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9710 pykoeBoacTBo NCCN ans naumeHtoB (NCCN Guidelines for Patients®) coctaBneHo Ha OCHOBe KITMHMYECKOro
pykoBoactBa NCCN (NCCN Guidelines®) no octpomy mnenovaHomy neiko3sy (Bepcus 3.2020 ot 23 aekabps 2019 r.).

© 2020 National Comprehensive Cancer Network, Inc. Bce npaBa 3awuLueHbl.
3anpetyaetcs B noboii hopme 1 B MiobbIx Liensx Bocnpon3eoanTb pykosoactso NCCN
ans naumentoB (NCCN Guidelines for Patients®) 1 cogepxaliuecs B HeM UNoCTpaumum
6e3 nucbmeHHoro paspelueHnst NCCN. Hukomy, B TOM Yucne Bpadam 1 naumueHTam,

He paspeLuaeTcs ncnonb3oeatb 310 pykoBoacTBO NCCN B Kakux-mmbo KOMMEPYECKUX
Liensix, U HAKTO He UMeeT npaBa 3asBnsATb, yTBepX/aaTb UMK AaBaTb OCHOBAHUA nonaratb,
YTO U3MeHeHHasi Nto6bIM 06pa3oM BEPCHs 3TOrO PyKOBOACTBA GepeT CBoe Hayano ot
odmumansHoro napanus pykosoactea NCCN Guidelines ans nauveHToB, coctaBsneHa

Ha ero OCHOBe, CBAi3aHa C HUM UNnun NpoucTekaeT u3 Hero. PaboTa Haa pykoBoacTBamm
NCCN Guidelines He npekpaliaetcs, 1 ux cogepXaHue 0BHOBMSIETCS N0 Mepe NosiBReHUs
HOBBbIX 3Ha4YMMbIX AaHHbIX. NCCN He AaeT HuKaKvX rapaHTuii OTHOCUTENBHO COAEPXKaHNS,
MCMOMb30BaHNS UMW NPUMEHEHWS 3TOTO PYKOBOACTBA U HE HECET HUKAKOW OTBETCTBEHHOCTU
3a nocneacTeus Miobbix CNocoboB ero NPUMEHEHNS UMK UCMONb30BaHNS.

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
OcTpbivi MMenonaHein nenkos, 2020 r.

3agayeit NCCN Foundation® siensietca nogaepxka MUnIMOHOB NauMeHToB

C OHKONOTMYEeCKUMU AnarHo3amu n ux cemein. Ha peanusauumio 3Toin 3agayum HanpasneHb!
hurHaHcupoBaHue 1 pacnpoctpaHeHne pykoBoactB NCCN ans naumentos (NCCN
Guidelines for Patients®). Takke NCCN Foundation ctpemuTtcs Kk yny4ieHuio
NPOTUBOPAKOBOrO NEYEHUS U C 3TON LieNblo huHaHCUpyeT paboTy TanaHTNmnBbIX
0TeYeCTBEHHbIX Bpayell B MHHOBALIMOHHbIX NPOTYBOPAKOBbIX LieHTpax. Bonee nogpobHas
MHPOPMAaLMS 1 MOMHbIN CIMCOK PECYpPCOB ASIS NALMEHTOB U ML, YXaXWUBatoLLMX 338 HAMW,
HaxogsTcsa no ceblnke NCCN.org/patients.
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3oaHo npu nogaepxke

MexpyHapoaHoro ¢hoHaa conencTBuA 60MNbHbIM
annactuyeckon aHemuen n MAC
(Aplastic Anemia and MDS International Foundation, AAMDS)

OTa opraHn3aums akTMUBHO NOJAepPXMBaET UHPOPMUPOBAHME NaLMEHTOB M Bpadel o 3aboneBaHnsXx,
CBSI3aHHbIX C KOCTHOMO3rOBOW HEAOCTAaTOMHOCTbLI, TaKMX Kak annactuyeckas aHemus, MOC n MHT, a
TakKe poACTBeHHbIX 3aboneBaHusx, Takmx kak OMJT1. B yacTHocTW, OHa BblpaxaeT noaaepxky nybnvkauum
[aHHOro nogpobHOro cnpaBoYHMKa AN1s MALMEHTOB U UX ceMeln. aamds.org

Be The Match® (nporpammbl AOHOPCTBa KOCTHOIrO MO3ra)
HaumoHanbHasi nporpamma goHopcTea koctHoro mo3ra (National Marrow Donor Program®, NMDP)/Be The
Match® sBnsieTcs MUPOBLIM NMAEPOM B MOBbILLEHWI AOCTYMHOCTM M3NeYMBaIOLLEN Tepanuu Ans NauueHToB
C KM3HEYrpoXatoLWyMM 3NOKaYeCTBEHHbIMU 3a60NeBaHNAMM KPOBU U KOCTHOTO MO3ra, a Takke ApYrumu
3aboneBaHusamu. LieHTp naumeHTckow nogaepxku nporpammel Be The Match obecneunBaeT nogaepixky,
MHOPMMPOBaHUE 1 NpefocTaBrieHne HeobXoaMMbIX PECYPCOB AMNs NALUEHTOB, UX BMUKMUX U YXaXKMBAIOLLMX
3a HAMK My, Mbl mOMoraem naumeHTam nonyvartb AOCTOBEPHYIO M MOHSATHYIO MHCDOPMAaLMIO Ha NPOTSHKEHNUN
BCErO NeYeHuns, OT MOMEHTa NOCTaHOBKM AnarHo3a 40 Bbl3gopoBreHus. Bbl MoxeTe cBA3aTbCs ¢ Hamu
1 NONYYnTb KOHMOEHUMANbHYI0, UHAMBUAYaANbHYH NOAAEPXKKY OT BHUMATENbHbIX 9KCNepToB. Mbl
BbICIyLLIAEM Bac 1 NMOMOXEM HalTu oTBETbI. Bce Halum nporpaMmbl 1 pecypcbl becnnaTHbl. 3BoOHUTE Ham
1-888-999-6743 vnu nuwuTe Ha patientinfo@nmdp.org, bethematch.org

HaumoHanbHOM accounaumm TpaHCNaHTaUuuMm KOCTHOro Mo3sra
(National Bone Marrow Transplant Link, nbmtLINK)

BaxHas yacTb paboTbl HaunoHanbHoM accoumaumum TpaHcnnaHTaumm koctHoro mo3ra (National Bone
Marrow Transplant Link) coctouT B TOM, 4T06bI MHCPOPMMPOBATL NOAEN NO NOBOAY OHKOMOrMYECKNX
[ANarHo3oB U npoLecca TpaHCcnnaHTaumm. 310 aneMeHT NCUXocouuanbHON NOAAEPXKKU ANs NaLUEHTOB,
KOTOPbI€ NMPOXOASAT TPaHCNMaHTaLmMio KOCTHOTO MO3ra CTBOSI0BbIX KNeTok 1 CAR-T-KNeTouHyo Tepanuio,
a TaKkkKe Tex, KTO 3a HUMK yxaxuBaeT. MHdopmaumsa n pecypcbl AOCTyNHbI Ha hbmtlink.org; MoxHO
Takke No3BoHWUTL Mo Homepy 800-LINK-BMT (3BoHOk 6ecnnatHbin) unu Hanucatb Ha info@nbmtlink.org.
Accoumnaums nogaepxueaet pecypcbl, nogobHelie pykosogcteam NCCN ans naumeHToB. nbmtlink.org

O6wecTBa noaaepXKN 60NbHbIX fleMKo3aMu U nMMcpomMamu
(The Leukemia & Lymphoma Society, LLS)

3agavyen LLS siBnsieTcs ynyJlleHne pe3ynsTaTtoB NEYEHNs NaUUEHTOB CO 3NOKa4YECTBEHHBIMU
3aboneBaHNAMM KPOBW 3a CHET NCCNEAO0BAHWI, MPOCBELLEHNS 1 CO3AaHUA NaLMEeHTCKMX pecypcos. LLS
npuBeTCTBYET Nybrnmkaumio 3Toro nogpobHoro cnpasovHMKa Ans naumeHTos. LLS.org/PatientSupport

Cpenatb NOXepTBOBAHME UIN NOMYYNTb JOMONHUTENBHY MHPOPMALMUIO MOXHO MO CCbISKe
NCCNFoundation.org/donate. MoxHo Takke HanucaTb Ha agpec PatientGuidelines@nccn.org.
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OcCTpbI MUENTONAHLIN NIENKO3
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OcCTpbIl MMENOVAHBIN NENKO3

(OMI1) — BbICTpO pa3BuBatoLLEECS
3riokavecTBeHHoe 3abonesaHve
KPOBETBOPHOW CUCTEMbBI, KOTOPOE
BO3HWKAET B KPOBETBOPHbIX CTBOMOBbIX
KneTkax KOCTHoro mosra. CyuiecTByeT
mHoro BapmnaHToB OMIJ1. 3geck onucaHo,
kak OMJ1 Bo3HUKaeT y B3poChnbIX. OTU
cBeJeHNsa MOMOryT BaM NOAroTOBUTbLCSA
K NeYeHnto 1 CniaHMpoBaTh ero.

KpoBb

OcTpbIt MyenongHbin nenkos (OMIT) — 3nokavecTBeHHOE
3aboneBaHne KpoBU, TOHUHEE, KPOBETBOPHOMN CUCTEMBI.
KpoBb npeactaenseT cobor ocobyto TkaHb opraHuama.
TkaHbO Ha3bIBAOT MHOXECTBO KINETOK, KOTOpPble BMECTe
BbIMOMHSAIOT onpeeneHHyo yHKumio. PyHKUMSA KPOBU
3aKro4aeTcs B TOM, YTOObI MEPEHOCUTD KUCNOPOA

W nUTaTenbHble BELLEeCTBa MO OpraHu3My, a Takke
yOansaTb NPOAYKTbI XU3HEAEeATENbHOCTH KneTok. KpoBb
COJEPXWUT KIETKM pasHbIX TUMOB, KOTOPbIE HAXOAATCS

B XuaKomn cpege — nnasme. nasma kpoBu — npospadHas
XenToBaTas XUAKOCTb, COCTOALLAs B OCHOBHOM 13 BOAbI

1 3aHMmatoLas 6onee NonoBMHLI 06beMa KpoBW.

KneTkun kpoBum
CyLLecTBYeT Tpu TuMNa KrNeToK KPOBU:

> KpacHble KNeTKn KpoBM (3pUTpounThI);
> Bernble KNeTkn KpoBW (NenKouunTbl);

> TpombouuTbl.

Bce TuMbl KNETOK BbINOMHSOT BaXHble (OYHKLUN.
OpUTPOLNTLI NEPEHOCAT KMCNOPO4 NO BCEMY OpraHunsmy.
JlerkoumnTbl GoproTCst ¢ BO30YAUTENSIMU MHAPEKLINIA.
TpomBounTbl HYXXHbl, 4TOBbI KOHTPONMPOBAaTbL
KpOBOTEYEHUS.

Knetku KpOBU XUBYT HE BEYHO. MHOInMe U3 HUX

GbICTpO ymMuMpatoT. Hanpumep, HekoTopble NeikouuTbl

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.

KpoBb

XNBYT MEHbLLE CYTOK. |_|03TOMy BCe BpeMA OOIMKHbI
06pa3OBbIBaTbCﬂ HOBbI€ KPOBAHbIE KIETKN.

Kak o6pa3yroTcsi KneTku KpoBu

KoCTHbIN MO3r — 370 ryGyaTasi TkaHb BHYTPU GOSbLUMHCTBA
kocTei. B KOCTHOM Mo3re ecTb KNEeTKW, KOTopble co3aatoT
KpOBb. ATV Morofble, Heapenble KMNeTKV HasbiBaloTCs
KPOBETBOPHBIMYU (FEMOMOSTUYECKNMM) CTBONOBLIMU
KneTkamu. VIMEHHO 13 KpOBETBOPHBIX CTBOSOBbIX KNETOK
06pasyloTcs Bce BuAbl KNETOK KPOBY.

Mpexne YemM NpeBpaTUTLCS B 3PUTPOLNT, NTENKOLUT

Uy TpoMOOLIUT, CTBONOBAs KINeTKa AOorMkHa NPpONTH
yepes MHorve ctagum co3peBaHus. Ha kaxagon ctagum
KNeTKa MEHSIETCSA U CTAHOBUTCS Grvke K TOMY, YeM OHa
OOIMKHA B KOHLLE KOHLIOB CTaTb. A nocrne npespaLleHns
B SPUTPOLUT, NENKOLUT U TPOMOOLUT KNETKa BbIXOAUT
B KPOBOTOK.

CTBOMNOBbIE KMETKM CMOCOGHLI BbINOMHATL ABE (PYHKLMM:
» co3JaBaTh TOYHbIE KOMUK camux cebs;

» co03daBaTb HOBbIE KIETKM, KOTOPLIE B ByayLuem
CNoCoGHbI CTaTb 3pUTpoLMTaMK, NerkoLMTaMm nnm
TpombounTamu.

KpoBeTBOpHbIE CTBOMOBLIE KNETKM MOTYT AENUTLCS
(To ecTb KONUpoBaTb camu cebs) unm caMooOHOBNATLCS.
Takux KreTok HeMHOTrO.

M3 KpOBETBOPHbLIX CTBOMOBbLIX KNETOK MOTYT BO3HUKaTb
HOBbIE KIETKM, KOTOPbIE YXKe «OMPeaenmnucb» co CBOUM
AanbHenWM pa3BnTMeM B KOHKPETHbIN TUM KNETOK
KpoBW. X Ha3blBaloT KNeTkamun-npeaecTBeHHKamu,

N UX CyLLECTBEHHO BornblLue, YeM KPOBETBOPHbIX
CTBOOBbIX KNETOK. M3 KneTok-npeaLwecTBEHHNKOB MOTYT
06pa3oBbIBATLCS 3PUTPOLMTBI, NEVKOLMUTBI UK Ke
TpoMBOoLUTLI.



1 OcHOBHbIe cBeaeHus 0 nenkose

BbigensioT asa Trna KNeTok-npeaLwecTseHHNKOB,
M3 KOTOPbIX Pa3BNBAIOTCA KINETKN KPOBU:

> numcounaHble;

> MUenouaHble.

JiumdbonaHble n MuenonaHblie KNeTkM-npeaLecTBeHHNKN
npespaLyatoTca B bnactHoele knetku (bnacThbl).

EcTb pasHble Tunbl 6nactoB. 13 MuenomaHbix 6nacTos,
unm mnenobnacTtos, 3aTeM pa3BUBAIOTCA ONpeAeneHHble
TUNbI NENKOLINTOB.

ﬂMMCbOVI,D,HbIe KneTkn-npeglecTBeHHNKN

M3 numdonaHbIX KNeToK-NpeaLecTBEHHNKOB
pa3BUBAIOTCS NENKOLMTLI ONpeaeneHHoro Tmna, KotTopble
HasblBatoTCH nuMmountTamn. JIumpounTbl BbIXOAAT

M3 KOCTHOro Mo3ra B KPOBOTOK.

MwenoungHble KNeTku-npegwecTBeEHHNKN

N3 MmenonaHbIx KNeTok-nNpeaLLeCTBEHHUKOB pa3BuBaloTCS
Apyrve NenkoumnTbl, a Takke 3pUTpoLUTbl 1 TPOMBOUUTHI.
Tak, 3 MMenonaHbIX KNeTOK-NpeaLecTBEHHNKOB
0bpasyroTcs rpaHynoumnTbl; 3TU NEVKOLMUTLI OTNNYaKTCS
OT TeX NeNKOLMTOB, KOTOPblEe BOZHWUKAOT N3 NMMAONAHbLIX
KneTok-npeLwecTBeHHKoB. HenTpodunbl, 303MHODULI
1 6asodunbl — pasHble BUAbI FPaHynoLmMTOB.
OpUTpoLUTbI, TPOMOOUMTBI U FPaHyNoLMTbI Takke
BbIXOAAT U3 KOCTHOIO MO3ra B KPOBOTOK.

OMI1 Bo3HMKAET U3 MUENOUAHbIX
KINEeTOK-NpeaLecTBEHHUKOB. [1na NOCTaHOBKM AnarHo3a
OMI1 HyHO, 4TODbI B KOCTHOM MO3r€e U KPOBM
npucyTcTBoBano He MeHbLue 20 npoueHToB (20 %, To ecTb
aBe u3 kaxaplx 10 knetok) MmenobnactoB. OgHako

B HEKOTOpbIX cnyyasx gvardHo3 OMJ1 ctaBuTCst 1 npu
cogepxaHum muenobnactoB meHee 20 %.

-

KpoBeTBOpHbLIe
CTBOJIOBbIE
KIeTKu

KocTHbIV MO3r
coAepXUT CTBONOBbIE
KneTku. KpoBeTBOpHbIe
CTBOJIOBbI€ KIeTKU —
He3penble KINeTKH,

M3 KOTOPbIX MOTYT
pa3BuBaTbCA
3pUTPOLMUTDI,
NerKouuTbl Unm
TpoMOGOLUTLI.

.

KpoBeTBOpHbIe
CTBOJIOBbLI€ KIEeTKU

e

QpUTpoLUTLI Nenkouutbl TpoMGoOUUTLI
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OcTpbI MMENongHbIN NENKO3

3rnoka4yecTBeHHble 3aboneBaHnsa Ha4YMHaoTCA
C U3MEHEHMN B KneTkax opraHunsma. flerikos, B obnxoge
HasblBaeMbll pakoM KpoBU, — 3110Ka4ECTBEHHOE
3abonesaHue, nopaxatolliee 6ernble KNeTKU KpoBMU.
CylLLecTBYIOT pa3Hble NIENKO3bl, B TOM YUCTIE:

> OoCTpbIvi numdobnacTHbln nenkos (OJ1N);

» OCTpbIi MMenounagHbiv nenkos (OMI);

»  XpoHu4decku numdobnacTtHoiv nenkos (XJ1);

> XpOHUYecKkuii muenonaHelin nevikos (XMJ).

OcCTpbI MMENOMOHbIN NTENKO3

OMIJT — GbICTPO pa3sBKBaloLLIEECS 3MIOKAYECTBEHHOE
3aboneBaHune, BO3HMKaIOLLEE B MUENOWNIHbIX
KrneTkax-npeglecTBeHHUKax. MamMeHeHus1 B 3TUX KrneTkax
He No3BOMSAKT MUENongHbIM bnactam (Muenobnactam)
npeBpaLlaTbcs B 3pesble KneTku Kposu. B pesynsrate

B KOCTHOM MO3re ¥ KpOBM HakanmnueatoTcs 6nactbl. A BOT
3pUTPOLUTOB, TPOMBOLIMTOB 1 3pENbIX MPaHyMoLMTOB,
HaobopoT, He XBaTaeT. ATO CO34AET CEPbE3HbIE
npobrembl co 340poBLEM. B oTCyTCTBUE NEeYeHus

OMI1 cmepTeneH.

-

O6pa3oBaHue
KNEeTOK KpoBMU

Bce kneTku KpoBum
pa3BuBaloTCcs U3
KPOBETBOPHbIX
(reMonoaTnyeckux)
CTBOJIOBbIX KINETOK.
Mpexae 4eM NpeBpaTUTBLCA
B 3pUTPOLMUT, NENKoLUT

KpoBeTBOpHbIE CTBOMOBLIE KMETKU

+ s

MwuenounaHble KneTku-NpeaLecTBEHHUKN JinmcponaHbie KneTku-NpeaLIecTBeHHUKA

WUnmM TpoMbouuUT, cCTBONOBas
KINeTKa AOMKHA NPOMUTHU Yepes3
MHOrmne ctagum co3peBaHuUs.
OMI1 nopaxaeT MmuenovgHble
KNeTKN-npealecTBeHHUKN —
Te, U3 KOTOpPbIX pa3BUBaKOTCS <
3PUTPOLMTLI, FPaHYNOLUUTLI  OPUTPOLUTHI
(onpeaeneHHbIN TUN

NenKounTOB) U TPOMOOLUTDI. ‘.

Copyright © 2020 National Comprehensive
Cancer Network® (NCCN®). www.nccn.org
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KpaTtkoe cogepxaHue pasgena

AHoMarnbHble U3MEHEeHUA B KrneTkKax KpaTKoe coaepXaHue pasgena

B kneTtkax opraHvuama cogepxatcsi XPOMOCOMBI.
OnuHHble monekynel OHK (ae3okcnpuboHyknemHoson
KMCMOThl) B XPOMOCOMax — BMECTUIWULLE FEHETUYECKON
uHcpopmaumn. B JHK Haxoaatcs 3akoanpoBaHHbIe
WHCTPYKLN, KOTOPbIE Ha3bIBAKOTCA reHaMun: OHW 3a4atoT
KneTkam nporpammy OencTBUN.

» ECTb TpK TMNa KNEeTOK KPOBW: KpacHble
(3puTpOUMTLI) NEPEHOCAT Kncnopog, 6ensie
(nenkounTbl) BoplOTCA C MHbeKuMamMK, a
TPOMOOUMTLI Y4aCTBYIOT B CBEPTbIBAHUN KPOBMW.

» OcTpbit MMenounaHein nenkos (OMI) —

3nokavecTBeHHbI NpoLecc HaunHaetcs, koraa B AHK 3rnokadecTeeHHoe 3abonesatue kposu

O[IHOW M3 KNEeToK npoucxoauT cboit. Yacto B reHax (kpOBETBOPHOI CMCTEMBI), MopaxaloLiee
OMyXOrEBbIX KIETOK MOXKHO HailT aHOMarlbHble MWEMNOVAHBIE KNETKU-NPEALLECTBEHHNKN.
M3MEHEHIUS! — OHI HA3LIBAKOTCA MyTaLwsivu. Mpn OMIT /i3meHeHus B aTVX KneTkax MeLLaloT MUenouaHbIM
4ACTO OBHAPYKMBAIOTCA MyTaLIMA, BnacTtam npeepaLLaThCa B 3perble KNEeTKN KPOBU.

B pesynbrate OnacTbl HaKanMBaKTCA B KOCTHOM
MO3re n KpoBu, U KpPOBb Ha4YMHAET XYy>XKe BbINOJTHATb

BapuaHTsl OMJI CBOW (OYHKLIMM.

OMIJ1 — He ogHa 6onesHb, a rpynna 3aboneBaHuii.

Cywectyet mHoro BapuaHtoB OMIJ1. Nx knaccudmkaums > W3 MmenounaHbIX KNeTok-npeLlecTBEHHNKOB
N NeYeHne OCHOBaHbI Ha FEHHbIX MyTaLMsiX B OMyXOIeBbIX passunBaloTCA 3PUTPOLIUTLI, rPaHYNoLKUTbI
KrneTkax u Apyrmx xapakrepuctmkax oonesmu. ns (onpeneneHHbIn TUMN NEKOLMTOB) U TPOMBOLMTI.

onpegeneHuns Bapuadta OMJT o4eHb BaxkHbI reHeTn4Yeckue
aHanusbl. OHK ABNSIOTCA CTaHAAPTHOW YacTbio
AvarHocTtuku. B cnegytoulem pasgene o6 atom bygert
pacckasaHo nogpobHee.

