7-it 1HU

D nexcamerason 10 Mr/m? 1-7-i quu

[lepepbIB MEXTy KypCOM KOHCOJIMJAIUU U PEUHAYKLIUEN COCTABISAET 4—5 HEAECb.

Cxema Ttepanum T-kiaerounbix BapuantoB OJIJI y mamueHTOB Ccrapiue
40 ner ¢ Ph-neraruBabiM OJLJI

Cxema unoykyuonnou mepanuu T-xkremounvix eapuanmos OJIJI y nayuenmos
cmapute 40 nem ¢ Ph-necamuenvim OJI1

Iuxnodochan — 1200 Mr/m° BHYTPHBEHHO KareIbHO B 1-if 1eHb

JlayHopy6umms — 45 Mr/m° BHYTPHBEHHO CTPyiiHO B aHH 1, 2, 3

BunkpuctuH — 2 MT BHYTPUBEHHO CTpYWHO B anu 1, 8, 15, 23

[TIpenauzonon — 60 MI/M BHYTPb B IHU 1-21-ii ¢ mocCiaeayomuM CHIKCHHEM
O3Bl IO OTMEHBI B TeueHue 2228 nHen

L-Acmaparunaza — 6000 en/M° TIOKOKHO WK BHYTPUBEHHO KaIleJIbHO B JTHU 6,
8,11, 15, 18, 22

MerotpekcaTr — 15 Mr uHTpaTekaiabHO B 1HU 1, 15-i1.

VY naunieHToB B Bo3pacTe ctapiie 60 JeT 1036l PenapaToB CHUKAKOTCA:

[uxnodocdar — 800 Mr/M° BHYTPHBEHHO KATeIbHO B 1-if JeHb

JlayHopy6urms — 30 Mr/mM” BHYTPHBEHHO CTPYitHO B IHH 1, 2, 3-if

Cxema KouconudayuouwHou mepanuu T-kremounvix eapuanmos OJI/I 'y
nayuenmos cmapute 40 nem ¢ Ph-necamuenvim OJIJ1

[IpoTokon panHedl KoHconuaanuu (MHTeHCU(UKAIMKA) JOJDKEH HaYMHATHCS
MOCJIE 3aBEpPIIEHUU TNEepHoa IMOCTUUTOCTATHYECKOTO arpaHyJjonuTo3a, MpU YHucie
TPOMOOIIMTORB OoJIee 100,0x109/n 1 JIEHKOIIMTOB — OoJiee 2,OX109/J1.

KoHconupanust cocTOMT W3 JBYX CHEAYIOIMX JApyr 3a JpyroM KypcoB
MPOIOIKUTETLHOCTBIO TI0 4 HEJIeNU U BKIII0YaeT NMPoGUIakKTUKY HEUpOIeHKeMuUu:

nuknopochan — 1000 Mr/M> BHYTPHBEHHO KarenbHOe 1-if JeHb

6-MepkarnTomypus 60 Mr/M° BHYTpb B IHH 1—14-ii

IIUTO3UH-apadbuHO3UT — 75 MI/M° TIOIKOKHO B quHu 1-4 1 8—11-i

BUHKPUCTUH — 2 MI' BHyTPUBEHHO CTPYWHO B JHU 15 u 22-11.



L-Acnaparunasa — 6000 ME/M* BHYTpHBEHHO KarenbHo B 1, 18, 22 u 25-if auu
MeTOoTpeKkcaT 15 Mr uHTpaTeKanbHO B 1-ii AeHb
[TepepsIB MEXIY KypcaMi KOHCOJHMIAIUH COCTaBIseT 3—4 Heaenu.



[Ipunoxenue

NvmmyHodenoTunuyeckas Kiaccupuxkanusa EBponeiickou rpymnmnsl
10 MMMYHOJIOTH4YeCKOH XapakTepucTuke Jieiiko3osB (EGIL)

L NMMyHOMEHOTHITNYECKHE 0COOCHHOCTH
MoJIrpynmna
B-muuenasie OJIJ1 CD19+ u/unu CD790+ u/vunun CD22+
B-1 (pro-B) Her B-knerounsix nud@epeHIMpoBOYHBIX

anTureHoB (toapko HLA-DR, TdT, CD34)

B-11 (common B)

CD10+

B-111 (pre-B)

cylgu+

B-1V (mature B)

cylg unu slgk+ unu A+ unu slgM+

T-muneiiasie OJIJ1

[{uTornnasmarndeckuii Win noBepXHocTHbId CD3+

T-1 (pro-T) CD7+
T-11 (pre-T) CD2+ n/mm CD5+ w/mmm CD8+
T-111 (cortical T) CDla+

TCR o/p+

T-1V (mature T)

TCR y/6+




