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OCTPbIN NUMOOBAACTHDIN
NENKO3 N NUMOOBJIACTHBIE
NIMMOOMbI

MABA

— Koduposarnue no MKb-10

C91.0 — octpslit TMMbOOIACTHBIN JIeiiK03

C91.5 — T-KJIETOIHBII JIEHKO3 B3POCIBIX

C91.7 — npyroii yTOYHeHHBII TUMOOUTHBIN JIeIIKO3
C91.9 — nuMbOUIHBIN JIEKO3 HEYyTOYHEHHBII
C83.5 — numdobnactHas (nuddysHas) numdboma

Octpsie mmmpodaacTabie Jeiiko3bl (OJLI) n mumdboodaacTHbIe M-
t¢ombr (JIBJI) mpenctaBisioT coOO0i TpynITy TeTEpOreHHBIX 3JT0KaYe-
CTBEHHBIX KJIOHAJIbHBIX 3a00JIeBAHUI1 KPOBETBOPHOU TKaHU, CBSI-
3aHHBIX ¢ MyTallMeil KIETKU-TIPeaIIeCTBEHHUIIbI TeMOoI1033a. DTHU
MyTalMy TIPUBOISIT K Oj10Kaae nudGepeHIMPOBKI U HEKOHTPOJIM -
pyeMOMY Pa3MHOXEHUIO HE3PENIbIX KIETOK JUM(POUTHON JTUHUU.
B naTosnornueckuii mpoiecc MOryT ObITh BOBJIEUYEHBI pa3IMUHbIE OP-
ranbl U cucteMbl: LIHC, ssmuku, tumMdoy3ibl 1 TUMQGOUIHBIE OPTaHBl.

Hwnarno3 OJIJI yctaHaBNIMBAIOT ITPH BBISIBIIEHUN B KOCTHOM MO3T¢e
25% 61acTHBIX KJIETOK C XapaKTepHbIM (peHoTUIOM U 60jee. Ecnu
coiepxaHue JUM(POOIaCTOB B KOCTHOM MO3Tre COCTaBJIsIeT MEHEE
25%, nuarnoctupytot JIBJI. D10 paznuyre HOCUT CKOpee TEPMUHO-
JIOTMYECKUI XapaKTep, TaK KaK JICYEHNE 000MX COCTOSIHUI IIPOBOMISIT
MO OIMHAKOBBIM MTPOTOKOJIAM.

KNACCNONKALIUA

OcHoBHoe 3HaueHue umeet noapasneaeHue OJIJI/JIBJI o ux
MPOMCXOXIEHUIO U3 MPEAIIECTBEHHUKOB B- miu T-KieTok, kotopoe
MPOBONST HA OCHOBAHUY METONA MPOTOYHOMN IMTOMIyOPUMETPUH,
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KOTOPBIi ITO3BOJISIET ONPEACIUTb XapaKTepHbIC IMHEHbIC AHTUTCHbI
Ha IMOBEPXHOCTH WIM B LIMTOILIa3Me OJIaCTHBIX KJIETOK (Tabiuna 6).

Taomuna 6. Knaccudukanusa EBponeiickoii rpynmnbi o MIMMYHOJI0rHY€eCKOi
xapakrepuctuke Jeiiko3os (EGIL, 1995) ¢ nonoxnenussvu BO3 (2017)

MMMyHOﬂOTMHeﬂG”I Mmmyuo¢euorunmquKweocoGeHHocnn

nogrpynna

B-nuneiinsie OJIJI CD19+ u/um CD79 anbpa+ u/mm CD22+

Het B-xneTounbix nnddepeHIpOoBOIHBIX

B-I (mpo-B) anTureHoB (Tonbko HLA-DR, TdT, CD34)

B-11I (o6mmmii B) CDI10+

B-I1I (rrpe-B) WnTpanuroriazmatuueckue cylg mio+
MuTpauuronnazMatuueckue cylg nnm

B-1V (3pemmrit B) MOBepXHOCTHBIE slg Kanma+ unm nsamona+
wnu slgM+

T-mneiinsie OJLT IMuTomnazMaTHyecKuii MM IOBEPXHOCTHDII
CD3+

T-1 (mpo-T) CD7+

T-1I (mpe-T) CD2+ u/unu CD5+ u/vnmu CD8+

T-1II (xoptukansHas T) | CDla+
TCR annda/6era+ n/mmm TCR ramma/

T-1V (3penas T)

H@Hﬂa+
N3 ecTecTBeHHBIX CD2, CD3 sncuaon, CD56, nepdopun,
kuuiepoB (NK) rpausum B, TIA-1, CCR5

JlononHuTeIbHOE 3HAYEHUE UMEIOT TUIOUTHOCTD (YMCJIO TaruIon/-
HBIX HAOOPOB XPOMOCOM B KJIETKE), HAJTMYME XPOMOCOMHBIX abeppa-
LI 1 XMMEPHbBIX T€HOB:

> t(9;22) (q34; ql1); BCR/ABLI;

t (v; 11923); peapanxxupoBka reHa KMT2A (MLL);
t (1;19) (q23; p13); E2A/PBX1;

t (12;21) (g23; p13); ETV/CBF-a;

t (5;14) (q31.1; g32.3); IL3-1GH.