» [ns noctaHoBku gnarHosza OMJT B KOCTHOM MO3re
U KPOBM OOIMKHO ObITh HE MeHee 20 NpOLEeHTOB
(20%, TO ecTb ABe 13 kaxabix 10 KNeToK)
mMuenobnacTtoB. OgHako B HEKOTOPbLIX Crydasx
anardo3z OMJ1 ctaBuTCS 1M Npy copepxaHum

B aToW kHMre onmMcaHo neveHne npu cnegyrowmx MuenobnacTtoB MmeHee 20 %.

3aboneBaHuAaX:
» CyuwecTtByeT MHoro BapmnaHToB OMJ1. Nx

> OCTPbIM NPOMMENOLIMTAPHBIN Neikos (Onﬂ)’ Knaccudurkaumsa n nevyeHne oCHoBaHbI Ha MyTaumax

> OCTPbI MMenonaHbIn neikos (OMI); B FéHax.
> OMyXonb 13 BAACTHBIX NAA3MOLMTONAHBIX > [na onpepneneHns sapnaHta OMJT o4eHb BaxHbI
[eHOpUTHBIX KreTok (OBMAK). reHeTM4Yeckne aHanuabl.

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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[ns AnarHoCTUKM 1 NeYeHnst oCTporo
muenounaHoro nenkosa (OMIJT)

HY>XHbl NoapOo6HbIE nccnegoBaHmS.

B aTom pasagene npmBoanTcst 06LLInNA
0030p nccnegoBaHum, KOTopble Bam
MOrYT Ha3HauYnTb, U NX BO3MOXHbIX
pes3yrnbTaTos.

OMI1 gnarHocTunpyetcst npy 06Hapy>XeHUU B KOCTHOM
Mo3re unu kpoeu He MeHee 20 npoueHToB (20 %,

TO ecTb ABe u3 kaxabix 10 kneTok) mnenobnacros.
OpHako B HEKOTOpLIX criyyasx anarHo3 OMJ1 ctaButcs
1 Npu cogepxanumn numdgobnactos meHee 20 %.

[Ons anarHoctuku n nevenns OMJ1 Heobxooumbl
TLaTenbHbIe NCCnegoBaHus.

Cwm. cnpaBoyHyto Tabnumuy 1.

Obwume nccnegoBaHUA

AHamHe3

AHaMHe3 — cBefeHusa 060 Bcex BalLmx npobnemax

CO 310POBBLEM U BUAAX JIEYEHNSI B TEHEHNE KNSHW.
MocTapainTecb BCNOMHUTb, kKakne 3aboneBaHus U TpaBMbl
Bbl MEPEHECNN U KOrga 3TO cny4mnock. NpuHecuTe

¢ cobor cnncok nekapcTB (BkNtoyasi 6e3pelenTypHble),
TpaB ¥ NULLEBbLIX f0OABOK, KOTOPbIE Bbl MPUHMMANN UK
npuHumaete. CoobLmTe Bpady o nobbix CMMNTOMaX,
KOTopble Bbl y ce0s 3amevaeTe. AHaMHE3 MOMOXET
onpefennTb CTpaTerMio onNTUManbHOro NevYeHns
WMEHHO 411 Bac.

CeMeNnHbIN aHaMHe3

HekoTopble onyxonu u apyriue 3aboneesaHus MoryTt
HEeOOHOKPaTHO BCTPeYaTbCsl B OOHOWM U TOM Xe CeMbe.
Bpau 6yget cnpawmeaTtb Bac 0 TOM, Yem 6onenv Baum
KPOBHbIE POACTBEHHUKUN, — 3TO HA3bIBAETCH CEMENHbIM
aHamHe30M. Bbl MoXeTe caMu y3HaTb y HUX 06 ux
3aboneBaHusIX (BKNtoYas cepaeyHo-cocyancTbie 6omnesHu,
pak, onabeT) n 0 ToM, B KaKOM Bo3pacTe 311 3abonesaHus
OblnM AMarHoCTMPOBAaHbI.

PykoBoacteo Guidelines for Patients®:
OCTpbIN MUenongHbi nenkos, 2020 r.
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dusumkanbHoe obcnepgoBaHue

3akniovyaeTcs B pusmyeckom obcneaosaHmm opraHnaMa
naumeHTta. Bo Bpemsa Takoro obcnegoBaHus Bpad
CTapaeTcs BbiiBATb NPU3Haky 3aboneBaHus.

Bo Bpems o6crienoBaHusi Bpay MOXET:

>

M3MepuTb BaM TemMneparypy, aptepuanbHoe
paBneHue, nynbc U 4acToTy OblXaHUA,

B3BECUTb BacC,
BbiCnyLwiaTb Ballu nerkme n cepgue;
OCMOTpPETb Baluu rmasa, ywun, HoC 1 ropno;

oLlynaTb Bac, Haxumasi Ha pasHble y4acTku Tena,
YTOObI YAOCTOBEPUTLCS, UMEIOT NN BHYTPEHHME
OopraHbl HOpMarlibHble pa3mMepbl, ABNAKTCA N
OHMW TBEPAbIMU UMN MAFKMMM Ha OLLYNb U HET Nn
60one3HeHHOCTH NpY NPUKOCHOBEHUN. Ecnn Bbl
owyTuTe 60nb, coobLymTe Bpady;

NpoBepuUTb, He yBENUYEHbl N NMMAOY3nbl Ha
wee, Nog, MbiwKkamu nnu B naxy. Coobwute Bpayy,
€CIn Y Bac eCTb YNSIOTHEHMS NN OONE3HEHHbIe
oLyLIeHUs;

NpoBeCTN MOUCK NOPaXXeHHbIX y4aCTKOB KOXW.

Bpay gomkeH NnpoBecTy TLiaTenbHoe dusnkasnbHoe
obcnenoBaHue, a Takke cobpaTb MOMHbLIN aHaMHE3.

IIpuHeEecure
C cOO0M CITHCOK
BCEX JIEKaPCTB
(B TOM uHncCJIe
6espenenTypHbIX),
BHTaMHHOB, TPaB
H mo6aBOK, KOTOPHblE

Bbl IPUHEHAMAETE.



Obwwme nccnegoBaHns

CnpaBo4Has Tabnuua 1.
UccnepoBaHusa npu gnarHoctuke OMIJI

AHamHe3 n cmsmkanbHoe obcrnegoBaHue

OAK ¢ TpombouuTamu n nemnkountapHon popmynomn, nonHas merabonuyeckas naHens (6MOXMMUST), YyPOBHMN MOYEBOW
KMUCNOTbI U MONOYHOWN KMCNOThI

Koarynorpamma: NB, AMTB 1 doubpurHoreH

TpenaHobvoncus u acnupauuoHHast Goncust KOCTHOrO Mo3ra, UMMYHOMEHOTUMMPOBAHWE U LIUTOXUMUS

LintoreHetnueckue aHanmabl (kapnotun n FISH)

MonekynsipHble nccnenoBaHusi, Bkovatowme B cebs kak MuHumym c-KIT, FLT3 (ITD n TKD), NPM1, CEBPA, IDH1 v IDH2

MonHoe naTtomMopdonorMyeckoe 3aknioyeHne ¢ peaynsTataMmy LMTOreHETUYECKOTO NCCe0BaHNs, yKka3aHWeM Yncna
6nacToB 1 ap.

HLA-TunMpoBaHue ons kaHauAaToB Ha TpaHCMNaHTaumMIo KpOBETBOPHbLIX CTBONOBLIX kneTok (TKCK) n/wnun HanpasneHne
B TPaHCNIaHTaUMOHHbIV LIEHTP

KT ronoBHoro mosra 6e3 KoHTpacTa npv nogo3peHnn Ha kposouanusaHue B LIHC

MPT ronoBHOro Mo3ra ¢ KOHTPaCTOM MpU NOAO3PEHNN HA NTIENKO3HBIA MEHUHIUT

M3T/KT npu nogo3peHnn Ha akCTpameaynnspHble ovarn 3abonesaHuns

JTiomBanbHasa nyHKums

Kap,u,vlonormqecme ncecnenoBaHusA, Takme Kak ariektpokapanorpamMmma, axokapgunorpamMmma mnum MUGA-CKaHI/IpOBaHI/Ie

PykoBoacteo Guidelines for Patients®:
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AHann3abl KPoOBU

AHann3bl KPoBU

AHanuabl KpoBY NO3BOMAT OGHAPYXWUTb NPU3HAKM
3aboneBaHusi U NOKa3bIBaOT, HACTOSBKO XOPOLLO
paboTaloT BHYTPEHHWE OpraHbl U KaKkoBbl pe3ynsTaThbl
nevexus. [ins ux npoBefeHUs HyxeH obpasel, KpoBy,
KOTOpGLIN y Bac 6epyT Yepes urmy, BBEAEHHYIO B BEHY.

ByabTe rotoBbl K TOMY, YTO BaM NPUAETCH CAaBaTb OYEHb
MHOIO aHanm30B KpoBW. BoaMoxHO, B mpoLiecce neveHns
OMI1 n nocnepgyoLLero BOCCTaHOBMNEHUS BaM NpuaeTcs
cAaBaTb KPOBb Ha aHanu3 kaxable 6—48 yacos.

OO6LeKNMHMYEeCKMI aHanu3 Kposu (obLwmnmn
aHanus KpoBM)

Mpn obweknmHnyeckom aHanuse kposu (OAK)
N3MepSTCH YPOBHM 3pMTPOLIMTOB, NIENKOLIUTOB

1 TpOMBOLUMTOB B KPOBM. [OMHUTE: BCE 3TW KNETKM
BblpabaTbiBatoTcs B KOCTHOM Mo3re. OAK — BaxHenLwmn
aHanus, gatoowmn npegcrasneHve 06 obLem COCTOAHNM
opraHuama. NMpn OMJT KoNUM4ecTBO 300POBLIX KIETOK
KPOBM 4aCTO CHWXEHO.

EcTb Heckonbko Tunoe nenkountos. OAK

C NnenkoumMTapHon hopmyrnon gaeT npeacraBneHne

0 coaepXaHUM KaXkaoro U3 3TUX TUMNOB U O TOM, HaxoaaTCs
N COOTHOLLEHMS MEXAY HAMU B Npeaenax HopMbl. 3TOT
aHanmMs3 MOXeT NoKasaTb, YTO B KPOBM COOEPXKUTCS MHOMO
onacTos.

PykoBoacteo Guidelines for Patients®:
OCTpbIN MUenongHbi nenkos, 2020 r.
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Buoxnmunyecknmn aHanus
(nonHaa meTabonun4yeckas naHenb)

MonHasa meTabonuyeckas naHenb — aHanus, B xoge
KOTOPOro namepsieTcs cogepxavme 14 pasnmyHbix
BeLlecTB B KpoBU. OBbIYHO N3MeEpPEHNs: NPOBOASTCS

C Mcnonb3oBaHWeM NnasMbl KPOBU. B uncne npoyero atot
aHanu3 gaet BaXxHyr MH(popmau,mo O TOM, HaCKOJ1bKO
XOPOLUO PYHKLMOHMPYIOT NeYeHb 1 Noyvku. B Hero BxogdaT
HeKoTopble U3 CriegyloLyX NapaMeTpoB.

ONEeKTPONnTHI

OneKTponuTLl y4acTBYIOT B TPaHCNOPTE NUTaTENbHbIX
BELLECTB BHYTPb KIETOK U yAaNeHUN OTXOO0B U3 KINETOK.
OneKTponuUTLl — 3TO NOHbI (3MEKTPUYECKN 3apSDKEHHBIE
YacTuubl), KOTOpble MOMOraloT HEpBaM, MblLLAM, cepaLy
1 rONOBHOMY MO3ry paboTaTb AOMMKHBIM 06pa3om.
OpraHu3amy Hy>XHbl 3NEeKTPONUTLI AN NPaBUbHOTO
dyHKUMOHUpOBaHus. Tak, docdat (PO4) BaxkeH Ans
TOro, YTobObl KOCTU 1 3yObl ObINM NPOYHBbIMK. OgHAKO ecrnu
B KPOBMW COOEPXKUTCS CIMLLKOM MHOTO cpocdpaTta, 1o
MOXET ObITb NPU3HAKOM MIOXON paboThbl NOYEK.

A30T MOYEBWHbI KPOBU

MoueBunHa — npogykT obmeHa BeLlecTB. V3 KpoBM OHa
nocTynaet B NOYKM, rae punsTpyeTcs 1 BblIBOAUTCA

13 opraHv3ama. Bbicokmi ypoBeHb MOYEBUHbI (a30Ta
MOYEBWHbI) B KDOBM MOXET ObITb MPU3HAKOM MNIOXON
paboTbl NOYEK.

KpeaTuHuH

KpeaTuHuH — npopykT MeTabonuama, KoTopbii
obpasyeTcsi B MbiLLLIAX, BblAENSETCS B KPOBb W BbIBOAUTCS
noykamu. YpoBeHb KpeaTMHWHA KPOBW XapakTepusyert
paboTy noyexk.

[MeyeHo4YHble NPOOoLI

[Ne4yeHo4YHbIE I'Ip06bl — 3TO aHaJ113bl, KOTOPbIE MO3BONAT
OLEeHUTb COCTOAHME NeYvYeHn. ﬂ]‘lﬂ 9TOro N3MepaAT
coaepkaHue BeLLeCTB, KOTOpble BbipabaTbiBaOTCSA UK
nepepaGaTblsaroTCH nevyeHbto. CNULLKOM BbICOKOE UK
CJIMLLKOM HU3KOEe codepXaHne yKa3biBaeT Ha Niioxyto
paboTy neyeHu.



AHanmsbl KpoBU

Mono4Has kucnorta CBepTbiBarowas cuctema (Koarynorpamma)
Jlaktatgerngporenasa (JIAIN) — ato chepmeHT, Haw opraHuam cnocobeH octaHaBnuBaThb
npuCyTCTBYOLWNIA B BONbLUMHCTBE KneTok. [Nornbas, KpoBOTeYeHus: bnarogaps TOMy, YTO KPOBb NEpexoanT
knetku BblgenstoT JIAI B kpoBb. BbICTPO pacTyLue KneTku B rernieobpasHyto popMy 1 3aTeM obpasyeT NIOTHYH
Takke BblgensatoT JIATN. Beicokuin yposeHs JIA moxeT Maccy, KoTopas Ha3blBaeTC KPOBAHbLIM CIYCTKOM.

ObITb Npn3Hakom OMIJ1. CeepTbiBaHMe NpeacTaBnseT cobon CroXHbIN NpoLecc,

NocrnefoBaTeNbHOCTb COBLITUN, AN KOTOPbIX HYXHbI
ocobble Gernkn — gakTopbl cBepThiBaHUA. OHK
BblpabaTbIBaOTCA NMeYeHbto. Pe3ynsTatbl COBOKYMHOCTY
aHarmM30B, NMoKa3sbiBaloLLMX COCTOSIHUE CBEPTHIBAIOLLEN
CUCTEMbI, HA3bIBAKOT KoarynorpamMmmMoi.

MoueBas Kucrnora

MoueBas kncnota BblgeNsieTcst KNneTkamm npu pacnage
OHK. 370 0bbIYHbIN NPOAYKT 0OMEeHa BELLECTB, KOTOPbIV
pacTBOPSIETCS B KPOBU, (PUNLTPYETCH Yepes NOYKn

1 BbIBOOUTCS M3 opraHmMama ¢ movol. Korga B opraHnsme
CINULLKOM MHOIO MOY€EBOW KMCINOThI, 3TO COCTOSIHME
HasblBaeTcs runepypukemueir. Mpu OMJ1 oHO MoXeT
ObITb CBSI3aHO C ObICTPLIM NOSIBNIEHMEM U pacnagom
NenKoumnToB KPOBU. BbICOKMIA ypOBEHL MOYEBOW KMCNOThI
MOXET ObITb NOBOYHBIM 3HHEKTOM XMMMOTEPANWM UMK
ny4yesomn Tepanuu.

lNpwv neikose cBePTLIBAEMOCTb KPOBW HaCTO HapyLLaeTcs.
Takoe cocTosiHue HasbiBaeTcs koarynonatnen. Y sac
MOryT BO3HUKaTb KPOBOTEYEHUS UMW CUHSKW.

Mpu NpoBepke Ha KoarynonaTuio UCMosb3yoTcs
criefyolLme Tpu aHanuaa:

> npoTpomMbuHoBoe Bpemsa (IMB) — Hackonbko
BbICTPO NpOUCXOANT CBEPTLIBAHWNE KPOBY;

> aKTMBUPOBaHHOE YaCTU4HOe
TpombonnacTtuHoBoe Bpems (AYTB) — ewle
OAVH NnapamMeTp, XapaKTepusyoLMin CKOPOCTb

BynesTe roToBEl CBEpTbIBaHMS KPOBY;
K TOMY, 9YTO BaM > aKTMBHOCTb (PMBGPUHOreHa — CKOMbLKO B KPOBM
an ,D;eTC ge ,D;a.Ba.Tb copepxutcst pubpuHoreHa, ocoboro Gernka,
NPOU3BOANMOTO NEYEHbH0.
O4YeHBb MHOI'O
aHaJIHSOB KPOBH. [MpoBepka cBepTLIBAEMOCTU KPOBU — OOHO U3

CTaHOapTHbLIX 06crnenoBaHui.

BosMo¥xHO, B mpoI1iecce
JeaueHuA OMJI
M IIOCJIELYIOIIEero
BOCCTaHOBJIEHHA BaM
IOPHUIOETCA COaBaTh
KDPOBb Ha, aHAJIHUS
KaxIble 6-48 4acoB.

PykoBoacteo Guidelines for Patients®:
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NccnepoBaHUs TKaHEN
(rMcTonornyeckme)

Mpu Guoncum Ha aHann3 GepeTcs obpasel, TKaHW Unu
rpynna knetok. Ecnu y Bac nogo3pesaroT onyxonb 13
BnacTHbIX NNa3mMoLMTOMOHbIX 4EHOPUTHBIX KIETOK
(OBMNAK), koTopas ABnseTcs OAHMM U3 BapuaHTOB
OMIJ1, Bam moryT nposecTu broncuo numdoysna nnm
ovara NMoPaXeHWs KOXW B LOMNOSTHEHNE K CTaHAAPTHbBIM
aHarnm3am KOCTHOro MO3ra, ONMMCaHHbLIM HUXE.

MccnepoBaHMA KOCTHOro Mo3ra

Jleliko3 — 3aboneBaHne, KOTOpoe BO3HMKAET B KOCTHOM
mo3sre. [Ina gnardHoctukn OMJT HeobxoauMo B3ATb
06pa3sLbl KOCTHOrO MO3ra U NMpoaHanM3npoBaTb KX

B nabopartopuu, 4ToObLI NOATBEPAUTL AMarHo3. Bam Takke
OyayT NpoBOANUTL aHanM3bl KOCTHOMO MO3ra BO BpeMst
nie4yeHus], YToObl MOHATb, HACKONBKO OHO 3PDEKTUBHO.

Ectb oBa cnocoba B3siTus 06pa3sLioB KOCTHOrO Mo3ra Ans
aHanun3oB, OHW YacTO UCMOSb3YHTCH OAHOBPEMEHHO:

> acnupaumoHHasi buoncus (MyHKUMs) KOCTHOIO
MO3ra;

> TpenaHo6|/|oncm| KOCTHOIo mMmoara.

O6pa3subl 06bI4HO BepyTca 13 3agHeEN YacTh Ta3oBbIX
kocTei. CnpocuTte Bpaya, Kakoe MMEHHO UccrneaoBaHue
KOCTHOroO Mo3ra Bam npeacTouT, oTkyaa byaet 6patbes
obpaseL, KOCTHOro Mo3ra 1 Kakow npenapar Bam BBeAYT,
4yTOObI Bbl YyBCTBOBANU cebst KOMGOPTHO BO Bpemsi
npoueaypsl.

lemaTtonor — 370 Bpay, KOTOPbIA cneunanuanmpyeTcs Ha
3aboneBaHuUsAX KPOBW, B TOM YUCIE 30KAYECTBEHHbIX.
lematonaTonor (natomopdponor) — cneunanuct

no nabopaTtopHol AuarHoCTuKe, KOTOPbIA U3yvaeT
3aboneBaHunsl KpOBU, UCCNEQYS KNETKU MO,
MMWKpPOCKOMNOM. [eMaTonaTonor n3yynT pesynbraTbl
pa3HoObpa3HbIX aHaNM30B KPOBU M KOCTHOIO

MO3ra U HanuLeT 3aKnveHne, KOTopoe OTNPaBuT
BalLemMy Bpauy.

PykoBoacteo Guidelines for Patients®:
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AcnuvpaunoHHas ruoncus

n TpenaHobunoncus

Mpu npoBeaeHNN acnnpaLmMoHHO Buoncum oTompatroT
HebonbLIoM 06BEM XNOKOrO KOCTHOro Moasra. Mpu
TpenaHobMONCcMmn N3BNEKAOT MarieHbKUIN KyCOYEK KOCTH
C KOCTHbIM MO3rom.

Bo Bpems npoueaypbl NaUMEHT 0BbIYHO NEXUT Ha XKMBOTE
“nu Ha 6oky. Bpay cnepsa Ae3vHULMPYET y4acToK

KOXW 1 BBOOWUT aHeCcTesunpyloLLee CpeacTso, YTobsbl

KOXka W Hapy»kHasl MOBEPXHOCTb KOCTU B MECTe MpoKorsia
NOTEPANY YyBCTBUTENBHOCTb.

Mpu npoBegeHMN acnupaunoHHON Broncum Koxy
npoKanbiBakoT NOMON UMMON U BBOAAT €€ B KOCTb. XKnakun
KOCTHbIV MO3r HabupatoT B Wwnpuy,. [nsg TpenaHobuoncmm
ncnonb3yoT 6onee TONCTYO UMy, YTOObI NONYy4YnTh
obpaseL, NNOTHONM TkaHW. B3aTblie 06pasubl oTnpaBnsaoT

B naboparoputo 4na uccriegoBanus. B TeueHne
HECKOMMbKUX AHEN nocne npoueaypbl MOXET OLLYLLATLCS
6onb B Ta30BOW KOCTU. Ha kOXxe MOXeT NOSIBUTLCS
KPOBOMOATEK.

AHaJINSHl TEeJIaAI0TCA
HEe MOMEHTAaJIbHO.
JLO MOJIyIeHHU A
BCEX pesyJIbTaTOB
aHAaJIUSOB MOTYT
IIPOUTH OIHU UIIU
HEeIeJIH.



UMmyHOdeHoTUNMpOBaHMe
MmmyHodeHoTunuposaHue (UDT) — aHanus, npu
KOTOPOM aHTUTENa UCMoMb3yTCs, YTObbI onpeaennTb
Hanm4me UM OTCYTCTBUE aHTUIEHOB Ha NenKouuTax.
OTK aHTUreHbl NpPeaCcTaBnsaT cobow Genku,

KOTOpbl€ MOTYT HaXoAUTbCSA Ha NOBEPXHOCTU UNn
BHYTPW NenkounTos. Mx HasblBalOT Mapkepamu unm
6uomapkepamu. Mpu nevenmn OMIJ1 Tepanus GbiBaeT
HaueneHa Ha onpegeneHHble Gromapkepbl.

Bo Bpems 06LLIEKNUHNYECKOro aHanm3a Kposu
NOACYUTBLIBAETCS YMCIIO NENKOLMUTOB, HO NPU 3TOM
HEBO3MOXHO BbISIBUTb TOHKME pasnuuus Mexay
pasHbIMM TUMaMK 3110Ka4eCcTBEHHbIX 3abonesaHui
KpOBM. [N BbISIBMEHWS 3TUX PasMuuiA U HYXHO
UMMYHOMEHOTMNMPOBAHME.

B nccnenoBaHuax Ucnonb3yeTcs ABa MeToa:
> MNPOTOYHas LUTOMETPUS;

>  UMMYHOTNCTOXUMMUSI.

NccnenoBaHus TkaHen (rMCTonornyeckme)

|_|pOTOl-IHaFI LUNTOMETPUA

Mpn npoBeaeHMn nccnegoBaHns METOLOM MPOTOYHOW
LMTOMETPMUU K KneTkam 406aBnaoT CBETOUMYBCTBUTENbHbIV
Kpacutenb. Knetku, npoB3avMogencTsoBasLIMEe

C KpacuTenem, BMeCTe C NMOTOKOM XWOKOCTW NPOXOAAT
yepes Aueriky npubopa, Ha KOTOPYH HanpaerneH nyy
nasepa. [Npmbop NoACUMTLIBAET KONUMYECTBO KNETOK

1 onpepenseT gpyrne napameTpbl, B YaCTHOCTH,
pa3mep 1 opMy KIEeTOK, a Takke TuMbl 6enKoB Ha

nx NoBepxHocTW. 3a oauH aHanu3 obpabarbiBatoTcs
ThICAYN KIETOK.

MMmmyHornctoxmmms

WmmyHormnctoxmmms (UIMX) — cneumanbHbIi Npouece
OKpaluMBaHus, NpyU KOTOPOM K KneTkam gobaensercs
XMMUYECKMIN MapKep, MOCIe Yero OHN U3y4akoTcs Nog
MWKPOCKOMOM.

-~

TpenaHo6uoncus
KOCTHOro Mo3ra

Mpwu 6noncun sabuparorcA
o6pasLbl KOCTU U KOCTHOIO
Mo3ra.

https://commons.wikimedia.org/wiki/
Category:SVG_bone_marrow_biopsy#/media/
File:Diagram_showing_a_bone_marrow_biopsy_
CRUK_051.svg Attribution: Cancer Research UK
[CC BY-SA 4.0 (https://creativecommons.org/
licenses/by-sa/4.0)]

N

Koxa
KocTtb

KoCTHbIN Mmo3r

MUrna gna 6moncum
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[eHeTn4ecKkne nccnegoBaHns

B kneTkax cogepxxartcs Monekyrbl
Ae3okcnpuboHyknenHoson kucnotol (OHK). OHu
NNOTHO YNakoBaHbl B CTPYKTYPbl, KOTOPble Ha3bIBAOTCS
XPOMOCOMaMMm.

B Hopme KneTku YyenoBeka cogepxar 23 napbl XpOMOCOM.
Ha kaxgon XxpoMocoMe pacnonoXeHbl ThiCAYM rEHOB.
[eHbl — 3TO MHCTPYKUMU, KOTOPbIE TOBOPAT KIeTKkam,

YTO OHW JOIMKHBI AenaTb U BO YTO NpeBpaLlaTbCs.
BOnbLUMHCTBO reHOB COAEPXUT MHCpOPMALNIO O KAKOM-TO
KOHKpeTHOM Gernke. [eHbl MOryT «BKIHOYaTbCS»

N «BbIKINOYaTLCS».

KneTku OMJ1 nHorga xapakTepusytoTcst XpOMOCOMHbIMIA
N3MEHEHWSIMU, KOTOPbIE MOXHO YBMAETb MO MUKPOCKOMNOM
UK OGHAPYXUTb NPU APYrMX UCCIeA0BaHMSIX.

LlnToreHeTU4Yeckue uccrnenoBaHus
LinToreHeTuka — n3yyeHne XxpomMoCcoMm, KOTopble

HecyT B cebe camblli 6onbLIo 06bEM reHETUYECKON
WHcbopmaLmy B KneTke. B xoae LmMToreHeTu4ecknx
nccrnenoBaHuin 06pasLbl KpOBU, TKAHEN Y KOCTHOMO
MO3ra aHanm3npyrTCsa Ha Hanuyne pasopBaHHbIX,
HEe[0CTaloLLMX, MePECTPOEHHbIX UMK NINLLHMX XPOMOCOM.
B knetkax OMJ1 yacTo BCTpeyarTcs aHoManum
XpomocoMm. Bo Bpems aHanusa npoBogMTCs MOUCK
pacnpocTpaHeHHbIX AedekToB. Pesynbratbl nomoratT
noareepautb guarHo3 OMJ1 u npegckasaTb, Kakum dyaeT
TeyeHue 6ones3Hn, — 3TO Ha3blBAETCHA NPOrHO30M. Tun
OMI1 onpegenstoT Takke 1 Anst Toro, YTobbl COCTaBUTL
nnaH nevyeHns.

Mpu LMTOreHeTUYEeCKOM UCCNELOBaHNM BEOETCS MOUCK
aHoOManuii nog MMKPOCKONoM. HekoTopble N3MeEHEHUS
XPOMOCOM HEBO3MOXHO YBMAETb B MUKPOCKON; ANst UX
roucka NpMMeHsIITCs Apyrie nabopaTopHble aHanmabl.

Mpu OMIJT ncnonk3ytoTcs ABa TUNA LUTOreHETUYECKNX
nccnegoBaHniA:
» CTaHOapTHOE UMTOreHeTn4yeckoe uccneaoBaHue;

» uccnegosaHve metogom FISH.
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CTaH,El,apTHoe uuToreHeTu4eckoe
nccnenoBaHue (KapI/IOTI/IrII/IpOBaHI/Ie)
Kapunotun — obLas kapTuHa Bcex Xpomocom. Mpu
CTaHAAapTHOM uuToreHeTnyeckom ncenegosarmu (CLN)
Bpayn NPOBEPSIOT, COOAEPXKUT NN KNeTKa UMEeHHO 23 napbl
XPOMOCOM. Takke NpOBOAUTCA MONCK HEQOCTALWMUX UK
aHoMarbHbIX hparMeHTOB XPOMOCOM.

Wceneposanue metogom FISH

B metoge, koTopbIn HocuT HasBaHne FISH
(dbnyopecueHTHas rmbpuausaums in Situ), NCNONb3yOTCA
cneumanbHble MeYeHble BELLIeCTBa, KOTOPbIE Ha3biBaloTCA
3oHgamm. OHu ceasbiBatoTcs ¢ pparmeHTamu JHK. MNMocne
3TOr0 MOXHO MCKaTb AedeKTbl — Takue Kak TpaHCnoKaumm
WM MHBEPCUW, — KOTOPbIE CIINLLKOM Marlbl, 4TOObIl MX
MOXHO 6bIN10 yBMAETL APYTMMU METOAAMMN.

» TpaHcnokaumsa — n3mMeHeHue, Npu KOTOpoM ABe
XPOMOCOMbl 06MEHMBAKOTCH CBOMMU YACTSIMMU.
TpaHcnokaumu, BcTpevatowmecs npn OMIJT,
3anucbiBatoTces kak t(15;17), t(8;21) n t(16;16).

> WHBepcusi — obMeH yyacTkamu BHYTPU OQHON
xpomocomel. IMpu OMJT BcTpevaeTcst uHBepCcUs
inv(16).

MoneKynﬂpHo-reHeTqucme aHaJlIn3bl
MonekynsipHble nccnegoBaHms O4eHb BaXKHbI AMs
onpegeneHus Bapnadta OMJ1 u siBnatoTCA cTaHAAPTHON
YyacTblo anarHocTukun. B xoge atux uccnegosaHuii
aHanM3npyrTCs reHbl U X NPpogyKTbl (6enkm
BrisiBnsieTca Hanu4une unm oTcyTCcTBME MyTaum
1 onpegeneHHblxX 6enkoB, KOTOPblE MOTYT ObITb BaXHbI
ans nedenusi. benkn sanuceiBaloTCA cnegyowmnm
o6pasom: CD33. NeHbl ke 0603HavatoTCa kypcuBom: FLT3.

)
i

Pesynbratbl MONEKYNSAPHBIX UCCNEA0BaHNIA UCTONb3YOTCH
ana npeackasanusa ncxoga OMJ1 — a1o Ha3biBaeTcH
NPOrHo3om. KnuHmnyeckn sHaummble myTaumm — 310

Te MyTauuu, KOTOpble HENMOCPEACTBEHHO BMUAIOT Ha

xop neyenus. Mpu OMJ1 BapmaHTbl NneveHns 3aBucaTt

OT MPUCYTCTBUSA CrEAYHOLLMX KITMHUYECKM 3HAYNMBbIX
myTaumn: CBF, FLT3 (ITD n TKD), NPM1, IDH1 v IDH2.



B aTol KHUre onucaHbl ocobble BapuvaHTbl Ne4vyeHna ana:
> CD33;
> FLT3(ITD n TKD);
> IDH1;
> IDH2.

Mpwn OMJT MOXeT Takke NPOU3BOAUTLCS aHaNM3 Opyrmx
reHos, Bknovas TP53, KIT, DNMT3A, RUNX1 n ASXL1.

MonekynsipHble uccnenoBaHnUs MOryT Takke BbISBMATb
XUMepHble (TMOPUAHbBIE) reHbl, NONy4MBLINECS

npu TpaHcnokauusix. Npumepamm AByX XMMEPHbIX

reHoB mMoryT crnyxuntb PML-RARA n RARA-PML.
TpaHcnokauus RARA-PML obHapyXmBaeTcs Npy OCTPOM
npomMmuenountapHom nerikose (ONJ1).

MonumepasHon uenHon peakuuen (MUP) HasbiBatoT
nabopaTopHbIN NPoLEeCC, B XoAe KOTOPOro co3aatoTcs
MUMNNOHBI MM Munnuapabl konuin Bawen AHK Bcero

-

Kapuotun

KapuoTtunom HasbiBaloT
KapTUHY XPOMOCOM B KIeTKax.
dT1oT aHanu3 nokasbiBaeT
XPOMOCOMHbIE aHOManuu.

N
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3a HecKonbko YacoB. OgHako A0 NonyvYeHns pesynsTaTos
MOXET NPONTU U HECKOIbLKO CyTOK. MNMLIP — oveHb
YYBCTBMTENbHbBIN aHanua, aaxe 6onee 4yBCTBUTENbHBIN,
YeM uuToreHeTnyeckne nccnegosanus. MNMUP nossonser
HaWTU OAHY NENKO3HYHO KINETKy cpeam bonee 4yem

100 000 300pOBbIX KIETOK. ATO BaXKHO NPU U3yYeHUN
oTBeTa Ha Tepanuio unu crtatyca pemuccun. MNLUP
ABMSAETCS YaCTbH MOMEKYNAPHbIX MCCrEea0BaHWUN.

PekomeHpauum no noBoAay reHetn4eCckux
aHanumsosB

Kaxgomy naumeHTty ¢ guarHo3zom OMIJ1 pekomeHayeTcs
NnpoBeAeHNe reHeTNYeCKNX aHann3os. Bo3amMoxHo,

Tam, rae Bbl NIe4NTECH, HEBO3MOXHO NPOBECTYU
HeKoTOpble aHanM3bl. B TakmMx crnyvasix pekomeHayeTcs
COXpaHuUTb B3SATLIN Broobpasel, Ans NnpoBedeHUs
aHanusa B CTOpoHHen nabopatopuu. Cnpocute

Bpaya, Kaknue MorekynspHble aHanusbl Bam nNpoBeayT
N HYXXHO M COXpaHnTb obpa3sel, KpoBu. Bpay gomnxeH
MPOKOHCYNBETUPOBATLCA C NATOMOPEONOroMm no NOBoOAY
Hamny4Lero ncnonb3oBaHnst obpasua. Bam Takke moryT
pekoMeHA0BaTb AOMONMHUTENbHbIE UCCIeN0BaHUS.

it

60 48
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HLA-TMnnpoBaHue

Yenoseueckue nenkoLmTapHble aHTureHsl (human
leukocyte antigens, HLA) — 6enku, koTopble

O6Hapy)KVIBalOTCFI Ha NOBEPXHOCTAX OONbLUNHCTBA KIETOK.
OHu NrparoT Ba>KHYy0 POJib B pasBUTUN UMMYHHOIO OTBETA.

CouetaHme HLA yHMKanbHO NS Kaaoro YeroBeka.
dakTM4eCKM 3TO MapKephbl KNeTOK Ballero opraHMama,
1 NO 3TUM MapKepam OH OnpenensieT, Kakne KneTku
ABMNAKOTCS BalWMMW, @ Kakue HeT. [lpyrummu crioBamu,
Habop HLA-GenkoB oanHaKkoB Ha BCEX KreTKax Ballero
opraHuama. 1ot Habop HasbiBaeTca HLA-Tunom nnm
TKAHEBbIM TUMOM.

HLA-TunupoBaHne — onpepeneHne HLA-Tuna
KOHKPETHOrO YerioBeka. OTOT aHan13 NpoBOAAT nepes
TpaHcnnaHTaumnen CTBONOBLIX KINETOK OT AoHopa. Bawum
Oenku ByayT cpaBHMBATLCA C 6enkamu Ha nenkouuTax
MOTEHLManNbHOro AOHOpPa, YToObl YCTaHOBUTb, CKOMNbKO
13 HMX coBnajatoT. ATO NO3BONSET HaWTKU Haubonee
COBMECTUMOro foHopa. YTobbl TpaHcnnaHTauus Geina

yCneLwHon, COBMECTUMOCTb AOMKHa ObITb O4EHb BbICOKOMN.

B npoTvBHOM criyyae opraHu3m OTTOPrHET JOHOPCKUE
KMETKN UK e JOHOPCKME KNETKU caMy aTakytoT Balll
opraHuaM. B nepByto ouepeab aHanu3 npoBeayT Bam

1 BalUMM KPOBHbIM POACTBEHHUKAM.

Komy Heo6xoammo HLA-TunuposaHue?
HLA-TunupoBaHve cneagyet NpoBOANUTL BCEM NaUMEHTaM
CO BnepBble guarHocTnpoBaHHbIM OMJT, ans koTopbIx
MOXXET paccMaTpuBaTbCs TaKON METOZ feYeHuns, Kak
annoreHHas (oT JoHopa) TpaHcnnaHTauust KPOBETBOPHbIX
CTBONOBbLIX kneTok. PekomeHayetcsa nposoautb HLA-
TUNUPOBAaHWE YNEHOB CceMbM B BospacTe Ao 80 nert.
TunupoBaHne OOMKHO BKMKOYaTb B ce0si MOUCK ApYrMX
BO3MOXHbIX [JOHOPOB.
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MeTonbl SiydeBOM OMarHOCTUKN

Jlenko3 MOXET BbIXOAWUTb 3a NPeaerbl KPoBU

N KpOBETBOPHOM cucTeMsbl. 3peaka oH nopaxaet
060MOYKM rONOBHOIO U CNNMHHOTO Mo3ra. OH MOXeT
pacnpoCTPaHATLCS Ha NMUMAOY3rbl — CTPYKTYPbI, HY>XHblEe
ansa 60pbObl ¢ 6onesHsIMU. Takke BO3MOXHO NOpaXKeHne
MeYeHun, CENE3eHKN N KOXMU.

Mpy noMoLmM METOAOB Ny4EeBOM ANArHOCTUKN MOXHO
Nony4nTb N306paKeHnss opraHoB U CTPYKTYP BHYTPYU
BaLLero Tena. 9t ncenenoBaHna MoryT UCnosb3oBaTbCA
Ansa o6HapyXeHus obnacTen, 3aTPOHYThIX JTENKO30M, a
TakkKe 04aroB MHEKLMUIA NN Yy4aCTKOB KPOBOU3NUAHUA —
Beb OHW TOXXE MOryT NOBNMUATb HA XOA4 BalLlero nevyeHuns.

Mpun noaroToBKe K 3TUM UCCReaoBaHUSM BaM, BO3MOXHO,
npuaeTcs npekpaTuTb NPUEM HEKOTOPLIX JIEKAPCTB.
Takke Bac MOryT NONpoCUTb HE ECTb U HE NMUTb B TEYEHME
HEeCKOmnbKMX YacoB nepepq nccnegosaHmemM. Coobwnte
BpaJy, eCnv Bac nyralT 3aMKHyTble npocTpaHcTea. Bam
MOryT AaTb ycnokausatoLee, 4Tobbl BaM npote 6bino
paccnaburtbcs.

B HekoTopbIX MeTodax Ny4eBoin AMarHOCTUKM
MCnonb3yeTcs KOHTPAcCT. ATO BELLECTBO, KOTOPOE
ynyJliaeT n3obpaxeHne BHYTPEHHUX CTPYKTYP

Tena. OHO NOMOraeT BbIAENUTb HEKOTOPLIE 0OnacTu
opraHuama. CoobLyuTe Bpady, ecnu paHee y Bac 6binu
HexenaTesbHble peakLMn Ha KOHTpacT. ATO BaXHO.
Ecnu y Bac ecTb cepbesHas anneprusi unu npobnembl
C NoYKamu, OT KOHTpacTa, BO3MOXXHO, nNpuaeTca
oTKkasaTbCsl.

Bpay-paguonor, To ecTb cneuuanuct B obnactu
ny4eBOW AMarHOCTUKK, MPOaHann3npyeT Nony4YeHHble
N300paxKeHnst N HanuLeT 3akmntoyeHne. OTo 3akyeHne
OydeT oTnpaBneHo Bawlemy Bpayy, KOTOpbIi ob6cyanTt
pe3yneTaThl ¢ BaMu. 3aaBaiTe Bce HeobxoaumMble
BOMpPOCHI.



KT ronoBHoro mosra

Mpu komnbloTepHON ToMorpadum (KT) npumMeHsaoT
MHOTOYMCMEHHBIE MYYKN PEHTFEHOBCKUX Ny4en

N KOMMbIOTEPHBIE TEXHONOMMK, YTOOLI NONY4YnTh
N300paxxeHns BHYTPEHHUX CTPYKTYpP Tena nog
pasnuMYHbIMK yriamu u cobpaTtb UX B peanucTuyHble
CHUMKM. Bce nzobpaxkeHuns cknagblBaloTCA BMeCTe ans
co3aaHunst ogHoro nogpobHoro cHumka. KT ronoeHoro
MO3ra UCMonb3yeTca Ansi NOUCKa KPOBOUNUAHWN.
KoHTpacT npu 3TOM He HyXeH.

MPT ronosHoro mosra

Mpu marHWTHO-pe3oHaHcHon Tomorpacumn (MPT)
nogpoGHble N306paxKeHnst Nony4arT C UCMONb30BaHNEM
pPaamoBOSH U CUNbHbIX MarHMToB. MPT MoXeT nokasatb,
HeT N oTeKa BHELUHEN 000MOoYKN FONOBHOMO MO3ra —
OH MOXET ObITb BbI3BaH JIENKO30M, U B 3TOM Crny4vae
roBOPAT O NIENKO3HOM MEHUHIUTE.

Bawa ronosa bygeT pacnonaratbCs BHYyTPWU YCTPOMCTBA,
MCMyCKatoLLEero U NpMHMMaroLLEero paamoBorHbl. [pu aToM
nccrnenoBaHUM HYXKHO UCNONb30BaTb KOHTPACTHOE
BELLECTBO.

N3T/KT

Mpy NO3UTPOHHO-3MUCCUMOHHOW Tomorpadum (M3T)
UCMONb3yeTcs paaMoakTUBHOE BELLECTBO, KOTOpPOe
HasblBaeTcsa pagnodapmnpenapatom (PPOI). B opraHnsm
BBoauTCca PO, n Ha n3obpaxkeHnax, NonyyYeHHbIX npu
M3T, oyarn onyxonwu BeIMMASAT KakK SipKMe nsATHa.

WHorga M3T mcnonk3aytoT B covetaHum ¢ KT;

B Takux cny4asx rosopst o MN3T/KT-uccnegosaHum.

B 3aBUCUMOCTY OT KOHKPETHOWN KMUHUKM AN NONyYeHus
pes3ynbTaToB HY)XEH OOWH UMK ABa annapara. 1o
nccrnegoBaHne NoMoraeT BbiSIBUTb O4aru nenkosa

B pasfnYHbIX OpraHax.
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NccnepgoBaHna CNMMHHOMO3roBou
XNOKOCTU

Jleiko3Hble KMeTKM CnocoBHbl MPOHMKAaTL B XWUAKOCTb,
KOTOpasi OKpy>XaeT CMMHHOW UMW roNIOBHOW MO3T.

B atom cnyyae MoryT pas3BuTbCsi ONpeaeneHHble
CMMNTOMBI. YTOObI BLISICHUTb, HET NN NTENKO3HbIX KIETOK
B CMMHHOMO3rOBOW XMOKOCTU, HYXXHO B3ATb 0BpaseL, aToun
XMOKOCTM AN aHanuaa.

B3atne cnMHHOMO3roBOM XXMAKOCTM NPOBOAMTCS

C NoMoLLbto nrombansHon nyHkumm. Kpome Toro,
nombansHas NyHKUMS MOXET UCNOMb30BaTbCH

ONS BBEOEHMS NPOTUBOOMYXONEBLIX JTEKApCTB

B CMMHHOMOSIOBYH XMAKOCTb. B Takux crniyyasx roBopsit
00 MHTpaTekanbHON XMMMoTepanumu.

Bo Bpems ntoMGansHoM MyHKUMM NaLMEHT NGO NEXNT,
nMBo cuauT Ha KylueTke. ECnv oH HaxoamTcs B nexavem
NOMNOXEHWUM, KONEHW O0IMKHbI ObITb NOATAHYTHI K rpyOW.
Ecnu oH cuauT, OH JOMKeH HaKNoHWUTLCS Bnepen,

K KOMNEHsM.