vvyyypy
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BHe crienmnanmn3npoBaHHOIO MEIUIIMHCKOTO YUIPEXKIeHsI HEBO3-
MOXHO MPOBECTU BECh KOMILIEKC HEOOXOOMMBIX MCCIeIOBaHUIT
IUUISI TOYHOM TUArHOCTUKU OCTPOTO Jieliko3a. B Takux ycaoBHSIX BO3-
MOKHO JIUIIb MPEAITOJ0XKUTh 3TOT IMarHo3 M OpraHU30BaTh ITPaBUIb-
HYI0 MapuipyTu3auuio nauueHTta. [logo3dpeHue Ha OCTPhIi JieliKo3
BO3HUKAET IIPY HAJTMINU KaK MUHUMYM 2 TIPU3HAKOB:
» HapacTratommuii acTeHU4eCKUil CUHAPOM.
> JlumdonpoaudepaTuBHbBIN CUHAPOM (T€aTOCIIICHOMETaIus,
JmMdaneHonaTus).

» CroHTaHHBIE HOCOBBIE, OYKKaJIbHBIE, MATOYHBIE KPOBOTEUE-
HUSI, TeMopparn4eckas ChbIIb Ha KOXE 1 CIIM3UCTHIX.

» bosu B KOCTSIX.

> Dnu3onbl moabemMa TeMIrepatypsl >38°C 0e3 TBHOTO MH(MEK-
LIMOHHOTO oyYara.

> AHeMus, TPOMOOLUTOIIEHUS, ICHKOLIMTO3 C HAIMIMEM OJ1acT-
HBIX KJIETOK B Ma3Ke KPOBHU.

CTAQUPOBAHWE U MPOTHOCTUYECKWUE OAKTOPDI

OJIJ1/JIBJI ¢ camoro Hauaja paccMaTpUBalOT KaK CUCTEMHOE OHKO-
Jornaeckoe 3abonesanue. [lanmmenTos ¢ OJLJ1/JIBJI nenar Ha rpynIiel
pUCKa Ha OCHOBAHWM aHaJI3a FeHeTUYeCKMX aHOMaJInii. Beimesstror
3 OCHOBHbIE IPOTHOCTUYECKME TPYIIIbI: OJarorpusITHOTO, IIpOMe-
KYTOUYHOIO M HeOJaronpusiTHOro nporHosa. Takoe pacnpeneaeHue
MAlMEHTOB UMEET BaxKHOE IMPaKTUIECKOe 3HAUCHHE, TaK KAaK BIUSICT
Ha BBIOOp CTpaTeruu JieueHUsI, 00beM JIeUeOHBIX MEPONIPUITHIA U
olieHKY HeobxonumocTu amuto-TT'CK.

OAKTOPbI MPOrHO3A, CBA3AHHbIE C MALIUEHTOM

Bo3spact rmamyenTa — oquH U3 YHUBEPCAJIbHBIX, HE3aBUCUMBIX U CTa-
OMJIbHBIX (paKTOPOB MPOrHo3a. Y MalleHTOB cTapiie 15 JieT IporHo3
MeHee OJIarONpUSITHBIA.

OAKTOPbI MPOrHO3A, CBA3AHHbIE C3ABOJIEBAHUEM

Heob6xonrMo yUuThIBaTh KIMHUKO-TEMATOJOTMUECKUE TTapaMeTphl,
accolMMpoBaHHBIe ¢ HeOaaronpusaATHEIM TeueHuem OJLJ1/JIBJI:
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runepieiikonurto3 >100x10°/;

Hannuwue t (4;11)/BoBneyenne KMT2A (MLL) rena;

23 XpOMOCOMHBIX abeppaluii;

runoguIionaus (MeHee 46 XxpoMocoMm);
nMMmyHodeHoTunnmdeckue BapuanTel B-1, T-1, T-1V;
nepcucteHuus mapkepos MOD nociie 1-ro Kypca MHIYKIIM-
oHHoil XT 1 mocienyonmx;

> OTCYTCTBHE PEMUCCUU I1OCE 3aBeplieHUs 1-ii (pa3bl MHIYK-

LIUU;

> OTCYTCTBHE OTBETa Ha Ipendasy Tepaluu CTepOnugaMu;

» uHunMaabHoe nopaxeHnue [HITHC;

> HMHUIMAIbHbBIE pa3Mephl CeJIe3eHKU HIXKeE Kpasi peOepHOii 1yru

>4 cM.

ITpu Hanuuyuu xoTsa 661 1 pakTOpa BHICOKOTO pUCKa MallUeHTa
OTHOCST K TPYIINE BLICOKOTO pHUCKa, B TPOTUBHOM Cllydyae — K IpyTl-
e craHgaptHoro pucka. Eciu mocie 3aBepiuenus 1-ii ¢pa3bl MHAYK-
MY y MalMeHTa He HOCTUTHYyTa PEMUCCHUsS, TO, HE3aBHUCHUMO
OT HAJIMYMS IPYTUX (haKTOPOB, €ro TAaKXKe OTHOCAT K TPYIIIIE BBICOKO-
ro pucka.

vVVvyYVYyYVvYVvyy

(Dalcmopbt npoeHo3a, 0Cc0beHHO CKopocntb docmuoicenus
pemuccuu u nepCucCmeruyuro Kaemok onyxoneeoeco Kaona
Cftedyem AdAHaau3upoeams Ha 6cex amanax 1e4eHus.

AUATHOCTHKA
XAN0Bbl, AHAMHE3, OCMOTP

Kmmangeckue cummnrombl OJLJ1/JIBJI pazHOOOpa3HbI 1 00YCIOBICHBI
CIICIYIOIINMU ITPUINHAMUA:
» [Ipommdepains MaToOrn4eckKoro KJIoHa B KOCTHOM MO3TeE, UTO
MPUBOIMT K BBITECHEHUIO HOPMaJIbHBIX KPOBETBOPHBIX KJIETOK.
» HWHbunsrpanusa 0JacTHBIMU KJIETKaMU Pa3IdnYHbIX OPTaHOB U
TKaHEM.
CUMITOMBI MOTYT JIJTUTHCSI OT HECKOJIBKUX JHEM 10 MECSILIEB, YaCTO
MPOrpeccUpysl B TeUEHUE HECKOIbKUX JHEH WIN Heleb.
HaubGoiee xapakTepHble CUMIITOMBI:
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>

v

vVvyyy

HEMOTHBHPOBAHHOE MOBHIIIEHNE TEMIIEPATYPhI Tea 0e3 BUIU-
MBIX 09aroB MH(pEKIIUN;

¢J1ab0CTh, YTOMJISIEMOCTD;

occaJlruu, yBeIndeHue JuM@oy310B, cee3eHKU, TTeYeHN;
CKJIOHHOCTb K ITOBBIIIIEHHOW KPOBOTOUMBOCTU (3IIUCTAKCHUC,
OyKKaJbHBIE KPOBOTEUEHUSI, MEHO- M METPOpPparuu M T.II.),
MOSIBJIEHVE CIIOHTAHHOM reMOpparndeckoii ChIITY Ha Koxe (I1e-
TEXUU, DKXUMO3bI);

MOTepsI alIeTnTa, ObICTpasi IIOTEPs Beca;

0JIETHOCTD KOXM U CIIM3UCTHIX;

JeTIpeccusl;

CHIXEeHMEe paboTOCITOCOOHOCTH, MbILIIeUHas c1ab0CTh.

NABOPATOPHbBIE UCCIEAOBAHUA

WUccnepoBanua, a6conoTHO HeobxoauMble ANA NOCTAHOBKY
nauardo3a OJU1/NBN

>

O0I1LIMIA aHAJIM3 KPOBU (JIEHKOLIMTO3 WU JIEMKOIIEHUST, HEATPO-

MeHUsl, aHeMUs [KaK MpaBUIIO, TUTIO- WJIM HOpMOpereHepaTop-

Hasl, HOpMOXPOMHasl, C pacllipeHueM paclpeneaeHus: 3pu-

TPOLIMTOB 10 00beMy |, TpoMOO1IMTOTIEHUST). Pexke — GiacTHbIe

KJIETKU B TIepudepruIecKoil KpOBHU;

MYHKIIMS KOCTHOTO Mo3ra (TpenaHOOMOIICHST) ¢ UCClIenoBa-

HUEM LIUTOJIOTMYECKUX IIperapaToB;

MMMYHO(EHOTUITMPOBaHNE 0JIaCTHBIX KJIETOK METOIOM IIPO-

TOYHOM TUTOMIIYyOPUMETPHN;

LIUTOTeHETUUYECKOE McciieaoBaHue (KapuOTUIT) acliMparTa KoCT-

HOI'O MO3ra;

FISH u monexynsipHO-TeHeTUYeCK1Ee UCCISTOBaHMS KOCTHOTO

MO3ra Wix OMOINCUITHOTO MaTepuaia ISl CASAYIOLIMX aHOMAIUIA:

* runepruionaus — 51—65 XxpoMocoM 6e3 CTPYKTYPHBIX aHOMa-
JINA;

* TUIOILIOUAUS — MeHee 46 XpOMOCOM;

* TpaHcaokamus t (9;22) (q34; ql11.2) — ren BCR/ABLI;

* TpaHchaokauus t (v;11q23) — peapanxkupoBka reHa KMT2A
(MLL);

e Ttpancnokanus t (12;22) (p13; q22) — ren TEL-AMLI;
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» TpaHciaokaums t (1;19) (q23; p13.3) — ren E2A-PBX1;
* TpaHcaokauus t (5;14) (q31; q32) — ren IL3-IGH.

IIpu nodospenuu na JIBJI — buoncus docmynuoeo
HOB000PA306aHUS C MOPPOAOSUMECKUM UCCACO08AHUEM
buoncuiinoeo (onepayuoHH020) Mamepuala AUM@poysna
UAU OpY2020 04aea Nopadcenust ¢ NPUMeHeHUeM
UMMYHOLUCIOXUMUYECKUX MEMO008.