HWXHAS YacTb CNnHbI (Ha4 MO3BOHOYHUKOM)
obesbonueaeTcs, 1 Mexay No3BOHKaMu BBOAUTCS
TOHKasi urna. MoXeT BO3HUKHYTb OLLYLEHNE AaBMEHMS.
Mony4yeHHbIV 06pasey HanpasnsaeTcsa B nabopaTopuio
Onsa aHanusa.

JTlomBanbHy0 NYHKLWIO MOXHO UCMONb30BaTh, YTOObI
NOATBEPAUTL UMM ONPOBEPTHYTb PacnpocTpaHeHue
GonesHn Ha ueHTparnbHyto HepBHyto cuctemy (LJHC).



OueHka cocTosiHus cepaua | Pesynsrathl MccnegoBaHui

OueHKa cocTosiHMSA cepaua

YTto6bl BbIICHUTbL, XOPOLLIO N paboTaeT cepaLe, MoryT
noTpeboBaTbCsA KAapAMONOrnYecKkne NccrneqoBaHums.

AnekTpokapauorpamma

OnekTtpokapamorpamma (3KIM) nokasbiBaeT N3MEHEHNS

B 3NeKTPUYECKON aKTUBHOCTM cepaua. /13 Hee MOXHO
NoNyYMTb MHPOPMALIMIO O HYaCTOTE CEPAEYHbIX COKPALLEHWA

1 cepaeqyHom putme. OZHO 13 BO3MOXHbIX HApyLLEHUA —
yanuHeHve nHtepeana QT (unm QTc); OHO BO3HMKAET, Koraa
ceppuy Tpebyetcs GonbLue BpeMeHW Ha «rnepe3apsiaky»
MeXy COKpaLLeHNsIMM. JTO HapyLLEHWe YacTo MOXHO BUAETb
Ha JKI. MHorve nekapctsa, ucnonb3yemMble Npu neYeHun
OMIJ1, MoryT BNuATL Ha AnuTenNbHOCTL MHTepBana QT.

Axokapauorpamma

Metogom axokapamnorpachmu (OxoKI™ unn Y3U cepaua)
noryyaroT n3obpaxeHns cepgua ¢ NOMOLLbIO YrbTpasByKa.
[ns npoBeeHWs 3TOro UccneaoBaHWs Ha rpyaHOM
KneTke pasmeLaroT HebonbLumne Knenkme anekTpoasl,
Nno3BonsiioLLME crneauThb 3a cepguedbueHnem. 3atem

Bpay HAHOCUT Ha KOXY IpyAHON KNMETKM crieumanbHbIn
refb U NepemMeLlaeT no Hel AaTyuk; Npy 3TOM Ha
MOHWTOpPE OH BMAOMUT, Kak paboTaet cepaue. NonyyeHHble
N3006paxxeHnst 3anmcbiBatoTCs, YTOObI COXPaHWUTb UX ANs
MOCNeAyHLLEro N3y4eHusl.

MeTtogom axokapamorpadmm MOXHO onpeaenuntb
hpakumio BbIBpoca, TO eCTb KONMYECTBO KPOBU, KOTOPOE
BbITANK1BaeTCA U3 NEBOWN MOMOBUHbI CEPALIA NPU KaxaoMm
cokpatleHun. CHuxkeHve pakumm BbIbpoca 03Ha4aeT, YTo
3TO KOMMYECTBO MeHbLUE, YeM JOIMKHO ObITb B HOPME.

MHoroBxogHas aptepuorpacdua (MUGA-
CKaHupoBaHue)

MUGA-ckaHnpoBaH/e 1cnonb3yeTcs Ans OLEHKN
HacocHoOM GyHKUuK cepaua. Bo Bpems atoro
nuccrnegoBaHWs B BeHy BBOAUTCS HEBOMbLIOE KONNYeCTBO
pagvocapmnpenapata (P®I1). CneunansHas kamepa, Tak
Ha3blBaemas ramma-kamepa, opmMmnpyeT KOMNbIOTEPHbIE
ABVXYyLLMecs n3obpaxeHns Oblollerocsa cepgua.

Mpn MUGA-CKaH1pOBaHNM MOXET OOHapYyXMBaTbCS
HU3Kasn pakums BbIGpoca, To eCTb CUTYyaUMs, Korga feBast
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NnonoBMHa cepaua npu cokpalleHnn Bbl6paCbIBaeT MeHbLLEe
HOpMalibHOro Konmn4yecTsa KpoBU.

Pe3ynbratbl uccnegosaHuim

Ha ocHoBe pe3ynbraToB BCEX NEPEUYMCIIEHHBIX
nccnegosaHuin 6yoet copMmMpoBaH NaH Ballero
neyenuns. BaxHo, 4Tobbl Bbl MOHMManM CMbICIT U 3HAYeHne
3TUX nccnegosanHuin. NMoatoMy 3agaBanTe BONPOCHI

N coXpaHanTe konuu 3akntoveHnin. OyeHb yoobHo
nonyyartb AOCTYN K pe3ynsrataM UCCnefoBaHun Yepes
OHMarH-NNaTtgopMbl 418 NaUneHToB.

Mpu noceLleHun BpaYa ¢ Lenbi KOHCYNbTauuu,
NpPOBeAEHNA UCCNEAOBAHUS UMW NOMYYEHNUS BTOPOIO
MHEHWUSI MOMHUTE O CriedyoLwnx MOMEHTaX.

> [lo BO3MOXHOCTU MyCTb KTO-HMBYAL Bac
COMNPOBOX/JaeT BO BPeMs 3TUX BU3UTOB. XOpoLUO,
€Crnu 3TOT YenoBek ByaeT 3ajaBaTb BOMPOChHI
¥ Oenarb 3arnucu.

» 3anucbiBaliTe BONPOCHI, KOTOPbIE Bbl XOTUTE 3a4aTb,
W norny4yeHHble oTBeTbl. He GolTech 3agaBaTthb
Bonpockl. [o3HakoMbTeCh M HanaasTe oblieHne
C Bpayamu, KoTopble OyayT Bac Nevntb.

> [lonyyanTe n coxpaHsMTe KONMM aHanM30B
KpOBW, pe3ynLTaToB fy4YeBbIX UCCIed0BaHNN,
OVarHoCTUYeckux 3aknodeHnin. OHW Npurogsitcs,
ecnu Bam notpebyeTcs BTOpoe MHEHME.

> [epxuTe Bce Bymaru B opraHansepe unm
cneumanbHoi nanke. CkaxeM, y Bac MOryT 6biTb
OTAenbHbIe Mankn Ans CTPaxoBbIX 4OKYMEHTOB,
MeOVLMHCKMX BbINUCOK U Pe3ynbTaToB
nccnenoBaHuii. MoxHo aHanornyHbIM o6pasom
OpraHM3oBaTb XpaHeHue AaHHbIX Ha KOMMbIoTepe.

> [MocTtapavitecb MMeTb CINCOK KOHTaKTOB BCEX
Bpayeu, 3aHMMaloLLmMxcs Bawmm crnyyaem. Nyctb oH
OyneT B BaleM opraHansepe unu nanke, a Takke y
BaC Ha XONnoAWrbHMKE UK psgoM C TeneOoHHbIM
annapatom.



KpaTkoe conepxaHue pasaena

AHanmsbl KPOBY MO3BONAOT 0OHAPYKUTb NPU3HAKM
3ab0reBaHu s M NOKa3bIBaAOT, HACTOSLKO XOPOLLO
paboTatoT BHYTPEHHWE OpraHbl U KakoBbl pesynbTaTbl
neyeHus. Takke NPOBOAATCA aHanNMU3bl Ha COCTOSIHME
CBEPTLIBAKOLLEN CUCTEMBI KPOBM.

O6pasLbl KOCTHOro Mo3ra (M, BO3MOXHO, KOCTU)
GepyTca nocpeacTBOM acnupaumMoHHoN buoncum
(nyHKLMK) 1 TpenaHobrnoncum. KocTHbIN Mo3r
OyneT nccnenoBaTbCs Ha NPUCYTCTBUME MapKePOB
NENKO3HbIX KMNETOK.

PesynbraThl reHETUYECKMX aHanM30B BaXHbI AJ1S
npenckasaHua ncxoga OMJT — 3710 HasbiBaeTcst
MPOrHO30M. OTK pesynbTaThl TAKKE NUCMOMb3YTCA
NS NNaHUPOBaHNSA NeYeHus.

Bcem naumeHtam ¢ OMJ1 pekomeHgyeTcs
npoBeAeHNe reHeTUYECKUX NCCNEeLoBaHUNA.

TpaHcnokaums — U3MeHeHue, Npu KOTOpoM ABe
XPOMOCOMbI 06MeHMBAIOTCS CBOMMU YacTsMu. Mpur
OMIJ1 BO3MOXHbI Takue TpaHcnokauum, kak t(15;17),
t(8;21) n t(16;16).

NHBepcus — oO6MeH yyacTkamy BHYTpU OOHOW
xpomocombl. [pn OMJT BcTpeyaeTcsa nHeepcus
inv(16).

HLA-TunupoBaHue criegyet NpoBoauTL BCEM
nauueHTaMm Co BnepBble AMarHoCTMPOBaHHbIM
OMIJ1, ang KOTOpbIX MOXET paccMaTpmMBaTbCS Takon
METOZ, NeYeHmns], Kak anfnoreHHas (0T AoHopa)
TpaHCNNaHTauust KPOBETBOPHBIX CTBOMOBBIX KMETOK.

MeTOJJ,bI nyquon ONarHOCTUKMN NPUMEHAKTCA AnA
oBHapyXeHus o4aroB MHEKLNIA, KPOBOUIINUSAHUN
N pacnpoCcTpaHeHus Nnerikosa 3a npegenamm
KpOBOTOKA.

JTiombanbHasi NyHKUMSA NO3BONSAET YCTAHOBUTL, HET
JI1 NENKO3HbIX KNETOK B XXWOKOCTU, OMbIBaOLLLEN
CMWUHHOW N TONTOBHOW MOS3T.

MoryT notpeboBaTbCcs Kapguonornyeckue
uccregoBaHusi, YTobbl oueHUTb paboTy cepaua.

PykoBoacteo Guidelines for Patients®:
OCTpbIN MUenongHbin nenkos, 2020 .
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CosmaiiTe opraHamsep O
MEIOIUIIMHCKHUX TOKYMEHTOB

OpraHawsep unm 6nokHOT — OTNMYHBIN cnocob cobpaTtb
BCE BalUW JOKYMEHTbI B OHOM MecCTe.

» [lenainTe konum pe3ynsTaToB aHanM3oB KPOBU, AaHHbIX
Ny4eBON AMArHOCTUKM 1 NaToMOPdONOrM4YeCcKnx
3akntodeHn. OHM NpUrogsATcs, ecnv Bam notTpedyetcs
BTOPOE MHEHME.

* [lopbepuTe noaxoasiiui opraHansep. YoobHo, ecnm
B HEM OyJeT 3acTermBalroLLMINCa KapMaH Ans PyyKy,
KaneHgapuka u cTpaxoBoro rnonuca.

+ CnoxuTe B oTAENbHbIE Nanky1 CTpaxoBble
[OKYMEHTbI, MEOULMHCKNE OOKYMEHTbI U pe3ynbraThbl
uccnegoBaHuin. To e camoe MOXHO caenaTtb U Ha
KOMMbIOTEpE.

*  Pesynbratbl aHanM3oB 1 Balv MEAMLNHCKNE OAHHbIE
MOXXHO MpoCcMaTpuBaTh Ha UHTEPHET-NoOpTanax ans
nauneHToB. Cka4ante unu pacnedyaranTe Hy>XHble
3anucu, YTobbl COXPaHUTb MX B CBOEM OpraHamsepe.

* Cuctemartmaunpyinte JOKYMEHTbI B OpraHam3epe Tak,
Kak Bam ygobHo. MNpegycMoTpute MECTO Asi CBOMX
BOMPOCOB U 3aMETOK 4115 NaMATU.

+ Cobupasch Ha npueM K Bpavy, bepuTte opraHansep
¢ coboi. Hukorga Henb3sa 3HaTb 3apaHee, Korga
WMEHHO OH BaM MPUroguTCS.
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Bbibop neyeHnsa 3aBUCUT OT KOHKPETHOIO
BapuaHta OMI1. B aton rnase
npuBoaUTCH 00LWMIN 0B30P HEKOTOPbLIX
METOLOB Jle4YeHUs, KOTOPOE Bbl,
BO3MOXHO, ByaeTe nonyyartb.

XumMmunotepanus

XvMunoTepanuen HasbiBaloT pa3HOBUAHOCTb
nekapcTBEeHHOW Tepanun, MCNOMb3yeMor Npu nevYeHun
OHKoMoruyeckmx 3abonesaHuni. Xmmmotepanums
YHUYTOXAET BbICTPO OENALLMECS KINETKU MO BCEMY
OpraHu3my — Kak OnyxoneBble, Tak U 300POBbIe.
XvMunoTepaneBTMyeckMe npenapartbl, UCNOMb3yeMble
npu nedeHnn OMIJ1, BO3OENCTBYIOT HA MHCTPYKLUM
(reHbl), KOTOpPbIE YKa3blBAKOT ONYXONEBbLIM KNETKaM, Kak
W KOr4a OHWU OOMKHbI pacTh U AennTbCs. TeEM cambiM OHU
NPepbIBAOT XU3HEHHbIN LIMKI ONMYyXONEBbIX KMETOK.

Mpu neyexnnm OMJT ncnonb3ytotes ABa TMNa
XMMUOMpenapaToB:

> aHTpaumknuHbl nospexgatT JHK n mewatot
ee CMHTe3y, TeM CaMbIM BblI3bIBasi 'MGenb Kak
ONyXONeBbIX, Tak U HEOMYXOMNEeBbIX KNETOK;

> aHTUMeTabonUTbl MELLaKT UCTIONb30BaHUIO

«cTpouTenbHbIX briokoB» [HK Bo Bpemsi ee cMHTE3a.

Yalle Bcero xvumunonpenaparbl UCMOMb3yoTcs

B (hopMe XKMAKOCTEN, KOTOpble MEANEHHO BBOAATCSA
B BEHY Yepes cneumansHyto urny. aktnyeckasn gosa
npenapaTtoB pasnnyaeTcs y pasHbix Nogen, NoToMy
YTO OHa paccYMTbIBAETCH B 3aBUCMMOCTM OT Macehl
Tena. Xvmuonpenapartbl MOTYT TakKe BBOQUTLCA
WHTpaTeKanbHO — B CMMHHOMO3IOBYH XXWAKOCTb,
OMBbIBAIOLLYIO CMIMHHOW UMW FONTOBHOW MO3T.

B 6onbLUnHCTBE clyqaeB XxmMmuoTepanma npuMeHAeTcA
UMKnamMmun: 3a JHAMU BBEAEHUA NpenapartoB creaytoTt
OHW oTAbixa. ATO NO3BoSsET OopraHnM3My BOCCTaHOBUTbLCA
nepen cnegyrumm LUKIoM. [OnuTenbHOCTb LUKNOB
3aBUCUT OT TOro, Kakad MMEeHHO CXxeMa XmMmuotepanum

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.

Xnmmotepanus

ncnonb3yerca. Ytobbl NOHATE, HACKONBKO 3Y(PEKTUBHO
nedeHue, 6yoyT NpOBOANTBLCA pasnMyHbIE NCCNEOO0BaHNS.
Bo3moxHO, B Nneprog nedeHus Bam npuaeTcsi NpoBeCTU
HEKOTOpoe BpeMsi B BonbHMLE.

AHTpaULUKNUHDI

AHTpauuknuHel nospexgatot AHK n mewatot ee
06pa3oBaHuio, TEM CaMbIM Bbi3biBasi rmbenb Kak
OMNyXOreBbIX, TAK N HEOMYXONEBbIX KMETOK.

BoT cnucok HeKoTopkIX NpenapaToB U3 Kracca
aHTPaLMKIMHOB, NCMONb3yeMbIX Npu nedyeHmn OMJI:

> payHopyouuuH (Llepybunann®);

> upapyouumnH (MoamumumnH PFS®);

> MUTOKCaHTpoH (HoBaHTpoH®).
HayHopyOuumH, naapybuumH n MUTOKCAHTPOH MOTYT
BbI3BaTb Npobnemsbl ¢ cepauem. BoamoxHo, ans Bac
Takoe fievyeHne okaxeTtcs HenpuemnembiM. HYenosek

B TE€YEHUE KN3HN MOXET MNMOJTy4nTb OrpaHU4EeHHOEe
CyMMapHOe KOJIM4eCTBO 3TUX JIEKapPCTB.

AHTMeTabonuThl
AHTMMETabonuUTbl MELLaT UCMONb30BaHMUIO
«CcTpounTenbHbix 6rokoB» [JHK Bo BpeMs ee cnHTesa.

BoOT cnncok HeKOTOpLIX aHTUMETabOIMTOB, UCMONb3YEeMbIX
npv neveHun OMJT;

> umTtapabuH (Lutosap-U®);

> knagpubuH (Jleictatnn®);

> nynapabuH (dnynapa®);

> knodbapabuH (Knonap®);

» METOTpeKcar.

B coctaB KOMOUHMPOBAHHOMO IMNOCOMAabHOTO
npenapata Bukceoc/Vyxeos™ BxogsT uMtapabuH
1 gayHopyOULMH — aHTUMETabonuT U aHTPaLMKIVH.



Xnmmotepanus

LintapabuH

LintapabuH (umtosmH-apabuHoang, Ara-C) Bxogut

B COCTaB MHOTMX pexunmMoB Tepanun. OH UConb3yeTcst Kak
cam no cebe, Tak U B CO4ETAHWU C APYrMMU NpenapaTamMu.
Bo3moXHO ofHOKpaTHOE BBeAeHWe LuTapabuHa, ecnm
HY>KHO CHW3UTb O4EHb BbICOKMI YPOBEHDL NENKOLIMTOB.

LiutapabuH ncnonb3yetcs B pasfnmMyHbIX AO3VPOBKaX:
> CcTaHgapTHas;
> Bblcokas (BJ);
> MPOMEXyToYHas;
> Huskas (HO).
[lo3a, KOTOpyto BaM Ha3Ha4art, 3aBUCUT OT MHOIMX

hakTopoB. Bbl MOXeTe 3agaTb Bpayy BOMPOCHI
0 NOAPOBHOCTAX NPEACTOALLErO NeYeHNs.

» Kakyto 0osy npenapata g 6yay nony4vatb?
» Kak 4acto oH OygeT BBOOUTLCA?
» CKonbko notpebyercs LMKNOB nevyeHns?

» MHe HyxHo BygeT HaxoauTbesa B 6onbHULE?
Ecnu pa, To kak ponro?

Jleviko3Hble kneTkn npy OMIT moryT oBHapyxuBaTbcs

B XXMAKOCTU, OMbIBatOLLEN CIMHHOW M FOIOBHOW MO3,

1 B TaKOM criyyae Ons feyveHus ucnonb3yeTtcs uurapadbuH
U1 MeToTpekcat, BBOAUMbIA B CNIMHHOMOSIOBYIO
XMOKOCTb. OTO Ha3bIBaETCH UHTPATEKaNbHOM
XumuoTepanuen.

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
OcTpbivi MMenonaHein nenkos, 2020 r.
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rI/II'IOMeTI/IJ'II/IpyI-OLLI,VIe adlreHThbl

MeTunbHble rpynnbl — 3TO XMMUYECKMe hparMeHThl,
koTopble obHapyxuBatoTcs B IHK. OHu cnocobHbI
«BKIHOYATb» U «BbIKINOYaTb» reHbl. B NenkosHbIX KneTkax
4acTo NPUCYTCTBYET CIULLKOM MHOTO METUMbHbIX Fpynn,
1 3TV NULLHKWE TPYNNbl He Aal0T reHam BKYaTbCs

W BbIKNOYATLCS.

MnomeTUnMpyoLmMe areHTbl MeLLaloT CBA3LIBAHMIO
meTunbHbIX rpynn ¢ AHK. [Ba nekapctea aToro Tuna —
deunTtabuH (JakoreH®) n asauntnavH (Bangasa®).
Bnarogaps UM «Mon4allme» reHbl CHOBa BKIMOYaTCH,
N 3TO OTKPbIBAET BO3MOXHOCTb CO3peBaHMs ans
NeNKo3HbIX 6racToB.

[MpuMeHeHMe rMNOMETUNMNPYHIOLLIMX areHTOB MOXET ObITb
XOPOLUMM BapuaHTOM A1 NOXMUIbIX UK CYLLECTBEHHO
ocnabneHHbIX NauMeHToB. 3TN NpenapaTbl Takke
3(P(PeKTUBHO BO3AENCTBYIOT Ha NENKO3HbIE KNETKN

C Mapkepamu BbICOKOro pucka. [lo Toro, kak dyayTt
BMAOHbI pe3ynbraTbl Tepanuu, OMMKHO NPONTU HEKOTOPOe
Bpems. MiHorga aTn nekapcTea NCMomMb3yTCs ANg
nogaepXuBartoLLEen Tepanuu.



TapreTHas Tepanus

TapreTHas Tepanusi — pasHOBULHOCTb CUCTEMHOWN

(TO ecTb BO3OENCTBYIOLLEN Ha BECb OPraHn3M) Tepanuu.
OTO nekapcTBeHHas Tepanusi, AeNCTBME KOTOPOW
OCHOBaHO Ha cneundu4eckmx Unn YHUKanbHbIX
0COBEHHOCTSIX OMyXOmneBbIX KNEToK. TapreTHas
Tepanusi MOXeT MUCMOoNb30BaTbCs Kak caMa Mo cebe,
TaK U B COMETAHUN C XMMUOTEpPAnMWeN.

JelicTBre NpenapaToB TapreTHoO TepanuM OCHOBAHO Ha
3HaHWUM TOrO, KaK MMEHHO OMyXorneBble KNeTKU pacTyT,
[EensiTcs U NepemMeLlaloTcs B opraHuame. 9Tu npenaparbl
NpenaTcTBytoT paboTe Monekyr, KoTopble NoMoratT
OMyXoneBbIM KNeTKaM pacTi W/UNN BbIXUBATb.

BoT cnrcok HeEKOTOPbIX NeKapCcTB TapreTHOM Tepanuu,
KOTOpble BaM MOTYT Ha3Ha4UTb!

> remTy3ymab (Munotapr/Mylotarg™);

> runTepuTnHNG (Kcocnara/Xospata®);

> 3HacuaeHn6 (Angudalldhifa®);

> unBocuaeHno (Tnbcoeo/Tibsovo®);

> copadeHub (HekcaBap/Nexavar®);

» mugocTtaypuH (Pugant/Rydapt®);

» BeHeToknakc (BeHknekcta/Venclexta™).
TapreTHas Tepanust MOXeT ObITb HanpaeneHa Ha
criegytoLime MULLEHN:

> MOBEPXHOCTHbLIN Benok-aHTureH CD33;

> MyTaumsa CBF;

> MyTaumsa FLT3 (ITD n TKD);

> wMyTaums IDHT,

» MyTaums IDH2.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.

TapreTHaa Tepanus

27

CD33

MemTy3ymab o3orammuuH — npenapat TapreTHon
Tepanuu, COeQUHEHHbIN C NpenapaToM XMMuoTepanumu.
OH cBA3bIBAETCS C NOBEPXHOCTHLIM BEMnKOM, KOTOPbIN
HasbiBaeTca CD33, 1 NpOHUKAET BHYTPb KINETKU, rae

1 BbICBODOXAAETCA XMMMOTEPANeBTUHECKMI Npenapar.
Ha mHormx nenkosHbix bnactax npucyTcTByeT 6enok
CD33, Torga Kak Ha 3penbix knetkax kposu HeT CD33,
M Ha HUX NpenaparT He JeNCTBYET.

lemTy3ymab o3oramMmmumH MOXeT NpUBECTU
K 3aMmeanieHHOMY BOCCTaHOBIEHMIO NoKasaTenemn Kposu
1 Kk npobnemam ¢ neveHbIo.

CBF

FemTy3ymab MOXeT ncnonb3oBaTbCcs B KOMOGUHaLUK

C AayHopybuumnHOM 1 LumTapabrHoM Npu nerkosax

¢ aHomanuamu daktopa CBF n gpyrnx umtoreHeTu4eckmx
HapyLUeHWsIX.

FLT3

MnTepuTMHNG unnu MMOoCTaypuH NCNOMb3YHTCA
npu nevyeHun OMIJ1 ¢ reHHbIMKU MyTaumamu FLT3-ITD
n FLT3-TKD.

CopadeHnb coBMeCTHO C a3auMTUanHOM Unu
aeuntabuHoM mcnonbayetcs npu nedeHmmn OMJ1
¢ mytauunen FLT3-ITD.

IDH1

MeocnaeHnb ncnonbayetcs npu neveHnm OMJ1
¢ myTauuewn IDH1.

IDHZ2

OHacnaeHunb ncnonbayetcsi npy neveHnn OMIJI
¢ myTauuen IDH2.



KnuHnyeckne nccrnenoBaHus

B xoQe KNUHMYECKNX UCCrefoBaHNUA YYEHbIE BbISICHSIIOT,
HaCcKorbko 6e3onacHbl 1 3hdEKTUBHBI ANS Noaen
pas3nunyHble guarHocTuyeckne n nevyebHble METOAbI.

B 4acTHOCTM, KMMHMYECKNE UCCNELOBAHNS NCMNOMb3YHTCS
Ans noucka cnocoboB NpoMnakTUKN, AMarHOCTUKN

1 fIe4eHns OHKonormdecknx 3abonesaHmn. IMeHHo
Gnarogapsi KNMMHUYECKUM UCCreqoBaHMSIM Bpavam
yOoaeTcs HaxoauTb 6e3onacHble N 3PdEKTUBHbIE CMOCO6DI
YNAYYLINTb NIe4EHNE OHKONOTMYECKUX MaLMEHTOB.

BblgensoT yeTbipe ¢asbl KNMMHUYECKUX UCCred0BaHNNA.

> LUenb uccnepgoBaHun ¢pasbl | — onpegenutb
ONTUMarnbHYI0 1 B TO e Bpems Hanbonee
GesonacHyto o3y HoBoro npenapara. Eule ogHa
Lenb — HaWTU HannyyLWKnin cnocod BBeAEHNS
nekapcTea ¢ MUHUManbHbIMY NOBGOYHLIMU
adppektamum.

> B xope uccnegoBaHum dasbil ll BbiSicHAIOT,
3P PEKTUBHO NN NIEKAPCTBO NPUN KOHKPETHOM
3aboneBaHum.

> B uccnepoBaHusx casbl Il HOBbIM NnpenapaT
CpaBHMBAETCH CO CTaHAAPTHbLIM NeYeHNEeM.

YTtobbl cTaTtb Y4aCTHUKOM KITMHNYECKOro nccrnegoBaHud,
HY>XHO COOTBETCTBOBATbL €ro yCloBUAM — KpUTepmnam
BKMNtoYeHus. MNMaumeHTsl, yyacTBylowine B KINMHNYECKOM
ncenegosaHnn, 3a4acTyro UMERT CXO4Hble
XapaKTepUucTmnkmn ©0ones3Hn 1 CocTosIHUS 340p0OBbA. 3710
HY>XHO ONnA yBepPeHHOCTU B TOM, 4YTO nobble n3MeHeHus

B NX COCTOAHUN CBA3AHbI C NleYeHueMm, a He C pasnnvnamm
Mexay naumeHTamu.

Ecnu Bbl npumeTe pelleHne 06 y4actum B KINMHUYECKOM
nccnegoBaHnM, Bam HYXXHO OydeT npoynTaTb

W nognucatb AOKYMEHT, KOTOPbIM Ha3blBaeTcs hopMon
NMHbopMUpoBaHHOro cornacus. B Hem nogpo6bHo
onuncaHo uccrnenoBaHne, BKoYast BO3MOXHbIE PUCKU

u npeumyllectaa. [laxe nocne nognucaHus 3ton popmbl
Bbl MOX€ETe B 060N MOMEHT BbINTU U3 UCCEef0oBaHMS.

Y3HanTe y Bpaden, KOTopble 3aHUMatoTCS BalLUM
nevyeHnem, OTKpbIT N B HacTosiLLee Bpems Habop

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
OcTpbivi MMenonaHein nenkos, 2020 r.
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ITorncK momxomAmiero
KJILHHUYIECKOI'0
HCCJIeMOBaHHUSA

[ns noucka MOXHO Mcnonb3oBaTb 6a3y AaHHbIX
HauunoHanbHbIX MHCTUTYTOB 3apaBooxpaHeHns CLLUA
(NIH). B Hen copepxaTtcsa cBeeHUs O KITMHUYECKNX
nccnegoBaHnaX C rocyaapCTBEHHbLIM M HYacTHbLIM
hMHaAHCMPOBaHUEM C YKa3aHWeM KOHTaKTHbIX

nuu 1 nopsigka Habopa y4acTHuKoB. MpoBepbTe

no atomn 6a3e, OTKPLIT N1 Habop B Kakne-HMbYab
KINYHWYEeCKne nccrneaoBaHust, NOCBSLLEHHbIE BalLlemy
3abonesaHuto. [1ns noncka NoceTuTe CTpaHuLy
ClinicalTrials.gov.

AKTyanbHble CBEAEHMS O KITMHNYECKMX
nccnegoBaHusax npegoctaenset MHpopmaunoHHas
cnyxb6a (CIS) HaunoHanbHOro MHCTUTYTa OHKOMOrnn
CLA. Bbl MOXeTe NO3BOHUTb B 3Ty OpraHn3aumio,
HanucaTtb Tyda Mo 3NeKTPOHHOW NoYTe Unu B YaTe.
TenedoH: +1.800.4.CANCER (800.422.6237),
BeG-canT: cancer.gov.

B Kakoe-HWOyab KNMHWYECKoe uccnegoBaHune, B KOTOPOM
Bbl MOIMY Bbl NPUHATL y4acTue. Bo3aMoxHO, Takme
nccneaoBaHns eCTb B TOM KIUMHWUKE, rae Bbl EYUTECh, Unn
B OPYrMX MeAMUMHCKUX LeHTpax nobnusoctu. Obecyaute
CO CBOMMW Bpavyamu pUCKM 1 NpemmyLlecTsa y4acTus

B KIMMHMYeckoM mnccnegoaHnm. OHM noMoryT Bam
peLnTb, CTOUT N y4acTBOBaTb.

Okcneptel NCCN nogaepxuBatoT y4acTue nauueHToB
B KIIMHUYECKMX UCCINELOBAHUAX, KOTAa 3TO N4l
BapUaHT ANsl HUX.


http://ClinicalTrials.gov
http://cancer.gov

TpaHcnnaHTauns KPOBETBOPHbIX
CTBOJOBbIX KITETOK

Mpwn TpaHcNnaHTaLumM KpOBETBOPHBIX CTBOMOBbIX

KNeToK NOBPEXAEHHbIE UMW paspyLUEHHbIe CTBOMOBbIE
KMeTKW 3ameLLatoTcs 300poBbIMU. 3aTemM U3 3TUX
300POBbIX KNETOK YOPMUPYIOTCSH HOBbIE KIETKN KOCTHOTO
Mo3ra 1 Kposu. BO3MOXHO, Bbl CribIWany TepMUH
«TpaHcnnaHTaums reMono3TMYECKNX CTBOMOBBIX KITETOK»
(TI'CK) — oH o3HavaeT 10 Xe camoe. Ewe aty npouenypy
Ha3bIBaKOT TPaHCMNaHTaumen koctHoro mosra (TKM).

Pasnuyatot aBa Tuna TpaHcnMaHTauun KpoBETBOPHbLIX
CTBOJ10BbIX KITETOK.

> [lpn ayTonorM4yHom npuMeHsTCs CO6CTBEHHbIE
CTBOJOBbIE KNETKU.

» [lpv annoreHHOM UCNOMb3YyOTCA JOHOPCKNE
CTBOJIOBbIE KIETKN.

AyTO.ﬂOFI/I'-IHaﬂ TpaHCNNaHTaunsa

AyTOMOrMYHY0 TpaHCMNNaHTaLUMIO Takke Ha3bIBaoT

BOXT (BbICOKOAO3HON XMMUOTEPANUEN) C ayTONOrMYHOM
TpaHcnnaHTaunen cTBonoBbIX kneTok unu ayto-TKCK.
CHavana y Bac 3abepyT BalLK COOCTBEHHbIE 300POBbIE
CTBOIOBbIE KNETKW. 3aTeM Bbl NOMy4nUTE Tepanuto, kotopas
npuBeAET K rmbenu KNeTok Ballero KOCTHoro Mosra. Y sam
BHOBb BBEZYT BalUW 300POBbIE COXPAHEHHbIE CTBOMOBbIE
KNeTku, YToObl «BOCCTAaHOBUTLY KOCTHbIA Mo3r. AyTo-TKCK
CpaBHUTENbHO peako ucnonbayetcs npu OMI.

AnnoreHHas TPpaHCNNaHTauuna

[Mpy annoreHHoW TpaHCNaHTaumMmn NCNONb3YHTCA 300POBbIE
CTBOJIOBbIE KIETKM, MOMyYeHHble OT AoHopa. [JoHOp MOXeT
ObITb KaK BaLUMM POACTBEHHUKOM, TaK U YY)XXUM YEMOBEKOM.
TpaHcnnaHTauusi OT 4OHOPa He NCNONb3yeTcs Ha aTane
WHOYKUMK, TO €CTb Ha NEPBOM 3Tarne NeYeHnst OT Nenkoaa.
OTO BapmaHT NeveHns, KOTOPbIA MOXET UCMOMNb30BaTLCA
ANs YHUYTOXEHNS BnacToB, OCTaBLUMXCSI MOCIE UHOYKLMN.
WMHorga annorenHas TKCK (Bbl MOXeTe BCTPETUTL Takke
HanucaHve anno-TKCK) ncnonebsyetcs npy nevyeHnm
peLnavBoB.
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OCTpbIN MUenongHbin nenkos, 2020 .

TpaHCI'IJ'IaHTaLl,I/IFI KPOBETBOPHbLIX CTBOJ1OBbIX KIETOK

29

Cpoku noncka goHopa Unu HanpaeneHnst

B TPAHCMNaHTAUMOHHBIN LEHTP 3aBUCAT OT rpynmbl
pucka. [pynna pucka, B CBOK o4epeab, 3aBUCUT OT
BapuaHta OMJ1 1 oT Toro, Kakue reHeTUn4ecKne MyTauum
0BHapyXeHbl B OMNyXOSeBbIX KreTkax.

Mepen TpaHcnnaHTaumen Bbl NONy4MTe Tepanuio,
HanpaBMneHHYI0 Ha YHUYTOXEHWE KINETOK KOCTHOro
moa3ra. [mbenb aTnx KNeTok cosgaeT nnaugapm ans
NPWXMBNEHNS OOHOPCKUX KMETOK, a Takke ocrnabnset
BaLly MMMYHHYIO CUCTEMY, YTOObI HE MPOU3OLLINIO
OTTOPXEHWUS AOHOPCKUX KIETOK.

I'Ile noAroToBke K TpaHCcniaHTauynun MOXeT
ncnonb3oBaTbCA OOUH UMM HECKOJbKO npenapaToB
XuMmoTtepanuu. MHoraa K XnMuoTtepanum nobasnsietca
TaKkxe Jny4yeBasd Tepanua.

Mocne Toro kak BaLlUu KMETKU KOCTHOrO mMoara byaert
YHUYTOXEHbI, BaM BBEAYT JOHOPCKUE KNETKU. U3 Hux
6yayT 0bpa3oBblBaTLCA HOBbLIE 340POBbIE KIETKM KOCTHOIO
mosra. OHu Toxe OyayT 6opoTbesi ¢ Bnactamu, He
YHUYTOXEHHbIMW NPefLUIecTBYIOLLe Tepanueil.

Bo3MoXxHble No60o4HbIe 3hheKTbl

Y noboro neyveHust ectb NoboYHble adhdpekThl. Bpaun
OyoyT KOHTPONMPOBAaTb, HET NN Y Bac MHMEKUMI, peunanea
UNn peakumm «TpaHcnnaHTaT npotus xo3aunHay (PTT1X).
Mpu PTTIX goHOpCKME KNETKM aTakyloT HOpMaribHble
300pOBbIE TKaHW BaLlero opraHuama. [na 6opsbel ¢ PTIX
NCMOMNb3yITCS pasnuyHble BUAbI NeveHns. 3agaBavite
Bpady BOMPOCHI 0 BO3MOXHbIX MOBOYHBIX adhchekTax

n ocnoxHeHnsix TKCK, a Takke 0 TOM, Kak OHU MOryT
MOBMNUATb Ha KA4eCTBO BaLLEW XNU3HW.



KpaTkoe conepxaHue pasaena

> XVIMVIOTepal'IVIFI YHUYTOXaeT 6bICTpO pensdumecd

KMEeTKW Mo BCeMy OpraHvM3My — Kak OnyXxoneBble,
Tak 1 300pOBble.

[enicTBue npenapartoB TapreTHoOM Tepanmm
OCHOBAaHO Ha 3HaHUW TOro, Kak UMEHHO ONyXorneBble
KNeTKW pacTyT, 4enaTca 1 nepemMeLlarTcs

B OpraHusme.

[na Bac moxet ObITb Ll,enec006pa3Ho yyvyacTtue
B KINMNHN4YECKOM nccneaoBaHnn, ecrnn eCtb Takada
BO3MOXXHOCTb.

Mpw TpaHcnnaHTauum KPOBETBOPHbLIX CTBOSOBbIX
knetok (TKCK) KneTkn KOCTHOrO Mo3ra, NopaXKeHHbIe
GonesHbto, 3aMeLLaTCs 300POBbLIMM.

1

KpaTtkoe cogepxaHue pasgena

ITocTapaiTech
IIOJIYYHUTEL TEPAIIHIO
B IIEHTpeE, I'Ie eCTh
OO0JIBIIOH OIBIT
JIEYEHHU A JIEMKO30B
H I'Ie BpauyH
CIEIIHUAJIUSHPYIOTCHA
Ha BaIIeM
KOHKPETHOM
3ab0JIeBaHHH.

«Y MeHd 6blJIa ,IPOCTYIa“, H MHE HUKAK He CTAHOBHJIOCH Jiydme. Bpau

HaIllIpaBHJI ME€HSA HA aHAJIHU3 KPOBH, & SaTEM IIOSBOHHJI H CKaS3aJI: Y ME6HSA

CKBEPHBblE HOBOCTH, Bbl 0O0JILHBL JIEHK030M. f TOroa COBCEM HE IIOHHMAJI,

YTO TaK0e JIEHKOS3».

— MsTT
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B0O3MOXHbI€ OTBETbLI HA NIeYEHMEe

[Mpy OMJT uenbto neveHns siBnsieTcs Bo3MOXHble OTBETbI HA NeYeHne
OOCTUWXeHune rnoJyiHoro oteeTa, uin
NONHON pemmuccun. NNeueHne OMN (l/l ero OTBeTbl Ha neyeHne MoryT GbiTb pasHeiMu. Korga Bce

pa3nmnyHbIX Bapl/laHTOB) OEINMNTCA Ha
aTarnbl. Tpl/l aTrana Tepannn — NHOYKUun4,

npu3Haku 3aboneBaHNs NcYe3atoT, 3TO HasbIBaeTCs
MONHbLIM OTBETOM UMK MOMNHON pemuccueit. ITo He Bceraa
o3Ha4aeTt, Yto OMJ1 nonHocTblo nanedyeH. Pemucecus

KOHCOIMaauuna n nogaepxueatrowiasn MOXET BbITb HENPOAOMKUTENBHOI (BPEMEHHOIA) Unn

Tepanusi.

NPOACIKUTENBHON (MOCTOSIHHON).

PasHble Tvnbl nonHom pemuccun (MP) nepeyncnetsl
B CMpaBOo4HOM Tabnuue 2.

CnpaBo4Hasa Tabnuua 2.

MonHasa pemuccus, TUNbI U onpeaerieHus

Mopddonorunyeckas

He TpebytoTcst nepenvBaHns KpoBu
AbcontoTHoe yncno HenTpodunos (A4H) npesbiwaet 1000/mMkn
Yucno TpomboumnTtoB He meHee 100 000/mkn

Mpw nccnenoBaHMM KOCTHOMO MO3ra Mo, MUKPOCKONOM OGHapyXMBaeTcsl MeHee
5 npoueHToB (5 %) 6nacTtoB

Het NPU3HAKOB 3KCTpamMeaynnapHoro (BHe KOCTHOIo Mosra) nopaxeHunq

LuToreHeTnyeckasn

HopmanusoBanuch pesynbratbl LMTOrEHETUYECKUX CCNENOBaHNI (KapuoTMnMpoBaHne
n FISH), koTopble paHee nokasbiBany OTKIOHEHUS

MonekynsipHas

MLP-nccnepgoBaHme He yka3blBaeT Ha NPUCYTCTBUE OMYXOEBbIX KIMETOK B KPOBU UINK
KOCTHOM MoO3re

OueHka monekynspHou pemuccum npy OMNJT gomkHa NpoBoaUTLCA Nocne Tepanum
KoHconuaauum

OueHka monekynspHou pemuccun npu apyrx sapmantax OMJ1 (kpome ONJ1) gonxkHa
NpoBOAUTLCA MOCre Tepanun UHOYKUUM

MonHasa pemuccus
C HEMNoJIHbIM
remMaToniorm4eckum
BOCCTaHOBINEHNEM
(CRi)

Menee 5 npoueHToB (5 %) 6nactos
AYH meHee 1000/mMkn nnn TpomoéoumnTbl Hke 100 000/Mkn
MepennBaHUsA KPOBW HE HYXXHbI, HO COXpaHsSeTCs umToneHus (4eduunT KNeTok KpoBu)

* ,El,a>|<e HEMOJHbIN OTBET MOXET ObITb 3HAYUMbIM, B 3aBUCUMOCTU OT Tepanun.
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B0O3MOXHbI€ OTBETbLI HA NIeYEHME

Pasnuuatot cnegytoLive Buabl NOMHOrO OTBETA. » C HenosiHbIM reMaToNorMYecKum
BoccTaHoBneHuem (CRi) — To ecTb ¢ HENOMNHON
> Mopdonornyecknin. Peub naet o CTPYKTYpPHbIX HopManu3aumen nokasarenemn KpoBu.
0COBEHHOCTAX KNETOK, TaKUX Kak pasMmepsbl
n cbopma. Mpun OMJT namepsieTcs Takke KONMYECTBO Mpn nonHon pemuccnn BepHbl BCe HUXKecneayoLme
KNneTok KpoBu. NMpu nonHon mopdonornyeckon YTBEPXOEHUS:

pemuccmnmn nccnegosaHme nog MUKPOCKoNnom
obHapyxunBaeT meHee 5 6nactoB Ha 100 kneTok
KpOBM B KOCTHOM Mo3re. Takke HET Npu3HaKoB > nokasaTenu KpoBWM HopMarnu3oBasmchb;
3KCTpaMeaynssipHOro nopaxkeHnst — 310 03HaYaer,

YTO B APYrMX OpraHax BHE KOCTHOrO MO3ra HeT

NPU3HaKOB OMyXOrn.

» nocre fevyeHns HeET NPU3HaKoB NenKosa;

» B KOCTHOM Mo3re He 6onee 5 npoueHToB (5 %)
6nacToB, Unu, NHLIMK CroBamm, MeHee 5 GnacToB
Ha kaxgable 100 KNeToK KpoBMW.
» LlnToreHeTnyeckuinn. 31o oTHOCUTCS

K XPOMOCOMHbIM U3MEHEHNSAM, KOTOPbIe Opyrue onpegeneHus, KOTopble MOryT UCMOMNb30BaTbCA
BbIABNAOTCA NOCPEACTBOM KapuOTUNUPOBaHKA Unn npv onNMcaHun OTBETA Ha NleYeHne, NepPeUncrneHsl
FISH. Mpwn nonHow pemrccnmn nocne nevyeHns He B CMPaBOYHON Tabnuue 3.

06Hapy>KI/IBaIOTCﬂ XPOMOCOMHbIE aHOMaltnn.

» MonekynsapHbIn. OTHOCUTCS K Genkam 1 reHam.
MonHasa pemnccrsa 03HaYaEeT, YTO NPU3HAKK
3aboneBaHus He 0GHapyxuBatoTca Mmetogom lMLP
HU B KNETKax KPOBM, HA B KOCTHOM MO3re.

CnpaBo4Has Tabnuua 3.

Onpep,eneva APYrmx BO3MOXHbIX OTBETOB Ha Jie4eHue

OTtcytcTBUE
Mopdonornyeckmnx » B kocTHOM mo3re meHee 5 % BnacTtos
npu3HaKkoB * HeT npu3HakoB aKCTpameaynnsapHOro NopaxKeHms
nenkosa
e T * B o6pasue KkoCcTHOro Mo3ra, Nosly4YeHHOM NyTem acnupaumoHHon Guoncum, Yncno bnacrTos
YMEHbLLUNMOCh HANoMoBMHY U Tenepb HaXo4MTCA B AnanasoHe Mexay 5% un 25%

pemuccusa

* HopmanbHble nokasaTenu KpoBu
Peungus nocne » BnacTtbl BHOBb NOSIBASKOTCSA B KPOBW MUnn 6onee 5 % 6rnactoB obHapyXnBaeTcst B KOCTHOM
NonHoOM pemMmuccum Mo3re (He No MNpPUYUHE NEeYEHUs NN IKCTPaMeaynNAPHOro NopaxeHus)
HeaddbekTnBHOCTBL + [lonHbIN OTBET HE AOCTUIHYT NOCNE Kak MUHUMYM OBYX KYPCOB MHTEHCUBHOW Tepanunm
UHAOYKUUU WHAYKUMK
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OTanbl nevyeHunsa

EcTb Tpu aTana nevyeHus: MHOyKUMSA, KOHconMaauums
1 nogaepxuBatoLlasa Tepanus.