UccnepoBanua ana onpeaeneHuna rpynnbl pucka
U pacnpoCcTpaHeHHOCTH npoLecca

» CIIMHHOMO3TOBasd IMyHKIIMAI C UCCIEIOBAHNEM JINKBOpa (]_[I/ITO—

CITMH);

» KT romoBHoro mo3ra 6e3 KoHTpactupoBaHus. [1pu Hanuuuun
HelipoJeliko3a pekoMeHayt0oT MPT rojioBHOro 1 CiMHHOIO MO3ra

C BHYTPUBECHHBIM KOHTPACTUPOBAHUEM;

» KT opraHoB rpynHoO# KJIETKM, OPIOIIHON MOJIOCTU, MaJIOTO

Ta3a;

» KT u/unu MPT c BHYTpUBEHHBIM KOHTPacCTHUpPOBaHUEM
COOTBETCTBYIOLLIECI 00JIACTU ITPU HATMYUM SKCTPAMEAYJISIPHOTO

IIOpaKCHMUA,

» nanueHtaM c¢ JIBJI — mo3utponHo-smuccuonnas KT ¢ 18F-
dropnezokcurmoko3oit (POAT-TIDT/KT) g ctanupoBaHuUs

3a00JIeBaHUs;

» V3U opraHoB OpIOLIHON MOJOCTHU C ONpeAeieHueM pa3MepoB
MeYeH!U, CeJIE3EHKU 1 BHYTPUOPIOLIHBIX TUM(MOY3JIOB, a TAKXKE
VY3U opraHoB Majioro Taza y XXeHIIUH W MIPeICcTaTeIbHOM XKe-

JIe3bl Y MYXK4MH;
» oleHKa cratyca 1o mkaiam ECOG/BO3.

WccnepoBaHua ans oueHKN BO3MOXKHOCTY NpoBeAeHUs
XUMUOTEpanuu U CONpoBOAUTENbHOII Tepanuu

> OMOXMMHUYECKMI aHaau3 KpoBU — ritoko3a, CPb, oOuuit
0enoK, aTbOYyMUH, MOUeBUHA, KPEaTUHUH, OO OMIMpYyOUH,

ACT, AJIT, JIATI, natpuii, Kaauii, 0Ot KaJIbIIWIA;
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OoOIIMIT aHAJIN3 MOYH,

OKI u OxoKT;

TeCcT Ha OepeMEeHHOCTD JKeHIIIMHAM JeTOPOIHOIO BO3pacTa;
orpeneieHre OCHOBHBIX TpyTiN KpoBH 1o cucteMe ABO, pesyc-
¢akrtopa, antureHa Kell.

vVvyyy

[ipyrue nccnepoBanua, Heo6xogumble ANA rocnMTanu3aLuu uam
nposoAanmbie y onpeaesieHHbIX rpynmn nauueHToB
> onpenenene HbsAg n anturena supyca rermatuta C B KpOBH.
[Tp1 HEOOXOIMMOCTU — MOJIEKYJIIPHO-OMOJIOrMYeCcKOe Ucce-
JIOBaHME KPOBU Ha BUpYchI renatuToB B 1 C;
» onpeaeneHue IgM, IgG xk BUY-1 u BUY-2 B KpoBu;
» V3MU opraHoB mayoro Tta3a u rona, peransHasg KTT doepemen-
HBIM;
> KOHCYJBTalluu HeBpoJiora, o(pTajbMoJiora, OTOpUHOIAPUHTO-
Jiora v Ipyrux Bpayei;
» onpeneneHue HLA-aHTUreHOB y MallMeHTa U CUOJMUHIOB
C 1IeIbI0 TIOMCKA TTOTeHIINAIFHOTO JOHOPA IJIST BEITIOJIHEHUS
amo-TI'CK B miepBoii peMuccuu.

OOPMYNNPOBKA AUATHO3A U MPUMEPDI

ITpu popmynupoBke nuarHosa ykaswsiBatoT BapuaHT OJIJI/JIBJI
no knaccudukanuu EGIL, Bapuant OJIJI/JIBJI mo xnaccudukanm
BO3 2017 1. (uuToreHeTUYECKUE 1/ MU MOJICKYJISIPHO-T€HETUICCKIIC
aHOMaJIMK), TPYITITY pUcKa (€CIu MPUMEHUMO), CTaTyC O0JIE3HU, Ha-
JIMYME SKCTpaMeny/UISIpPHBIX OYaroB, IMOJYyYEeHHOE JeUYeHNe U ero pe-
3yJIBTAT.

§ . ”PHMEP ] ......................................................................................................................... g

i 1. Ocmpuuil aumgobaacmubiii aeiiko3, B-common (obuuil) éapu-
aum. Tlosumuenwiii no BCR/ABL 1, ¢ mpaucaokayueii t (9;22)

i (q34; q11.2). Ipynna evicokoeo pucka, 1-ii ocmpblii nepuoo.
Cocmosanue Ha pone UHOYKUUOHHOTU mepanuu.
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g. HPHMEPb] 2} 3 .............................................................................................................. %

i 2. Ocmpbtilt aumgbobaacmmuotii neiikos, npe-T eapuanm c eunepaeii-
i koyumo3zom. Ipynna evicokoeo pucka. 1-ii ocmpblil nepuoo, KAuHu-
i Ko-eemamonoeuueckas pemuccus. Heiiponeiikos.

i 3. Jlumghobnacmuas aumgpoma aumeoysnos cpedocmenus u3
i T-xnemok (kopmukanvhas), 11A cmadus, epynna cpedneeo pucka.
i Yacmuunas Kaunuueckas pemuccus nocie 2 Kypcoe mepanul.