NHaykums

MHAayKuns — aTo nepBbIn aTan nedeHus. Llenb atoro
aTana — JOCTUYb NOSHOro oTBeTa (MOMHON pemMmnccum).
WHorga aToT aTan HasbiBalT MHOYKLMEN PEMUCCUMN.

MonHas pemuccus (NOMHLIN OTBET) ObIBAET TPEX BUAOB:
> Mopdonornyeckas;
> UMTOreHeTu4eckas;

» MorekynsipHas.

Mocne Tepanumn MHAYKUMK ANA NOATBEPXKAEHNS
AOCTUXEHNs peMuccun (oTBeTa) NpoBOASATCH
nccnenoBaHnsa KOCTHOMO Mo3ra.

MuHuManbHas octaTodHasa bonesHb

O mMuHMManbHon octatodHon 6onesHn (MOB) roBopsr,
Korga nocne MHAyKUMK, kasanock Obl, AOCTUIHYTa
pemuccusa OMJ1, HO B KOCTHOM MO3re O4YeHb
YyBCTBMTENBbHBIMU NabopaTopHbIMU aHanM3amu, TakuMmm
kak MNMLP, o6HapyxnBatTCst NENKO3HbIE KIETKN.

KoHconupauus

BTopon atan neyeHns HasbiBaeTcAa koHconvaaumen. Ero
Lenb — YHUYTOXWTb BCE OMyXOreBble KMNETKM, KOTopble
MOTTIM OCTaTbCsl B OpPraHvM3ame nocre atana MHAYKLun.
OT0 HyXHO, 4TOObI NpeaoTBPaTUTL peumams 6onesHu.

K uncny craHgapTHbIX MOAXOA0B K KOHCONMAaLMm
OTHOCSTCS TpaHCMNaHTaums CTBONOBLIX KNETOK UMK
JononHuTenbHast xumuoTtepanus. Horga takke roBopsit
O NOCTPEMMUCCUOHHONM Tepanun, B COCTaB KOTOPOM MOryT
BXOAMTb KOHCONMMAaLUMs 1 nogaepxuBatoLlasl Tepanms.
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MopaepxuBaroLwwan Tepanus

MopoaepxuBatowas Tepanms MOXET ObITb TPETbUM 3TanoM
neveHus. Llenb aton Tepanuu — npegoTBpalleHne
peunausa 3abonesaHus. B ee coctas MoryT BXxoauTb
neKkapcTBa, BaKUMHbI UMW aHTUTENa, YHUYTOXaLmMe
onyxonesble KneTku. MNogaepxuBaroLLias Tepanns MOXeT
6bITb gonron n Anutbea rogamu. Ee Tarkke HasbiBatoT
MOCTKOHCONMMAALMOHHOW Tepanuei, NOTOMy YTO pedb uaeT
0 neyeHnn nocne («nocT-») KOHCOoNMaauum.

MopaepxuBatoLlas Tepanusa nokasaHa He BCEM
nauveHTaMm. Ee moryT pekoMmeHgoBaTh ncxoasa U3 Tuna
GonesHu, NPoAEeHHO Tepanuu KOHCONMAaaLMN U pucka
peunamBea.

HaGnroaeHue

Ha atane HabnoaeHnsi OTCNEXNBAOTCS BCE N3MEHEHNS
B BalleM cocTosiHuu. B nepuog HabntogeHus Bbl Oyaete
npoxoaunTb 06crnenoBaHus, YToObl MPOBEPUTL, HET N
npusHakoB 3abonesaHus.

PeunauB

BosBpalueHune nenkosa nocne nepuoga pemmccum
Ha3biBaeTcs peunameomM. Llenb nocneaytollero

neyeHnss — NOBTOPHOE AOCTKEHUE PEMUCCUN.

WHorga (B 3aBucumocTu ot BapuaHta OMJ1) GeiBaet

TakK, YTO NOrHasi PEMUCCUS HegOCTWXMMa. Bo3amMoXxHO,

Bbl OyZeTe nonyyatb Tepanuio, NpeaoTBpaLlatoLLyto
pacnpocTpaHeHne 6nacToB Ha rofloBHOM M CMIUHHOW MO3T.
PeunamB o3HavaeT o4eHb cepbe3Hyto cutyauuo. Cnegyet
MOroBOPUTbL C BpayoM O NporHo3e 3aboneBaHus.

PedpakTtepHoe TeyeHune

Ecnu npu3Haku nenkosa He ncyesnu n 6onesHb He
OTBEYaET Ha NneyeHne, roBopsaT o0 pechpakTepHOM nUnu
PE3NCTEHTHOM TeYeHnn 3aboneBaHus. OHO MOXET ObITb
PE3NCTEHTHLIM C CAMOrO Hayana nevYeHns, a MoxXeT
cTaTb TakoBbIM B xofe Tepanuun. PedpaktepHoe TeyeHne
Gone3Hn — o4eHb cepbesHas cutyauusi. Crneagyet
MOroBOPUTbL C BpayoM O NporHo3e 3aboneBaHus.



KpaTtkoe comepxaHve pasgena

KpaTkoe conepxaHue pasaena

» LUenb nevyeHus — goctnyb nonHoro oteeta. Ectb
pasHble TUMbl OTBETOB. [laxe HENOMHbIA OTBET
MOXET ObITb 3HAYNMbIM, B 3aBUCUMOCTM OT Tepanuun.

] IIosHaKOMBTECH
> VHAyKums (MHAYKUMS peMuccumn) — nepBblv 3Tan
rieqeHHs. H HaJIaIbLTe OOImeHue
> O MMHMManbLHOM ocTaTo4Hol 6onesHn (MOB) C BpadvaMH, KOTOPble
roBopsT, korga pemuccus OMJ1, kasanoch Obl, GY,D:YT BaC JIEYHUTD

AOCTUrHYTa, HO O4eHb YYBCTBUTENbHbLIE aHaNM3bI
0BHapyKu1BatoT OnyxoneBble KNeTKM.

> KoHconuaauwms, unm nocTpeMmnccmMoHHast
Tepanusi, — BTOPOK 3Tan feyeHusl.

> MogpepxwuBatoLas, Unm NocTKOHCONMAaLMOHHaSs,
Tepanua — TPETUI 1 NocneaHWn aTan neyeHus.

> B nepuon HabnoaeHns OTCNeXnBalTCs BCe
N3MEHEHNA B COCTOAHUN NaLneHTa.

> BosBpalleHne nerkosa nocne OCTMXKEHUS
peMnccun HasblBaeTcs peLuanBoMm.

» Ecnu nerkos He 0TBeYaeT Ha fevyeHue, roBopar
0 pedhpaKTEPHOM UMK PE3NCTEHTHOM TEYEHNM
3aboneBaHus.

91

«MeHd JIEUHJIa IPEeKPacHaA KOMaHIa MeTuKOoB. OHH Bcerma,
TOBOPHJIH O TOM, YTO HMEHHO OHH CEHYaC INeJIaI0T, ¥ OblJIH OYEHb

BHHMATEJIbHB1».

— JIsr0
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EcTb pasHble BapmaHTel OMII.

OOHUM N3 HUX ABNAETCS OCTPbIN
npomuenounTapHbeli nenkos (Or1J1).
OTl1J1 Bo3HMKaeT, koraa doparMeHTbl
xpomocom 15 n 17 otgenatorca

OT CBOMX XPOMOCOM U MEHSIOTCS
mecTtamun. B pesynsrate oopMmnpyoTcs
ABa XMMepPHbIX reHa, KOTopble HOCAT
Ha3BaHus PML-RARA n RARA-PML.
Ecnun y Bac HangeH reH PML-RARA, Bbl
Bynete nonyyaTtb Tepanuio No NoBoay
OTr1J1. BmecTe ¢ Bpaydom Bbl CMOXETE
BblOpaTb ONTUMarnbHbIV MfaH Ne4YeHus.

Obwue ceBegeHus

OcTpbivi npoMuenountapHbiv nevikos (OMNJ1) — pegkun
BapvaHT OMJI. 3TOT AnarHo3 onpegenseTcs NPMMEPHO
y ogHoro u3 gecsatu naumeHtos ¢ OMJ1. Ecnu He neunTb
OflN, cocTtosiHue MOXeT BbICTPO yXyawWnTbLCs 1 6onesHb
npueegeT k cmept. OgHaKo CyLlecTBytoLLaa Tepanus
nossonset usnedmnsatb OMNJ1 gaxe valle, yem gpyrue
BapuaHTbl OMJ1. Ana nevennsa ONJ1 ncnonb3syetcs
MONHOCTBIO TPaHCc-peTnHoeBas kucrota (all-trans retinoic
acid, ATRA) B coyeTaHum ¢ Apyrummn npenapartamu.
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JdunarHoctuka

MepBuyHbIM gnarHos OlNJT moxHO noaTBEPANTL
XPOMOCOMHbIM UccregoBaHneM, Takum kak FISH nnm
MUP. OMJT MoXHO OLICTPO AMArHOCTMPOBATh U HavaTb
neveHve BykBanbHO B TEH4EHNE HECKOSBKMX YacoB.

OTr1J1 Bo3HuMKaeT, koraa parMeHTbl XpoMocom 15

1 17 OTpbIBAKOTCH U MEHSAIOTCH MECTaMu — Takoe
N3MeHeHne HasblBaeTca TpaHcnokaunen. KOHKpeTHO aTa
TpaHcnokauus obo3HavaeTcs kak t(15;17). B pesynerate
nony4vatoTcs ABa «CNMBLLMXCA» (XUMEPHbIX) reHa. OHu
HasblBatoTcs PML-RARA n RARA-PML. Ecnn y Bac
HangeH reH PML-RARA, Bbl BygeTte nonyyartb Tepanmio no
nosoay OrlJ1. MNMocne ycnewHoro neveHuns reH PML-RARA
He O0BGHapyXmnBaeTcs.

Ons OlJ1 xapakTepHbl KPOBOTEYEHUS, KOTOPbIE MOTYT
oKa3aTbCsi cMepTenbHbIMK. [ToaToMy, ecnu y Bpava
BO3HUKHET nofo3peHue, yto y Bac OlJ1, Bam cpasy xe
HasHayat npuem TpetuHouHa (ATRA). OH nomoxeT
OCTaHOBUTL KpoBoTedeHue. Ecnun xxe grarHos OlMJ1

He noaTBepAmTCS, Bbl NPOCTO NPeKpaTuTe npuem
TPETMHOMHA.

YTto aBnsieTca npuyunHon ONMJ?

B 6onblumHCTBE cnyyYaes npuynMHa Bo3HWKHOBeHWs ONJ1
HeusBecTHa. VIHorga crniyyaetcs, YTO HeKoTopble BMAbl
Tepanuu nNo NoBoAy ApYrMx OHKonornyeckmx sabonesaHuii
BbI3biBatoT OlMJ1 — Torga roBopsaT O nenkose,
MHOYUMPOBaHHOM NpeaLlecTByoLLen Tepanven.



BapwvaHTbl Tepanun

BapuaHTbl Tepanuu

Mpu neyexHmmn OMJ1, B 0OTNNYME OT APYrMX BApUaHTOB
OMI1, ncnonb3yeTcs NOMHOCTLIO TPaHC-PETUHOEBAS
kucnorta (all-trans retinoic acid, ATRA). YacTo ee
NPUMEHSIIOT B COMETAHUM C TPUOKCUMAOM MbILLbSIKA.

O1n npenapartbl cneundunyHel gns OrMJ1. Bmecto ATRA
UM TPUOKCKAA MbILLbSIKA MOXET UCMOMb30BaTbCH
remMty3ymab, npenapar TapreTHou Tepanun. Takke
BO3MOXHO MCMOMNb30BaHNE XMMUOTEpanmu.

ATRA

MonHocThio TpaHc-peTnHoeBas kucrota (all-trans retinoic
acid, ATRA) cuHTesupyeTtcsa opraHnaMom n3 BuTammHa A.
Ho ee nonyyatoT Takke n B nabopatopuv Ans nevyeHus
yrpeBon 6onesHn n OlNJ1. 3TOT NpenapaT OTHOCUTCSA

K Knaccy peTMHOWAOB; eLle ero HasblBalT TPETUHONHOM.
TpeTvHoWH Bo3aencTByeT Ha bnacTtbl npu OMJ1, BeIHYXaas
MX CO3peBaTh ¥ NpeBpaLLaTbCs B HOPMarnbHble KNeTKU.

Tepanusa TpetuHonHom adpdektnsHa npu ONMJ1. Oaxe
cama no cebe oHa MOXeT Bbl3BaTb MOMHbIA OTBET (MOMNHYO
pemuccuio) y 6onblumnHcTBa 3aboneBlunx. OgHako aTo
OyOeT kpaTKOBpEMEHHbIN OTBET. [oaToMy ANg ynydweHus
pe3ynsratoB k ATRA HyHO fo6aBuTb Apyrve nekapcTaa.

Tpuokcmpa Mbiwbsika (TpuseHokc/Trisenox®)
Tprokena Mblwbsika (arsenic trioxide, ATO) Bbi3biBaeT
rmbenb onyxonebix kneTtok npu OMNJ1. MNpn pobasneHun
K ATRA OH yny4iaeT pesyneratbl Tepanuu: 6onbluee
KONMMYECTBO NENKO3HbIX KIETOK NOrMbaeT 1 y MeHbLUErO
yucna nauneHToB CryvyaeTcs peumaus.

TpaHcnnaHTauus KPOBETBOPHbLIX CTBONOBLIX
KNeTokK

Ecnu gocTurHyT oTBET Ha NneYeHne, Ho ero ypoBeHb

HVXE MONEKYMSPHOTO, B Ka4ecTBe MeToaa fnevyeHuns
MOXET paccMaTpuBaTbCsa ayTonormyHas TpaHcnnaHTauus
remMornoaTUYeCKUX CTBOMOBbLIX KNeToK. [dpyrMmum cnosamu,
ecnv npu MNUP-uccnegoBannn Bce elle 0OHapy>XMBaKTCS
npuaHakm OlMJ1, BO3MOXHbIM BapuaHTOM fie4eHunst
ABNAETCA TpaHCcnnaHTauus, npyu kotopon dyaoyT
MCMONb30BaTbCS BallmM COOCTBEHHBIE KPOBETBOPHbIE
CTBOJIOBbIE KNETKN. B 3aBUCMMOCTM 0T 06CTOATENBLCTB
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MOXEeT paccMaTpunBaTbCA TakXXe BO3SMOXHOCTb
TpaHcnnaHTauun oT AOHOpa — HanpumMmep, OT reHeTu4eckn
COBMECTMMOIo 6paTa UInn cecTpbl.

ST1anbl nevyeHusd

Otanbl neveHns OMJT — nHAayKUUA, KOHCONUAAaLMS
1 nogaepxuearoLasa Tepanus. JleueHne MoXeT AnUTbCs
HECKOIbKO NeT.

UHaykums

MHOyKums — 3To nepBbiit aTan neyveHus. 3agaya atoro
aTana — yMeHbLUUTb Y1cro 6rnacToB M JOCTMYL pemmuccum
Or1J1. 3T0T 3Tan nHoraa Takke Ha3bIBaKOT MHOYKUMEN
PEMUCCUN, TaK Kak Lierbto ABNAETCS UMEHHO PEMUCCUS,
WNW MOSHbIA OTBET.

BoamoxHbI crnegytoLme Buabl NONHOro OTBETa (MONHON
pemMuccun).

» Tepanusa MHAYKLMU YacTo BbI3bIBAET pe3koe
CHWXeHue Yncna 6rnacToB. 3TO NOMHbIN
Mopconornyeckum oTeer.

> Ecnu nepecraet obHapyxuBaTbCs TpaHCnokauus
hparmeHTOB Xpomocom 15 1 17, 1o ectb 1(15;17),
3TO 03HaYaeT NOMHbIA LUTOreHEeTUYECKUA OTBET.

» TlonHbIN MONEKYNAPHbIA OTBET OObIYHO
OOCTUraeTcsl nocne LUUMTOreHeTUYECKOro oTeeTa.
MonekynsipHbIA OTBET onpeaensieTcs kak
otcyTcTBue reHa PML-RARA — TO eCTb 3TOT reH
bonbLue He 0OHapyxMBaeTca Npu aHanusax. Yacto
ONst JOCTMXKEHMS MONEKYNSIPHOTrO OTBETa TpebyeTcs
Oonee gonroe neyexHue.

> Korga HeT HYKaKux NpU3HaKoB U CUMMTOMOB
3aboneBaHusl, rOBOPST O MOMTHON PEMUCCUMN.



OTanbl nevyeHus

MccnegoBaHmMsa KOCTHOMO Mo3ra

YT1o6bl NOHATL, HACKONbKO 3hPEeKTUBHONM OKasanach
Tepanusa MHOYKUMK, HYXXHbl aHanunabl 06pas3uos
KOCTHOro Mo3ra. VIx cnegyeT NnpoBOAMTb He paHee
YyeM Yepes 28 gHen nocne Havana nevyeHus. Ecnum mnx
npoBecTu paHblue, reH PML-RARA MOXeT Bce eLle
o6HapyxumBaTtbca. Ytobbl neveHne cpabortano, HyXHO
BPEMSI; KPOBb TOXXE BOCCTAHABIIMBAETCS HE Cpaasy.

C NoMOLLbI0 aHaNM30B KOCTHbIN MO3r GyaeT NpoBepsATLCS
Ha npucyTcTBMe BnactoB. Ecrnn ux Het, MOXHO
NpekpaTUTL Tepanuio UHAYKLUUM, YTOBbI KOCTHBIA MO3T MOT
BblpabaTbiBaTb HOBbIE KNETKW KPOBU. ITO HasbiBaeTcs
BOCCTaHOBMNeHWeM. Ecnu BnacTbl ecTb, MOXHO
NPOJOMKMTbL TEPANMIo 1 MOBTOPUTL aHaNU3kbl Yepes
Hepenio.

KoHconupauus

BTopon atan neyeHnsa HasbIBaeTCA KOHCONMAAUNEN.

Ha aTtane KoHconMaaumm yHUYTOXaTCA Te bracTsl,
KOTOpble OCTanucb Nocne Tepanun MHayKumn. Yacto
npw KoHCoONMAauumn NCNonb3yTCA Te Xe NekapcTaa, YTo
W paHbLUe. Pe3ynstatom KoHconuaaunm MOXeT cTaTb
NPOOOMKNTENbHBIA MOMNEKYNSPHbLINA OTBET.

Mpwn yposHe nenkounTos cabiwe 10 000/mMkn Havany
KOHCcONuUaaumnm MOXeT npeaLecTBoBath fnombansHas
NyHKUuusi. HekoTopble BUAbI Tepanum KOHCONMAALMN MOTYT
ObITb TOKCMYHBIMK AN cepaua. Nepea Havyanom Tepanuu
Bpay MOXET NPOBEPUTb, HACKOMbKO XOPOLLO paboTtaeTt
3TOT opraH. Bo3amoxHo, Bbl ByaeTe nonyyarb 1 nekapcraa
Ans nogaepxku cepaua.

Mo okoH4YaHUKM kKoHconuaaumm 6epeTcsa obpasel, KpoBuU
n nposoauTca uccneaosanue MNMLP, 4tTobbl nogTBEPANTL
MOSEKYNSIPHYIO peMuccnio. B criyyae pexuma tepanmm
ATRA/MbILWbSIK CTOUT B3siTb aHanu3 Ha MNLP Ha cpoke
TpU-4YeTbipe Mecsua B Xode KoHconuaawmu.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.

39

MonekynspHo-reHeTu4eckne aHanusabol
YTo6bl M3MepUTL OTBET NOCNEe Tepanuu KoHconuaaumm,
HY>XHbl aHanu3bl 06pasLoB kocTHoro moasra. MNUP ykaxet
Ha npucyTcTBue unn otcytcteme reHa PML-RARA. Ecrin
reH PML-RARA o6HapyxwusaeTtcs, lNLP-nccnenosanune
NOBTOPMUTCS B Bnnxawniime YeTbipe Heaenu.

MopaepxuBaroLwwan Tepanus

MopoaepxuBatowas (NOCTKOHCONMAALUMOHHANA) Tepanns —
nocnegHuin atan neyexus. Ee uens — npognutb ycnex
npeALLecTByOLWEro fieyeHns. BoamoxHo, Bam npegnoxar
TO Xe camoe fneyeHne, Ho ¢ Gornee HU3KUMK Jo3amMu
nekapctB. [MNopaepxuBaroLLas Tepanys MOXeT AUTbCS
1-2 roga vnv gonblue.

HekoTtopble pexumbl nedeHms OlMJ1 BkrtovatoT B cebs
nogaepxueatoLlyto Tepanuto. Cnpocute Bpaya, BXoguTt
1NN OHa B Ball PeXuM fe4eHuns.

91

«BHOIICHA KOCTHOT'O MO3ra, — He
OYEHBL-TO IPHATHAA MITYKA. f OblJIa
paza, KOrIa BblACHUJIOCH, YTO OHA,

MHe 60JIbIIIe He TpeOyeTc».

— Ponuna,



[pynnbl pucka

[pynnbl pucka

He Bce nauneHTbl ¢ OlNJ1 nony4aoT 0gMHAKOBOE NeyeHve.
Bpauu cocTtaenaoT nnaH fnevyeHns ¢ y4eTom Ballen
rpynnel pucka. OTHeCeHWe K OAHOW UNnn Apyromn rpynne
3aBWCUT OT YPOBHS NENKOLUTOB B MOMEHT NOCTAHOBKU
AnarHosa.

BblgensitoT ABe rpynnbl pucka:

> rpynna HU3KOro puckKa: ypoBeHb NeKoLUTOB
10 000/MKN nnn HKXe;

> rpynna BbICOKOro pUcKa: ypOBEHb NTENKOLUTOB
npesbiwaet 10 000/mkn.
B rpynne BbICOKOro pucka feyeHne HazHa4aeTcs C y4eToM
crnegyoLwmx GakTopos:
> HEeT KapAMonornyecknx npobnem;

» eCTb kapamornoruyeckune npobrnembl (Takne kak
Hu3kasi ppakumsi Beibpoca unu yanuHeHne
nHtepsana QTc).

CnpaBo4Hasa Tabnuua 5.

Fpynna HU3Koro pucka

B rpynne HU3Kkoro pucka npeanodtutenbHasa Tepanus
NHAyKUMKM BKItovaeT B ceba ATRA, Tprnokeua mbllwbska
1 cumMnTOMaTUYeckyto Tepanuio. Ecnv npumeHeHve
TpuYoKcuaa Mbllbska HEBO3MOXHO, AN Tepanuu
WHAYKUMM MOXHO mcnonb3osaTtb ATRA ¢ ngapybuuuHom.

[o Hayana Tepanuu KoHconMAaaLumMm Bam NpoBeayT
acnupaumoHHyto Groncuto 1 TpenaHobnoncu KOCTHOrO
Mo3ra, YTobbl NoaTBEPANTL pemumccuto. Ecnu Bl
nony4anu TpMokcua Mblllbsika, y Bac byaet nepepbiB

B JIe4eHMU, YTOObI KPOBb MOT1a BOCCTAHOBUTBLCS.

Cwm. cripaBoyHyto Tabnuuy 5.

KoHconuaauunsa MoxeT BKMoYaTth B ce6s 0auH Unm
HECKOIbKO U3 CrieaytoLLmMX NpenapaTos:

> ATRA;

> TPUOKCUA MbILLBSKA;

> remTy3ymab.

prnna HU3KOIro puckKa: BapuaHTbl MHOYKUUN U nocnenylou.l,eﬁ KOHCconngauunm

UHaykuns

KoHconuaauusa

ATRA nnitoc

TPUOKCUA MblLbSKA

1 cumnTomaTtuyeckas Tepanus
(MpegnoyTUTENbHBIN BapuaHT)

AcnupaumoHHas druoncus n TpenaHodmoncmsa KOCTHOro Mo3ra Ha 28—35-11 feHb,
=) [0 Hayana npumMeHeHns ATRA c TpMoOKCMOOM Mbllbska. Bmecto ATRA nnu
TPMOKCHAA MbILLbSAKA MOXET UCMONb30BaTbCs reMTy3ymab

Ecnu npuMeéHeHne MblllbsKa HEBO3MOXHO

lMocne BoccTaHOBNEHUA NokasaTenemn KpoBmn HadaTb npumeHeHne ATRA

ATRA nnioc upapy6uumt —)
€ ngapyouumHom

¢ ngapybuumHom, 3atem ATRA ¢ MUTOKCaHTPOHOM, 3aTeM cHoBa ATRA

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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lpynnbl pucka

pynna BbICOKOro pucka OTcyTCcTBME Kapanonorndecknx npodnem
MaumeHTam K3 rpynnbl BbICOKOrO pyucka Tepanuio [ns rpynnbl BEICOKOro pucka 6e3 Kapamnonormyeckmnx
Ha3Ha4yalT C y4ETOM TOro, €CTb NN Y HUX npobrem NpeanoyTMTENbHBIN BapuaHT Tepanum
Kapauonornyeckme npobnems! unun sabonesaHus. B nHaykumm — 31o ATRA ¢ TpMokenaom Mbillbsika

nobom cnyyae mucnonbayetca ATRA. Mocne Tepanum 1 npenapatom nnbo xumuotepanum (MaapyobmunHom),
WHAYKUMM Ha 28-1 AeHb NPOBOAATCS acnmpaloHHas nmbo TapreTHol Tepanun (reMTy3ymabom).

6uoncua n TpenaHobroncms KOCTHOrO Mo3ra C Liefibio Cwm. cnipaBoyHyto Tabnuuy 6.

onpeaeneHns u noaTeepxaeHnsa pemmccum. BoamoxHo,

Bpay peLuunT NpoBecTn BaM NtoMbanbHy0 NyHKUUIO A0 [pyrve pekoMeHO0BaHHbIE BapnaHThl NeYeHNs yKasaHbl
Ha4ana koHconuaaumm. B CIPaBOYHON Tabnuue 7.

CnpaBo4Hasa Tabnuua 6.

prnna BbICOKOIo pucka: npeaonoytutesibHblie BapuaHTbl Tepanuun

Muaykuus KoHconupauusna

ATRA nntoc nagapybmumH

=) ATRA 1 TpUoOKCUA MbllbsIKa
1 TPUOKCUA MbILLbsIKa

ATRA nntoc Tpmokeung mMbllibska ; ATRA v Tpmnokena mbiwbska. Bmecto ATRA nnm Tpuokenga mbllibsika MOXeT
1 remTy3ymab MCnonb3oBaTbCcs remTy3ymad

* MMocne Tepanuu UHAYKUUK: Ha 28- feHb NPOBOASATCA acnuMpaunoHHas buoncust n TpenaHobmnoncust KOCTHOro Moasra,
4YTOObI NOATBEPANTL peMUccHio. BoamoxkHO npoBeaeHne noMmbanbHOM NyHKLUM A0 HaYana KoHconuaaumu,

CnpaBo4Has Tabnuua 7.

I'pynna BbICOKOro pucka: gopyrme pekomeHgyemMmblie BapyuaHTbl Tepanunu

NHaykums KoHconuaauua

m==) Tpuokcup Mbilwbsika, 3ateM ATRA nntoc gayHopyouumH

ATRA nntoc gayHopyOuumH
1 umTapabuH

\ OayHopyOuLmH nntoc uutapabuH, 3atem LmMTapabuH ¢ JayHopyouLMHOM
W UHTpaTeKanbHOW XnMmnotepanmen

N ATRA nntoc ngapybuumH n uutapabuH, 3atem ATRA nnoCc MUTOKCAHTPOH,

ATIRA nrioc nAapyBULIMH 3ateM cHoBa ATRA nntoc ngapyouumH v umtapabuH

*MNocne Tepanun NHOyKUnn: Ha 28-11 geHb npoBOOATCA acnnpaunoHHanA ovoncusa n TpeI'IaHO6VIOI'ICI/IF| KOCTHOIo Moa3ra,
YTOObI noaTeepAnTb peMnccuto. Bo3moxHo nposeneHve nombanbHom NyHKUMW OO0 Ha4Yana KoHconuaauun.
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Bbicokuin puck B coveTaHmm

C Kapauornorn4yeckumm npobnemamm

,D,J'Iﬂ nauneHToB C Kapanonorn4ecknmm np06nemaM|/| n3

rpynnbl BbICOKOIO pUCKa BO3MOXXHbl€ BapnaHTbl Tepannn
WHOYKUMM 3aBUCAT OT KOHKPETHLIX NPOoBem ¢ cepauem.

Cwm. cnpaBoyHyto Tabnumuy 8.

Ha neyeHve mMoryT noBnusiTe ABa TUNa KapAMonormyecknx
npobnem:

> Hu3kas dpakumnsa Bbibpoca. ITo 03HaYaeT,
YTO NeBas NONoBUHAa cepaua Npy CoKpaLLeHum
BbIOpacbIBaeT MeHbLLE KPOBU, YeM JOSKHA.
®pakuus BbIbpoca 3mMepseTcs C UCNoNb30BaHNEM
MHoroexogHou apTtepuorpadum (MUGA-
CKaHMpOBaHWUS) UNW axokapauorpadum;

> yAnuHeHue uHTepBana QT (unu QTc)
HabnogaeTcs, Korga cepaeyHoN MblLLE HYXKHO
GonbLue 06bIMHOTO BPpEMEHU ANS «Nepe3apsiakn»
MEXOy CepAeYHbIMU COKpaLLEHUSIMU. DTy
3NEeKTPUYECKY0 aHOMaruo YacTo MOXHO BUAETb Ha
anekTpokapavorpamme (3KT).

CnpaBo4Has Tabnuua 8.

[pynnbl pucka

MopaepxuBaroLan Tepanus

Ecnu pexum Tepanuu, KOTopbIiA Bbl MOMyYanu ¢ caMmoro
Hayana, npeanonaraeT 3Tan NoAAEpXKMBatoLLen
(moCTKOHCONMAAUNOHHON) Tepannn, TO Bam Hy>HO OyaeT
€ro NpownTK B KOHLe Tepanuu. Ee uenb — npoanutb ycnex
npeawecTByroLlero ne4yeHuns. BO3MO)KHO, BaM npeanoxar
TO )€ CaMoe JNeYeHune, Ho ¢ Gornee HU3KUMU [o3aMu
nekapcTs. [MogaepxuBatoLlas Tepanust MOXeT AnUTbCs
1-2 roga vnu gonblue. CM. cnpaBoyHyto Tabnuuy 9.

MauneHTbl rpynnbl BbICOKOro pucka ¢ Kapaunosiormn4ecCkmmu npoﬁnemaMM:
BapuaHTbl MHOAYKUUN U KOHCOoNuuaauuun

UHaykuma

KoHconupgauus

Huskasa ¢dppakums
BblOpoca

ATRA nntoc Tprokeung,
MbILLbSKA U reMTy3ymab

ATRA v Tpuokeng mblwbsika. Bmecto
m=)  ATRA UM TPUOKCUZA MbILLIBSIKA MOXET
MCNornb30BaTbCs remTy3ymad

YAnvuHeHHbIN

ATRA 6
nHTepsan QTc C remtysymabom

m=)  Tonbko ATRA unm ATRA ¢ remTysymabom

* [Mocne Tepanuu UHAYKUUK: Ha 28- fieHb NPOBOASATCA acnupaumMoHHas buoncust n TpenaHobmnoncust KOCTHOro Moasra,
4YTOObLI MOATBEPAUTL pemnccuio. BoaMoxHO npoBeaeHne nioMGanbHOM NyHKLUMW 0 Havana KoHconvaaumm.
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lpynnbl pucka

HaonrogeHue MUP pa3s B 3 mecsua B TeyeHue 2 neT pekoMeHayeTcs
Mo 3aBepLLEHUN NOAAEPKNBAIOLLEN TEPANUN HAYNMHAETCS crneaywwum nadneHTam:

aTan HabnaeHus. B xoge aToro 4nvTenbHOro nepuoaa

NPOBOASATCS UCCNEAOBaHMS ANnsa 06HapyXeHus » C BbICOKMM PUCKOM peLunaunBa;

NpU3HaKoB BO3MOXHOrO Bo3BpalleHus (peumamsa) OlMJL.
B yactHocTtu, nposoasaTtcs lMNMUP-uccnenosanna. ns
nccnegoBaHWiA MOTYT UCMONb30BaTbCA 06pasLbl KOCTHOIO
Mo3ra unu Kposw. JlekapCTBEHHON Tepanuu B 3TOT Nepunog » C HENepeHOCMMOCTbIO NOAAEPXKMUBAIOLLEN Tepanuu.
Het. CM. cnpaBoYHyto Tabnuuy 9.

» B BO3pacTe cTapLie 60 neT unun ¢ gNUTEnNbHLIMK
nepepbiBaMmn B Tepanmm KoHconuaaunm;

Mpu nonoxwutensHom pesynerate MLUP B TeveHne

4 Hepenb byget npoBeaeHa nostopHas MLP

C Mcnonb3oBaHMeM Apyroro obpasua KpoBu, YTOObI
noaTBepanTb 3TOT pesynbrat. [1onoXuTenbHbIN
pe3ynbTaT 03Ha4YaeT, YTo eCTb NPU3Haky 3aboneBaHus.
YUTobbl noaTBEPAUTL KX, 0OLIMHO NpoBOAMTCSA Broncus
KOCTHOro Mosra.

CnpaBo4Hasa Tabnuua 9.

Tepanus n HabnrogeHue nocrie KOHconNuaauum

* [pu oTpuuaTensHOM
pesynerate lMLP

HauaTb noaaepxusaroLLyo Mo sasepwernn NOBTOPSTH AECTBUS
OTpuuaTenbHpii  TePaNMIo (eciw nopaepxuBatoLLe B oTOi CTPOKE
OHa Bxoauna =) Tepanum — lMLIP- —)
pesynetar MLP B NepBOHaYarnbHbIil KOHTPOIb B TEYEHne * Mpu nonoxurensHom
nnaH neyeHust) nepvoaa fo 2 net pesynerare MLP cu.

cnepyoLLyto CTPOKY Anst
nonoxwrensHon MNMUP

« lMpwu oTpuLaTensHoOm

MosTopuTb MLIP pesynetare MNLP cm.
MonoXxntenbHbIA B TeueHue 4 Henenb, | npeablayLlyto CTPOKY
pesynsrart MNUP 4TOObI NOATBEPANTD « Mpv NoNoX1TENbHOM
NOMOXUTENbHbIN pe3ynbraTt pesynbrate MUP cm.

crnpaBo4yHyto Tabnuuy 10

* CHavana Hy>Ho noATBEPAUTb MOIEKYIAPHY0 PEMUCCHIO NMOCTEe KOHCONMAaLMu.
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Peungus

Ol MmoxeT BeEpHYTLCS NOCne AOCTMKEHUS PEMUCCUN.
Peuunaus Bo3aMOXeH 1 nocne mopdonormyeckon,

W nocne MonekynsipHov pemuccuun. Ecnu peunaus
NpoOMCXOaUT NOCne MONEKYNAPHON PEMUCCUN, PeYb
MOeT O TOM, YTO CHOBA Ha4YMHaEeT OOHapyXMBaTbCS

reH PML-RARA. Bam npoBefyT MONeKynspHo-
reHeTU4YecKMe nccrneaoBaHus, YTobbl yO4OCTOBEPUTLCS,
YTO 3TO MMeHHO peuunaus OlJ1, a He OMJ1, BO3HMKLLMI
BCreACcTBUE paHee NPOMOEHHOrO fievyeHus (To ecTb He
OMIJ1, MHAYLMPOBaHHbI NPeaLEeCcTBYOLEN Tepanuen).
[ns oueHkn MopdoNornyecKkon peEMmMCCUn NPOBOaATCS
aHanm3bl 0bpasLoB KOCTHOrO MO3ra, B3ATbIX MOCPEACTBOM
Buoncun; 4ns oLEeHKN MONEKYNSPHON PEMUCCUN —
MUP-nccnegosaHus.

CnpaBo4Has Tabnuua 10.

[pynnbl pucka

Jleuenune peumamea Ol BygeT onpenenaTbcs paHee
Nory4eHHON Tepanuen, a Takke CPOKOM peuuanea:;

> paHHWi peunamBe (MeHee Yem vepes 6 mecsues
nocrne Tepanun);

> no3gHvn peunams (6 u bonee MecsiLeB nocne
Tepanun).

Llenbio neveHns sBNseTcst NOBTOPHOE AOCTKEHME
pemuccun. 310 He Bceraa BO3MOXHO. BapuaHTbl
neYeHns Npy NepBoOM peLmnamBe ykasaHbl B CMIPaBOYHOMN
Tabnuue 10.

BapuaHTbl Tepanuu npu nepBoM peuuanBe Nocrne AoCTUXKeHUs Mopdonornieckomn
WU MONEKYNAPHOW peMuccum

PaHHuI1 peungms

* MeHee 4em yepe3s 6 mecsueB nocrne Tepanun ATRA
M TPMOKCUAOM MblIlbsiKa (6e3 aHTPaLMKNUHOB)

Tepanusi Ha OCHOBE aHTPAaLMKITMHOB COMMacHO CrpaBOYHOM
Tabnuue 6

MpepwecTBylowas Tepanusa 6e3 Tpuokcuaa
MbILWbAKa UK

PaHHui peungus

* MeHee yeM 4yepe3 6 MecsiLieB nocrie Tepanuu,
BK/toyaBLllen B ce6s ATRA nntoc aHTpauMKIUHbI

TpI/IOKCI/IJJ, MblLlbAKa

Tpuokeug mblwbaka nnoc ATRA

Tpuokeuna mblwbsika nitoc ATRA n remTysymab go
BOCCTaHOBMEHMWS NokasaTenen KpoBM C KOCTHOMO3IOBbIM
noareepXxaeHnem pemMmmccun

Mo3aHun peunaue

+ 6 n bonee mecsiueB nocne Tepanuu, BKIOYaBLLEN
B ce6sl TpMOKCUA MbilWbsKa

Tprokeng Mbilbsika

Tpurokeung mblwbsaka nnoc ATRA

Tpuokeuna Mbiwbsika Nnoc ATRA 1 (QHTpaUMKNUH unu
remMmTy3ymab) 4O BOCCTAHOBMEHUS nokasaTenen KpoBu
C KOCTHOMO3rOBbIM MOATBEPXAEHNEM pemMmnccun

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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lpynnbl pucka

Flocnenyromaﬂ Tepanus Ecnu pemucens He OoCTUrHYTa, €CTb cneaytoLime
Mo 3aBepLUEHMN NEPBOrO aTana NPOTUBOPELUANBHOMO BapuaHTbl fie4eHnA:

neyeHuns nocneaytollas Tepanua byaet onpeaensitbes

TeM, yganocb i CHOBa AOCTUYb PEMUCCUN. > y4yacTtne B KIMMHNYECKOM UccneaoBaHuMu;

» TpaHcnnaHTauusi KPOBETBOPHbIX CTBOMOBbIX
knetok (TKCK) ot 6parta, cecTpbl unu apyroro
COBMECTUMOrO JOHOpa.

B cnyyae pemuccuu Bynet npoBeaeHa Guoncus
KOCTHOrO MO3ra Ans NOATBEPXKAEHUS MOPKONOrnyecKoro
oTBeTa — 4ucno 6nacTtoB Ha Kaxable 100 KneTokK AOMKHO
CHU3NTLCA U COCTaBUTb MeHee 5. Llenbto nevenHns
SIBNSIETCS NOBTOPHOE JOCTMXKEHME pemunccnn. BapnaHTel
Tepanuu 3aBucaT oT pesynbrarta NLUP-nccnegosaxms,

a TaKkke OT TOro, SIBMNSETECh NN Bbl KAHANMAATOM Ha
TpaHCNNaHTaL M0 KPOBETBOPHbLIX CTBOMOBbIX KNETOK
(TKCK). MoxeT Takke NpoBOANTBECA XMMMOTEPaNus,
npegoTepaLllatowasn pacnpoctpaHerHmne Ol Ha
LleHTpanbHy HEPBHYH CUCTEMY — FOSTOBHOW U CMIMHHOM
mosr. CM. cnpaBoyHyto Tabnuuy 11.

B 3TOT MOMEHT LenecoobpasHo NOroBOPUTL C BPAYOM
0 NporHo3e 3abonesaHus.

CnpaBo4Hasa Tabnuua 11.

nOCﬂe,D,YI'OLI.I,aﬂ Tepanuda B 3aBUCUMOCTU OT A4OCTUXEeHUA Ui oTCyTCTBUA pemMmuccumn

* Ecnu naumeHT sBnsieTca kaHangaTom Ha

Bropas pemuccus OTpuuaTtenbHbIn TpaHcnnaHTauyuio — aytonorunyHast TKCK

(Mopdbonoruueckas) pesynetart lLIP + Ecnu He SiBNSieTcs — KOHCOnuaaums

C ucnornb3oBaHMeM TpuUokcnaa MbillbsKa
» PaccmoTpeTb BO3MOXHOCTb

WHTpaTeKanbHON XuMmnoTepanmm

(meToTpekcaT nnu utapabuH)

4nda npenorepatleHns [NonoxntenbHbIn —
nopaxeHus LIHC pesynbrat MLP

* Ecnu nauuneHT gBnsieTca kKaHauaaTom Ha
TpaHcnnaHtaumtio — TKCK ot coBmectumoro
GpaTta/cecTpbl Unu gpyroro foHopa

* Ecnu He aBnsaetca — y4vyactune B KIMHN4YECKOM
nccnenoBaHnn

* Yyactve B KNMHUYECKOM 1CCreqoBaHmm

OTcyTcTBME peMuccum
. . * TKCK ot coBmecTumoro 6pata/cecTpbl Unu gpyroro goHopa

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
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CumMmnTomaTnyeckas Teparnuda

CvmMnTomaTtunyeckas Tepanus HanpasneHa Ha
MOBbILLIEHME KavyecTBa Xun3Hu. Peub nget o npobrnemax
C CaMO4yBCTBMEM, KOTOPbIE BbI3BaHbI Kak CaMUM
OHKOMNornyecknm 3abonesaHveM, Tak U ero NeYyeHmeMm.
Takylo Tepanuio NHoOrAa HasblBaloT nanMaTMeHOWN.

JTioboe NpoTMBOONYXONEBOE fIeYEHNE MOXET
HebnaronpmaTHO CKa3biBaTbCH Ha 300pOBbLE. Takue
npobnembl HasbIBaT NOOOYHBIMU achdekTamm. OHK
3aBUCST OT MHOrMX dhaktopoB. Cpean 3Tnx hakTopoB —
TUMN 1 JO3UPOBKU NEKAPCTB, NPOAOIPKUTENBHOCTD JIEYEeHUst
N NnyHble ocobeHHOCTH NaumeHTa. HekoTopble No6oYHbIe
3P EeKTbI MOTYT UMETb TSXKENble MOCNEeACTBUS OIS
300pOBbS, APYre NpoCTO HEMPUSTHBI.

CnipawwmBanTe cBOUX Nnevaiymx spadern 060 Bcex
no6o4HbIX adhekTax, KoTopble BO3MOXHbI B NpoLiecce
BaLLero neyeHuns. Takke coobuwante nm o NdbIX HOBbIX
cMMnTOMax 1 00 yxyaLeHnn cocTosHMS. Bo3MOXHO,
€CTb Crnocobbl yNy4yLIWTh Balle camo4yBCTBUE

W NpefoTBpaTUTbL HEKOTOPbIE NOBOYHbIE 3PdEKTI.

CumnTomatuyeckas Tepanus npu HEKOTOPbIX BaXKHENLLINX
npobrnemax, Bo3HuKaoLWmx Bo Bpems neveHus O/,
onucaHa Huxe.

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
OcTpbivi MMenonaHein nenkos, 2020 r.
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KoHTponb npu ucnonb3oBaHuu TpMokcuaa
MbILbsIKa

Tpuokcua MbllbsSKa MOXET Bbl3blBaTb CEPbE3HbIE
HapyLLeHus cepgeqHoro putma (aputmum). Bpaum
OyayT HabniogaTb 3a BO3MOXHbLIM YOANIMHEHNEM
nHtepsana QT. YanuHeHue QT HabniogaeTtcs, koraa
CepAEYHON MbILLLE HYXXHO B0nblue HOPManbHOro
BPEMEHU ANs «nepe3apsakm» Mexay CoKpalleHUsIMAN.
OTO aneKkTpuyeckoe HapyLLleHne YacTo BUOHO Ha
anekTpokapauorpamme (3KT).

[o nepson Tepanum MHAYKLUMM BaM NpoBeayT
OKTl-uccnegoBaHue, a Takke M3MEPSIT YPOBHMU
3MEKTPONUTOB U KpeaTuHuHa. Ecnu Bbl NpuHMMaeTe
npenapartbl, Bbl3blBaloLne yanMHeHne uHtepsana QT,
Bpay MOXET NOPEKOMeHO0BaTb BaM NPeKpaTuTb Nim
COKpaTUTb UX MPUEM.