TEPANNA

Jleuenue OJIJ1/JIBJI cocTonuT U3 HECKOIBKUX IMOCIEI0BATEIbHbIX
9TaroB:

» WHIyKumst peMuccun

» KoHconmuaauus

» Tlogaep:xuBatoiiasi Tepanus

» TIpodunaktuka (JleueHue) Heliposeiiko3a

Kaoicowiit sman aeuenuss mpebyem mujamenbHoll OUeHKU
aghghexmusHocmuU U c80€8PEMEHHOI KOPPEKMUPOBKU NAAHA
mepanuu.

NMpeadaza

MoHoTeparms IIpeaHN30JIOHOM (AT METUJITIPETHNU30JIOHOM) B TE-
yeHMe 7 THeil BceM nalreHTaM ¢ ToKa3aHHbIM quarHo3om OJLJ1/J1BJI.
[Ipu Heliposeiiko3e MOXeT ObITh pEKOMEHAOBaHA 3aMeHa ITPEIHU30-
JIoHa (METUJITIIPETHU30JI0HA) HA JeKCAMETAa30H.

Unpykuua

KoHeuHas 1ienib aTana — yMeHblIeHUE MacChl OMYyXOJIU U TO0CTU-
XKeHue nosiHoi pemuccuu. Mcnonb3ytor 2 dasbl UHIYKIWW 1IN -
TeJIBbHOCTHIO 4 Henenu Kaxaasi. [Ipy BLICOKOMHTEHCUBHOM MOIXOME
(mporpammbl Hyper-CVAD) 3Ttan MHIYKIMA BKJIIOYaeT 2 Kypca —
2-HeaenbHbIN Kype Hyper-CVAD u cienyoinii 3a HUM TTOCIe Tiepe-
pPbIBa KypC BBICOKOIIO3HOTO IIUTO3UH-apabUHO3KM/Ia U METOTpeKcaTa.
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O1eHKyY OTBeTa Ha MUHIYKIINIO (MCCaenoBaHe KOCTHOTO MO3Ta) TIPO-
U3BOJISIT B CPOKM, OTpeAe/ieHHbIe KOHKPETHBIM T€pareBTUUYECKUM
MpoToKoJIoM. B poccuiickoM aeiicTBytomieM rpotokosie «OJIJI-2016»
OCYIIECTBISIOT Ha 8-it, 28-i1 1 70-i1 IHU TMMOcCJe Havyaja Tepanuu
Ha (poHEe BOCCTAaHOBJIEHHBIX MOKa3aTeeil KpOBETBOPEHMSI.

KoHconupauus

KoHconumauus — Hauboyiee MHTEHCUBHBIA 3Tall B JICYEHUU
OJUJ1/JIBJI. Yame Bcero mpoBoast 4—8 KypcoB (010koB) XT. B psme
IIPOTOKOJIOB IIPENYCMOTPEHO MIPOBeNeHNE PeMHAYKIINHY (OoJiee M-
TeJbHbIE KypChl, aHAJIOTUYHbIE MHIYKIIUY IT0 HA0Opy XUMMOITperna-
paToB).

MoppepxuBarowasn Tepanud

[TpoBoasdT BCceM manMeHTaM, 3a MCKIIOUYEHUEM IallMeHTOB
¢ OJIU1/JIBJI u3 3pensix B-mumdonutos. JIIUTeTbHOCTD B CpEIHEM —
2 roma.

Neyenne/npodunakTuka Heiponeinkosa

ITpoBonsar nyrem nntpatekanbHbix (MT) BBeneHuit MeToTpekcara,
uTapaOKrHa 1 IeKcaMeTa30Ha B TeUeHME BCeil porpaMMBbl Tepaliiu,
BKJTI0Yas mojsiepxuBatontyto. [1pu nedyenuu Heitponeiikoza UT BBe-
JIEHUS OCYIIECTBISIOT 1 pa3 B 2—3 mHS 10 HOpMaIM3alluy IToKa3arte-
Jiel 1iepeOpoCMHAIBHOM XXMAKOCTH (KaK MUHUMYM 3 HOPMaJIbHBIX
pe3yibraTta aHajlIn3a JMKBopa). B mocienyionieM MyHKIIUY IIPOBOISIT
B TeUEHUeE MOJIYyrosa ¢ 4acToToit 1 pa3 B 2—3 Helemu ¢ Mocienyonum
TepexoaoM Ha TpoWIaKTUIECKU peXXuM BBeAeHU 1 pa3 B 2—3 me-
csa. UTHTeHCUBHYIO MPOo(hUIaKTUKY HElposieiiko3a IpoBOISsT BO Bpe-
Ms1 uHaykuun (5—6 UT BBeneHuit), 3areM paBHOMEPHO B TeYEHUE
MOCJIENYIOIIUX 3TAIMOB 10 CyMMapHOTO YK CJIa TIOMOaTbHbBIX TyHKITU I
15—20 B nmpotokose. [IpumMeHeHUe KpaHUAILHOI JTy4eBOI Teparnuu
BO3MOXHO Y MALIMEHTOB I'PYMIIBI BLICOKOI'O pUCKa U IpU pedpakTep-
HOM TeyeHUM 3ab0sieBaHKsI (OTCYTCTBUE MMOJHOTO OTBETa Yyepe3 5—6
WT BBeneHuit).

OcHoga Bceit nporpammHoii Tepanuu OJIJI1/JIBJI — nuddepen-
LIMpOBaHHOE BO3/ACHCTBUE Ha OMYXOJEBbIE KJIETKU B 3aBUCUMOCTU
OT UX OMOJIOTUYECKNX CBOICTB 1 OTBETA Ha TePAIIUIO:
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s 3pensix B-OJ1JI/JIBJI ucrionib3yl0T KOPOTKME BHICOKOMHTEH-
CUBHBbIE TIPOTpaMMBbI Tepanuu B KoMOouHauuu ¢ aHtu-CJ20-MoHO-
KJIOHAJIbHBIMU aHTUTENaMU (PUTYKCUMAO0).

g nedenns Ph-nosurusabix OJ1J1/JIBJI (tpanckpunt BCR/ABLL1)
B 00s13aTeJIbHOM TOPSIIKE UCTTIOJIb3YIOT UHIMOUTOpbl ABL-TUpO3UH-
KWHAa3bl (MMAaTUHUO).

ITauuenTam crapuie 55 JjeT, y KOTOPBIX BISIBIEHA TTEPCUCTEHIIMS
MUHUMAJIbHON OCTaTOYHOM IOIYJISILIMU OITyXOJIEBBIX KJIETOK, TTOKa-
3aHo mipoBeaeHue amno-1TT'CK.

NyyeBas Tepanua

» JIMCTaHIIMOHHYIO JTYYeBYIO Teparuio MPUMEHSIIOT IIPU ITOpaxKe-
HUU OpraHoB cpenocteHus y nauneHTos ¢ JIBJI B o3e 24—36 Ip
B KOHIIE dTarna KOHCOJUIAIMU, €CIU pa3Mepbl CPEIOCTEHUS
K 3TOMY MOMEHTY OCTalOTCS YBEJIMUEHHBIMU (OoJtee 3 cM) U/ viu
COXpaHsIeTCs ITaToJIorMueckasi akTMUBHOCTh, OOHapy»KeHHasl ITpu
I[I9T/KT.

» KpaHuanbHoe obnydeHue y nauueHToB ¢ OJIJI mpumeHsoT
npu nHuManbHoM nopaxenuu LITHC. O6iyyeHue npoBoasiT
Ha JUHEHHOM raMMa-yckopurese B no3e 12—18 Ip.

» Amro-TI'CK B mepBoif peMUCCUM MPOBOASIT OT POACTBEH-
HOTO WM HepoacTBeHHoro HLA-coBMecTUMOro goHopa
y MallMeHTOB:

s MJIaAIIe 55 JeT U3 TPyl BLICOKOTO prcKa (IIUTOTeHETH -
yeckue HapyeHus t (4;11) wim t (1;19), a takke Ph+ OJLJI
(t (9;22/BCR-ABL));

* 1ipu nepcucteHuuu MOD;

* IIpM HeaJeKBaTHOM BBIIIOJIHEHUH JIIOOOI0 13 IMPOTOKOJIOB
MPOrpaMMHOM TEPaIINHU.

[MTaumenTam B Bo3pacTte 55 JIeT U cTapiiie, OTHOCSIIMMCS K TPYTITe
BBICOKOI'O pUCKa, MOXeT ObITh MpoBeaeHa ajuto-TT'CK npu Hanmuunu
MOJIHOCThIO COBMECTUMOTO IOHOPA U OTCYTCTBUM CEPhE3HBIX COMYT-
CTBYIOIIMX 3a00JeBaHUii. B paMKax KIMHUUYECKUX UCCIIeI0BaHUIA
BO3MOKHA TpaHCTUIAHTAILIMS OT AJIbTEPHATUBHOTO JOHOpPA (HAINpU-
Mep, TarJOUACHTUYHBINA TOHOP WIM MCITOJb30BaHUE MTyTTOBUHHOM
kpoBu). IIpoBenenue anno-TI'CK y manmeHTOB ¢ pedpakTepHbIM
(YCTOIMUMBEIM K JIeUEeHNIO) 3a00IeBaHNEM HelleJIecooOpa3Ho.
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NEYEHWE NALMEHTOB C 0J1J1 B BO3PACTE MJIAALLE 55 JIET
OCHOBHBbIE TIPOTOKOJIbI, MpUMeHsieMble 1151 JJeueHust OJIJT:
» Poccuiickue nipotokoibl: OJIJI-2016 1 MB-2008.

» Hemeuxkwuii mporokon: GMALL.

» @panimy3ckuii mpotokoia: GRAAL.

> AmMepukaHckuii mpotokoi: MD Anderson CRC.
ITpoTokoJibl, ucnoib3yemsble 1js aedeHus JIBJI:

» TIporokon OJIJI-2016.

» TIportokon Hyper-CVAD = R.

> Opanmy3ckuii npotokoi: GRAALL-2003.

>

>

Hcnanckuii nmporokosn: PETHEMA ALL-96.
Hewmenxkuit mpotokon: GMALL-2003.

Mpendasa (BapuaHTbl Kypcos)
» IIpenuu3zonon 60 mr/m? (1—7 neHb).
» Jlekcamera3oH 6 Mr/m? (1—5 neHb).
» JlexcameraszoH 10 mr/m? (1—5 meHb), HuUKiIodochaMun
200 mr/™M? B/B (3—5 meHb), MeTOTpeKcar 15 Mr HTpaTeKaabHO
(1 neHn).

WHayKkumna (BapuaHTbl KypcoB)

IIpoTokon 1 aza
OJ1JI-2016

Ipennusonon 60 mr/m? (mpu ypoBHE 0J1aCTOB

B KOCTHOM MO3re nociie npeadassl >25%
nekcametasoH 10 mr/m?) (nHu 8—28 ¢ mocreneHHoOi
OTMEHOI B TeueHMe 7 gHeit). JlayHopyOunmH 45 mr/m?
(mHwm 8, 15, 22), BUHKpUCTUH 2 MT (1HU 8, 15, 22),
L-acnaparuna3za 10000 EJ1/m? (mau 29 u 36).

11 ¢paza

MepxkanTormypuH 25 mr/m? (mau 43—70),
uuknogocdamua 1000 mr/m? (neHn 43), UIMTO3UH-apa-
O6uHo3un 75 mr/m? (mHu 45—48, 59—-62),
L-acnaparunasa 10 000 EI/m? (nau 50, 57, 64).
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IIpoTokoa

Hnnykuus 1. Tlpenauzonon 60 Mr/m? (nau 1—14),

GRAAL-2003 | naynopyouuus 50 mr/m? (mau 1-3), 30 mr/m?

(mHwm 15, 16), BuHKpuctuH 2 Mr (oHu 1, 8, 15, 22),
L-acnaparunasza 6000 EJI/m? (nuu 8, 10, 12, 20, 22, 24,
26, 28), nukinodocdamun 750 mr/m? (neHs 1),

750 Mr/m? (meHb 15) mpu XopolieM paHHEM OTBETe

i 500 Mr/m?/12 94 (axu 15 1 16) Ipu HEAOCTATOYHOM
paHHEM OTBeTe, (PUITPACTUM 5 MKT/M? —

¢ mHs 17 mo BoccTaHOBJICHUSI TPAHYJIOLUTOB.

KoHconupauusa (BapuaHTbl KypcoB)

ITpoToxon
OJLJI-2016

Koncoaudayus 1

Hexcamera3oH 10 mr/m? (mau 71—84), ¢ oTMeHOI
B TeueHUe 7 mHel, qokcopyounuH 30 mr/m? (mau 71 u 85),
BUHKPUCTUH 2 MT (aHuU 71 u 85).

Konconuoayus 11

MepxkarnrorypuH 50 mr/m? (mHu 92—105),
L-acmaparunaza 10000 EI/m? (mau 92 u1 99).

Koncoauoayus 111

Mepxkanromnypu 25 mr/m? (nau 106—133), nukiodoc-
damun 1000 Mr/m? (neHb 106), HUTO3UMH-apaOUHO3UT
75 mr/m?* (mam 108—111 u 122—125), L-acmaparuHasa
10000 E1/M? (muu 113 1 127).

Koncoauoayus 1V

Mertotpekcar 1500 mr/m? (B TeueHue 24 4) (neHn 134),
nexkcamera3oH 30 mr/m? (nHu 134—136),
L-acmaparunasa 10000 EI/m? (nenb 136).

Koncoauoayus V

Luro3un-apadbunosua 2000 mr/m?,
2 pasa B ieHb (1eHb 148), nekcameTtaszoH 30 Mr/m?
(mau 148—150), L-acmaparunasa 10000 EJI/m? (nenb 150).
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NMoapepxuBaiowan Tepanus

IIpoTokoa Hukavr 1-3

OJIJI-2016 Hexcamerazon 10 mr/m? (mHu 1—3), Mmepkanrory-
puH 50 Mr/m? (mHu 4—28), BAHKPUCTHH 2 MT
(nensb 1), naynopyouuus 45 mr/m? (aeus 1),
mertorpekcar 30 mr/m? (nHu 2, 9, 16, 23),
L-acmaparunaza 10000 EI/m? (muwm 3 m 10).
Luxnor 4—24
Hexcamerta3oH 10 Mr/m? (mau 1—3), MepKanTo-
mypuH 50 mMr/m? (mHu 4—28), BAHKPUCTHH 2 MT
(mens 1), metorpekcar 30 mr/m? (nau 2, 9, 16, 23),
L-acrmaparunasa 10000 EI/m? (mam 3 u 10).

ITpoToko Hyper-CVAD

MD Anderson Huknodochamua 300 mr/m? 2 pasa B IeHb

CRC Hyper- B/B (nHU 1—3), BUHKPUCTHUH 2 MT B/B (IHU 4 1

CVAD/R-HMA | 11),n0kcopybutms 50 mr/ M’ B/B [uHdy3usa 24

cocrout u3 uepe- | 4] (aeHb 4),1eKcametasoH 40 Mr B/B WK BHYTPb

JIOBaHMS KYPCOB (a1 1—4 u 11-14).

Hyper-CVAD (1, |HD-MTX-Ara-C

3,5,7) ¥ KypcoB Mertotrpekcar 1000 mr/m? B/B [uHby3us1 24 4]

R-HMA (2, 4, 6, (meHb 1), uuro3uH-apabunosua 3000 mMr/m?,

8) ¢ manbHeimeit 2 pasa B iecHb B/B (IHU 2 U 3), METHIIIIPEIHNU30JIOH

MO P>XXUBAOLIEH 50 mr 2 pa3a B aeHb (iHU 1—3).

Tepanuei.

Neyenne/npodunakTuka Heiponeinkosa
CIMHHOMO3TOBbIE MYHKIIUM C UHTPaTeKaJbHbIM BBEIEHUEM CTaH-
JapTHOTo Habopa mperapaToB:
> MeToTpekcaT 15 Mr, HuTo3uH-apadruHo3u 30 Mr, JeKcaMeTa3oH

4 wmr;

> MeToTpekcar 15 Mr, nuro3uH-apaduHo3ua 30 MT, MeTWIIIPEn-
HU30JI0H 40 MT;
» MertoTpekcat 12 mr (meHsb 2), muto3uH-apaduHosua 100 mr
MHTpaTeKaJabHO (IeHb 7).
ITpu Ph-nosutusnom OJIJI (Hanuuuu BCR/ABL1) umatuHuo6
B 103e 600 Mr/cyT IpUMEHSIIOT Ha BCEX 3Tallax TepaIluu.
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NPOrPAMMbI TEPAMWM 3PENON B-KNETOYHON JIBN

Z[HI/I YKa3aHbl OTHOCUTC/IbHO Havyajia Hpe,[[(baBbI TEpalnun.

JIB-M-04.

Cxema JieueHust:
npendasza — 6710Ku
A—C—A—-C.

Tlpeoghasza:

Huknodocdamun 200 Mr/m? B/B (aHU 1-35),
nexcamerasoH 10 mr/m? B/B (mHu 1-5).

baok A:

HUdochamun 800 mr/m? B/B (mHu 1-5),
mertorpekcat 1500 mr/m? B/B [B TeueHue 12 4]
(mens 1), BuHKpUCcTUH 2 MT B/B (1 IeHB),
JokcopyourviH 50 Mr/m? B/B (1eHb 3),
LUTO3MH-apabuHo3ua 150 Mr/m? B/B KaxKIble

12 9 (muu 4-—5), arono3un 100 mr/m? B/B

(nHu 4-5), nekcametasoH 10 mr/m? B/B (aHu 1-5).

baok C:

Metotpekcar 1500 r/m? B/B [B TeueHue 12 ]
(mensb 1), BUHOGIaCTUH 5 Mr/M? B/B (1eHb 1),
uuro3uHapabuHosun 2000 Mr/m? B/B Kaxabie

12 4 (nuu 2 u 3), sTono3ux 150 mr/m? B/B

(mHu 3—5), nekcameta3oH 10 mr/m2 B/B (mHM 1-5).
Putykcuma6 375 mr/m? BBogAT B 0-if IeHb
Kaxaoro 6o0ka (Bcero 4 BBeIeHUsI).

OPTAHU3ALMA MEAULIMHCKOW MOMOLLK

IIpu nomo3penun Ha OJIJI/JIBJI manmneHTa HAIIPaBISIIOT B Me-
TUIMHCKOE YUYPEXKIECHNUE, KOTOPOE UMEET JIMLIEH3UIO TT0 MPOGhUITIO
«TEMAaTOJIOTUSI», HEOOXONMMYIO MaTepUAJIbHO-TEXHUYECKYIO 0asy, a
Takke cepTU(UIIMPOBAHHBIX CIEINANINCTOB. CieIMaIn31upOBaHHYIO
MEIULIMHCKYIO TTOMOIb, BKII0Uasl BBICOKOTEXHOJOTMUHYI0, OKa3bl-

BarOT reMaToJIOTH.

INepBuunbix namyeHToB ¢ OJIJI/JIBJI o6s13aTeIbHO rOCIUTATN3U -
PYIOT B KPYIJIOCYTOYHBII MW THEBHOM CTAllMOHAP.
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AWCNAHCEPHOE HABJIIOAEHNE

HucnaHcepHoe HaOIONeHYE 3a TAllMeHTaMy IIPOBOAUT I'eMaToJIOT.
ITocne 3aBepiieHus nporpamMmel JedeHust OJIJI/JIBJI naumenram, He
npomenmmm amto-1TTCK, peKoMeHayIoT ciaeayioninii rpadpuk oocie-
JIOBaHWIA:

OOmmii aHaM3 KPOBU:

> ExeMecauyHoe oOciiemoBaHNe B TeUeHUE TMEePBLIX 2 JIET MOce

OKOHYAHUS JICUCHMUSI.

> 3areM aHaJU3 IPOBOIST KaxIble 2—3 Mecsla 10 JOCTVKEHUS

5-JIeTHETO IIeproaa ¢ MOMEHTAa Havajla JICUeHMUSI.

ITyHkuust KocTHOrO Mo3ra:

» B teuenue 1-ro roga mocie Je4eHUS IIPOLEIYPY BBHIIOIHSIOT

Kaxble 3 mecslia.

» B reuenue 2-ro roga — Kaxuble 6 MeCSIEB.

» Jlanee — eXeromHo B TeUEHME S5 JIeT HAOIIOIEeHYS.

BuemiaHoBbIii 3200p KOCTHOTO MO3ra:

» [lokazaH npu JI0O0OM U3MEHEHUU TToKa3aTeneil B o011eM aHa-

JIN3€ KPOBU.

BoabmMHCTBO penuaMBOB 3a00IeBaHMs IPOUCXOIUT B TEUEHUE

MEPBBIX S JIET IIOCJIE 3aBEPIICHUS Teparum.
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