KpoBoTteueHus

OrJ1 moxeT BbI3BaTb Koarynonatuio (HapyLleHne
CBEPTLIBAEMOCTH), @ 3HaYMT, KPOBOTEYEHUS, KOTOPbIE
MoryT BbITb cMepTenbHbIMU. Bam nposeayT aHanusebl,
KOTOpble MOKaXyT COCTOSIHME CBEPTbIBAIOLLEN CUCTEMDI
kpoBu. Cnegyet oTNoXuTb Ntobble npoueaypsl,

MpY KOTOPbIX MOXET BO3HUKHYTb KPOBOTEYEHUE, A0
HopManusauuu ceepTbiBaeMocTu. Ecnu y Bac ecTb
npobrembl ¢ KPOBOTOYMBOCTLIO, Balle COCTOSHME ByayT
KOHTPONMPOBAaTb eXeqHEBHO BNOTb A0 YryyLUEeHus.

Mpun KPOBOTEUEHUSAX NALMEHTAM, KaK NPaBuio, MOXHO
nomoyb. NepennBaHnsa JOHOPCKMX TPOMOOLIMTOB
06bIYHO MO3BOMAT NOAAEPKNBATL YPOBEHb STUX KIETOK
B kpoBu He Huxe 50 000/mkn. HopMarnbHbIN YpOBEHb
TpombountoB — oT 150 000 go 450 000 Ha MUKpONUTP.

[ns o6pa3oBaHns KPOBSIHBIX CIYCTKOB HYyeH (pMbpUHOreH.
B Hopme ero ypoBeHb coctaensieT 150—400 mr/an. Ytobbl
noaAepXMBaTb MUHUManbHbIN ypoBeHb 150 mr/an, MOXHO
MCMOMb30BaTh KPMOMPELMMUTAT N CBEXE3AaMOPOXKEHHYIO
nnasmy. YTobbl NoNy4nTb KPUONPELMNUTAT, UCMOMb3YIOT
pa3MopaxunBaHne npegBapuTeribHO 3aMOPOXXEHHON KPOBM.



CumMmnTomaTtnyeckas Tepanua

OunddhepeHUMPOBOYHLIN CUHAPOM
OnddepeHUNpPOBOYHbIN CUHAPOM BO3HUKAET U3-

3a BblgeneHnst 6onbLIOro KonmMyecTsa LUTOKUHOB
(BeLLecTB, CBSA3aHHbLIX C MMMYHHOW CUCTEMOW)
NENKO3HbIMK KneTkamu. MNpoTNBOONYXOneBbIE NEKAPCTBA,
ucnonb3yembie npu nedeHunm OMJ1, moryT BbI3BaTh
andepeHUNMpPoOBOYHbIN CUHAPOM.

Cpean BO3MOXHbIX NPU3HaKOB AnddpepeHUMpOBOYHOIO
CMHAPOMa MOXHO Ha3BaTb NTIMXOPaZKY, OTEKU PYK U HOT

W 3aTpyaHeHHOe AblxaHue. BeTpevatotes Takke nprubaska
B BECE 1 KOXHas CbiMb. [Ipyrne npusHakm — H13Koe
apTepuanbHoe JaBIEHUE U CHXKEHME YPOBHS KUcropoada
B KpoBU. MOXeT ckannmnBaTbCs XXUAKOCTb BOKPYT NErkux
unu cepgua, MoryT NoBpeXaaTbCs NOYKM 1 neveHb. Ecnm
He NPUHSATb CBOEBPEMEHHBIX Mep, ANddepeHLNPOBOYHbIN
CUHOPOM MOXeET ObITb CMepTeneH.

Yale Bcero auddepeHLMpOBOYHbIA CUHOPOM
Bbi3biBaeTca ATRA unu Tpnokengom moiwbska. OH MOXeT
pa3BMBaTbCH U BO BPEMS MPOTUBOPELMANBHOIO NEYEHUS,
HO He Ha 3Tare KoHconuaaumu nnu nogaepxunsaroLen
Tepanuu. Pexe guddepeHunpoBOYHbIN CUHAPOM
BO3HMKAET eLLle A0 Havana ntoboro nevyeHnsa. OH MoXeT
BbI3bIBaTbCS 1 APYrMMY BUOAAMU Tepanuu.

[Mpodunaktmka

OnddepeHUnpPOBOYHbIN CUHAPOM pPa3BUBAETCS He

y BCex naumeHToB. Ecnu Baw ypoBeHb NENKOLNTOB
npesbiwaet 10 000/mkn, y Bac eCTb PUCK Er0 pa3BUTKS.
Bo3moxHO, Ans npefoTBpaLLeHnst 3TOro CMHApOMa Bpad
[06aBuT K Tepanum cTepouabl, Takue Kak NpeaHn3oH Unm
AeKcameTasoH.

AHanusbl

B xope Tepanun Bpad Takke byaeT KOHTPONMpoBaThb
BO3MOXHOE pa3Butue anddepeHUnpoBOYHOro CMHpoMa.
Bac 6yayT cnpalumaTb 0 Nto6bIX HOBLIX CUMNTOMAaX

N yXyOLWeHU COCTOsIHMSA. MIHoraa nonesHo cocTaBnsiTh
CNMCOK CUMMTOMOB MK 3anncbiBaTb CBOE CaMO4yBCTBUE
B OHEBHNK.
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OCTpbIi MUenonaHblil neitkos, 2020 r. 47

Nevenve

Kak TonbKko nosiBATCS nepeble NPU3HaKky UM CUMNTOMBI
AnddepeHUMPOBOYHOrO CUHAPOMA, BaM HaYHYT
AasaTb cTepoubl. Ecnu Bl yxxe nonyyanu kakon-nnbo
CTepovaHbI Npenapart, byaeT ncnonb3oBaH Apyron
cTepoun. OTO NOMOXET BEPHYTb NokasaTenu KpoBu

B HopMy. [Mpuem ATRA nnun Tpuokcnaa Mbllbsika MOXeT
ObITb MPUOCTAHOBIEH.

Mpu anddepeHUMPOBOYHOM CUHAPOME, MII0X0
noadaroLlemMcs fieYeHno, Bpad MOXeT Ha3HaunTb
criegyowme Buabl Tepanuu:

> uMTOpeayKumio (yaaneHue onyxoneBblX KNeToK);

» aHTpauUMKINH — npenapar XxmmMmuoTtepanuu,

> TMOPOKCUMOYEBUHY — aHTUMeTabonut.



KpaTtkoe cogepxaHue pasgena

KpaTkoe conepxaHue pasaena

» OcTpblin npomMuenoumTapHbiv nenkos (OMNJ1) — ‘ ‘

peakun BapnaHT OMJ1. OgHako cylecTByoLLas
Tepanus no3sonseT naneumsatb OMNJ1 gaxe yaule,
Yem apyrue sapuaHtbl OMJI.

> Ecnuy Bpaya BO3HWKHET NOAO3PEHMNE, YTO Y Bac «JIo 60JIe3HH A OblJIa OYEHb aKTHBHOH,
Or1J1, Bam cpasy xxe HasHayaT npuemM TPeTUHOMHA,

HUKOI'IA He CHIeJIa Ha MeCTe.
YTOObI NPeaoTBPaTUTbL CMEPTENBHO OMNacHbIe

KPOBOTEYEHUSI. A TyT MHe IPDUIIJIOCh USMEHHUTH
> Jleyenne OIJ1 BkntovaeT B cebs HECKOMbLKO 3Tanos. BCIO CBOIO ¥H3HL. HO a Ob1JIa,
> Bpayu cocTaBnaloT NnaH nevyeHns ¢ y4eTom Ballen TBEpPIO HaMepeHa HauTH YTO-TO

rpynnbl pucka — HU3KOrO UNn BbICOKOro. [pynna
puvcka onpenenseTcs B 3aBUCUMOCTU OT YPOBHS
nenkouutoB Kposu. OBenm rpynnam pekoMeHayeTcs pamoBaTh ME€HA H 0aBaTh MHE CHJIbL
neyeHune Ha ocHoBe ATRA.

TaK0e, YTO HO-IIPEKHEMY Oy IeT

IOIBHUraThCA OAJIBIIE».
» CuMnTomartuyeckas Tepanusi Hy>Ha, 4To0bl
npeaoTBpaTUTb CMEPTb NaUUeHTa 13-3a npobnem
N COCTOSsIHUI, cBA3aHHbIX ¢ OlNJ1 n ero ne4yexHuem. — IlsTCcHm

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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OObwme ceBegeHus

EcTb pasHble BapnaHTel OMIJ1. B aTom
pasgerne onucblBaetca nedeHne OMII,
KoTopbIn He siBnseTca Hu OlMJ1, Hu
OBINAK. BmecTe ¢ Bpayom Bbl CMOXETE
BblGpaTb ONTUMArbHbIW MiaH NeYeHus.

Obwume ceegeHusa

CywectByeT MHoro BapmaHtoB OMI1. Y 6onblumMHCTBa
nogen ¢ Nenko3oM HET OCTPOro NPOMUENOLMTapHOro
nenkosa (OlJ1). PaHbLe Bce BapuaHTel OMIJ1, kpome
OIJ1, neumnu oanHakoBo. 1o Mepe HakonneHus
3HaHWU Tepanus yny4dlaeTcsi; paspabaTbiBaroTcs
LerneHanpasneHHble Buabl Tepanumn Ans Kaxgoro
BapuaHTa 6onesHu.

OunarHoctuka

OcTpblli NEenKo3 onpeaenseTcs Npy BoICOKOM COAePXXaHUN
6nacToB B KOCTHOM MO3re unu kposu. CTaHgapTHoe
noporoeoe 3HayeHne — 20 NPOLEHTOB, TO €CTb HE MEeHee
2 13 10 KNeTok B KOCTHOM MO3re sIBMSIOTCS Bnacramu.
Ecnu 6nacToB MeHbLUe, ¥ HUX JOMMKEH NPUCYTCTBOBATb
o6wwmin buomapkep. Knaccudpmkaumsi Bapmantos OMIJ1
DasmpyeTtcs Ha XapaKTepUCTUKaX KMETOK.

B npouecce agnarHoCcTvkv 60NbLUMHCTBY NaUMEHTOB
npoBoaAT GMoncuo KOCTHOro Mo3ra. HekoTopbimM Takke
NpPOBOAAT NOMOANbHY NMYHKUMIO, €CMN €CTb NPU3HAKN
Henpornenkosa — pacnpocTpaHeHUs nemnkosa Ha
LeHTparnbHyto HepBHyto cuctemy (LIHC).

Yro aBnsierca npuumnHon OMIJ1?

OMIJ1 MmoXeT pa3BuTbCst 6e3 BCAKUX BUANMBIX MPUYUH.
WHorga GbiBaert, 4To neyeHne no noBoay ApYrux
3aboneBaHuin BnocrneacTsmmn npmeoguT kK OMJ1.

OMI1 MmoXeT pa3BUTbCS U3 MUENOOUCTIIACTUYECKOTO
cuHgpoma (MC) — 3nokadyecTBeHHOro 3aboneBaHus,
NpW KOTOPOM KOCTHbI MO3I NepecTaeT NpoM3BoAnTb
[A0CTaTOMHOE YNUCIO 300POBbIX KIETOK KPOBU

1 06HapPYXMBAOTCS aHOMarbHbIE KNETKU.
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[pynnbl pucka

Ipynnbl pucka ana OMIJ1, kpome OTJ1, onpegenstoTca
FEHHbIMW MYTaLUAMWU WU LMTOrEHETUYECKMM
0COBEHHOCTAMY OMyXOneBbIX KNeTok. PasgeneHve Ha
rPynnbl pucKa MCnonb3yeTcs A NPUHSATUS peLleHuni

0 Tepanuu 1 AN OLEHKM BO3MOXHOIO TeYEHNS
3aboneBaHus B OyayLiem — 3T0 Ha3bIBaETCSA MPOrHO30M.
Bnpoyem, HekoTopble NaLMeHThLI flieyaTcs ycnewHee, YeM
MPOrHO3MPOBaNoCh, a y HEKOTOPbIX Aena nayT XyxXe, Yem
MOXHO Obifno npegnonaratb. [pynnbl pycka NCNonb3yoTCA
COBMECTHO C ApYyrumn hakTopamm, TakMMm Kak Bo3pacT
v obLee cocTosiHMe 3a0poBbs. CM. CNpaBoYHYHO
Tabnnuy 12.

Ina OMI1, kpome OIJ1, cywecTByeT Tpu rpynnbl pucka:
» BnaronpusTHasi;

> TMpPOMEXYTO4YHas;

» HebnaronpusTHas.



lpynnbl pucka

CnpaBo4Hasa Tabnuua 12.
Fpynnbi pucka ana OMIJ1, kpome OIJ1

JTioGow 13 cnegyoLwmx aHomarbHbIX FeHOB:
+ 1(8;21)(922;922.1); RUNX1-RUNX1T1;
BnaronpusiTHas * inv(16)(p13.1922) unu t(16;16)(p13.1922); CBFB-MYH11;
» OuannenbHas mytauunst CEBPA;
» myTaumm NPM1 6e3 FLT3-ITD

JTio6Gowi 13 cneayoLmx aHomarnbHbIX FeHOB:
» myTaumm NPM1 ¢ FLT3-ITDhien,;
* NPM1 pukoro Tuna 6e3 FLT3-ITD vnu ¢ FLT3-ITD""" (6e3 reHeTu4ecknx aHomarnui,
MpomexyToyHasn CBSI3@HHbIX C BbICOKUM PUCKOM);
o 1(9;11)(p21.3;923.3); MLLT3-KMT2A;

* uuToreHeTn4yeckne aHomanumu, He KJ'IaCCI/ICbVILI,VIpOBaHHbIe Kak 6J'IaFOI'IpI/IF|THbIe nnn
He6J'IaFOI'IpI/IF|THbIe

JTio6on 13 crnegyowmnx aHomasnbHbIX FEHOB:

* 1(6;9)(p23;q34.1); DEK-NUP214;

* 1(v;11923.3); nepecTporika KMT2A,;

* 1(9;22)(934.1;911.2); BCR-ABLT;

* inv(3)(921.3926.2) unwn t(3;3)(921.3;926.2); GATA2, MECOME(EVI1);
HebnaronpusartHasa -5 unu del(5q);-7;-17/abn(17p);

* KOMMNIEKCHbI KapuoTUM, MOHOCOMHbIA KapuoTum;

« NPM1 pukoro tuna n FLT3-ITDhd";

* MyTaumm RUNXT;

e MyTaumm ASXLT,;

+ myTauum TP53
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OTanbl nevyeHunsa

Llenbto neveHuna OMI1 aBnsetca AoCTuKeHNe NofHON
pemuccun. B coCToOAHUM NOMHON PEMUCCUN KNETOYHbIN
COCTaB KOCTHOrO MO3ra 1 KpOBM BO3BpaLLLaeTcs K HopMme.
3710 onpegeneHne He coBNagaeT C NOHATUEM MOSHOW
MOSIEKYNSAPHOM PEMUCCUN, KOTAa B KOCTHOM MO3re He
0obHapyXmnBaeTcs HMKaKUX NPM3HaKoB nerikosa. [NonHas
MOINEKYNspHas peMnccus — npeanovTUTEnbHbIN
pesynbrart.

JleueHne no nosogy OMJ1 MOXeET ANUTLCA rogamu.
OHo BkNtOYaEeT B cebs1 HECKOMBKO 3TanoB, KOTOpble
KpaTKO onmncaHbl HKe.

NHaykums

MHayKunsa — nepBblin 3Tan nevyeHus, KOTopbIv Takke
Has3bIBaKOT MHAYKUMEN pemuccun. Lienbto aToro atana
ABMNAETCA CoKpalleHne yncna 6nacTtoB 1 4OCTUXKEHME
pemuccun OMJ1. B pesynsraTte Tepanum cokpallaeTcs
yncno 6rnactos, HO YMEHBLLLAETCA U YUCIO OPYrUX TUMOB
KINETOK KOCTHOro Mo3ra. [nisl BOCCTaHOBINEHMWSI KOCTHOMO
Mo3ra 1 Bo3BpaTa Konm4yecTBa KNeTok K Hopme Tpebyetcs
BpeMs. JledeHne HanpaBneHo Ha BOCCTAHOBMEHNE
npoLecca KpOBETBOPEHUSI C OPMUPOBaAHNEM
HOPMarbHbIX KNETOK KPOBW.

KOHTpOﬂbeIe unccrnegoBaHus

NS OLEHKN pe3ynkTaToB feyeHus noTpebytoTcs
aHanm3bl KpoBuW. ByayT N3MepATbCS KonnyecTsa KIeTok
KpoBu. Takke aHanm3bl KpOBM MOKa3bIBAKOT COCTOSIHME
BHYTPEHHWX OpPraHoB, TaKMX Kak neveHb U MoYKu.

B3aTne obpasLoB KOCTHOro Mo3ra notTpedyeTcs Yepes
2-3 Hegenuv nocne Havana xMMmuoTtepanuu. AHanuabl
KOCTHOrO MO3ra noKasblBatoT, HACKOMbKO adhEKTUBHO
neyveHve. OHU MOTYT 3aTeEM NOBTOPATLCH.

Ecnu 6nacTbl B KOCTHOM MO3re He 0BHapyXmBaroTCs,

TO B neveHun Bynet nepepbiB Ha 2—4 Hegenw. 3a aTo
BPEMS B KOCTHOM MO3re CHOBa Ha4yHyT 06pa3oBbIBaTLCSA
HOpMasbHbIE KIETKM KPOBU. OTO HasbIBaeTCA
BOCCT@HOBIEHNEM.
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Korga cogeprkaHue KneTok KpoBu HopManuayetcs, 6yayT
npoBeneHbl NOBTOPHbIE aHanM3bl KOCTHOrO Mo3ara. Bpau
MPOBEPUT, AOCTUrHYTa N peMuccust nerikosa. MonHas
pemuccust 03Ha4aeT OTCYTCTBUE Kakux Bbl TO HY ObINo
NPU3HaKoOB U CUMMNTOMOB GonesHu.

Ecnu neveHne He NpuBENo K yMeHbLLEHWIO YMcna
GnacroB, BaM NpoBeayT AOMNONHUTENBHOE NeYyeHne —
pevHaykumio. Ho aaxe nocne gononHUTENbHOW UHAYKLUMN
GnacTbl MOryT COXpaHATbCA. BapuaHTbl nedeHns ons
TaKoro criyyasi ykasaHbl Tam xe, e 1 BapuaHTbl Tepanuu
npu peunavse 6onesHu.

MuHumanbHasa octaTodHasa 6onesHb

Onsa o6HapyXeHUst MMHUManbHOM 0CTaTouHON 6one3Hn
(MOB) ucnoneayetcs MNUP nnu npotoyHas LMTOMETPUS.
O MOB roeopsT, korga pemuccnst OMJ1, kazanock 6bl,
OOCTUrHYTa, HO B KOCTHOM MO3re OYeHb YyBCTBUTEMNbHBIMU
nabopaTtopHbIMK aHanmM3amu, Takmmm kak MNLUP,
0BHapyXunBarTCst NENKO3Hble KNeTKN. PekomeHayeTtcs
npoBoaunTb aHanusbl Ha MOB no okoH4YaHUK nepeoro
LUMKNa MHOYKUMK, a Takke nepeq annoreHHom
TpaHcnnaHTauuei cTBonoBbIX knetok. CM. CNpaBoYHyHO
Tabnuuy 13.

Ecnwu npu uccnegoanumn obHapyxuaetca MOB (ato
Ha3sbiBaeTcs MOB-N03NTUBHOCTLIO), 3TO HE 0BA3aTENbHO
O3Ha4aeT peunams nerkosa. Ecnu nccnegosaHms
yKasbIBaloOT Ha NPUCYTCTBME OCTAaTOYHOW GonesHu,
CnpocuTe Bpaya, YTO 3TO MOXET 03HayaTb 1 KakoBbl ByayT
criegyrowye warm.

KoHconupauus

OT0 BTOpOW aTan nevenuns. Ero Takke HasbiBatoT
NocTpeMUCCUOHHON Tepannein. KoHconnaauns
HanpaBreHa Ha YHUUYTOXeHne BnacTos, KoTopble
oCTanucb nocrne MHAYKUUN.

BosmoxkHo, Bbl BydeTe nonyyaths Te e npenaparbl, YTo

1 Ha 3Tane UHAYKUMWA. B NpoTUBHOM cryyae, BO3MOXHO,
Bbl ByZeTe Nnony4ate OAUH Npenapar, Ho B Gornee BbICOKOW
fosvposke. Ele ognH BapuaHT — TpaHcniaHTauus
KPOBETBOPHbIX CTBOJIOBbLIX KNeTok. Ee nHoraa npoeoasT
MPpW BbICOKOW BEPOSITHOCTY BO3BPALLEHWS NENKo3a nocne
neYeHusl.



OTanbl nevyeHus

Mepen Tepanunen kOHconMMaauMm Bam MoryT

npoBecTy nombanbHyo NyHKUuo. BasTein obpasey
CNVHHOMO3roBOW XMAKOCTU ByAEeT NPOBepeH Ha
npucyTcTBue brnactoB. TO UCCnefoBaHNE NPOBOANTCH

B 3aBUCUMOCTU OT YPOBHSA NENKOLMUTOB KPOBM A0 NeYeHUs,
BapuaHTa Nlenkosa u gpyrmx hakTopos.

HekoTopble BUAbI Tepanum KoHconMaaummu MoryT BbiTb
TOKCUYHBLIMK ANga cepaua. Mepen Hayanom Tepanuu Bpay
MOXeT NPOBEepPUTb, HACKOMNbKO XOPOoLLO paGoTaeT aToT
opraH. BoamoxHo, Bbl OyaeTe nonyyatb U nekapctea ans
noaaepku cepaua.

Jlo Hayana KoHconuaauMn Hago AoXKAaTbCs, Noka
nokasaTenu KpoBW BOCCTAHOBSATCS.

MoppepxuBarowan Tepanus

Y HeKOTOpbIX NAUMEHTOB NOCMeAHUM 3TaroM feYeHust
aBngaeTca nogaepxusatowasa tepanus. Llenb aton
Tepanum — yBeENUYNTb NPOJOIMKUTENBHOCTb PEMUCCUM,
W 3TOT 3Tan MOXET ONIUTbLCHA OT HECKOSbKMX MECALEB [0
HECKOITbKMX J1eT.

CnpaBo4Has Tabnuua 13.

MuHumanbHasa octatoyHasa 6onesHb (MOB)

HabnwoaeHue

Mepuvoa HabnogeHns BkoYaeT B cebsi KOHTPOIbHbIE
aHanusbl 1 00cnegoBaHUS NOCne KOHCONuaaUmm.
PekomeHayeTcs npoBoANTb OBLLEKNMHUYECKUA aHanu3
kposu (OAK) pas B 1-3 Mecsua B TeyeHue 2 neT, a
3aTeM NoBTOPATh ero pa3 B 3—6 mecsAues Ao 5 net. B
crny4ae OTKIIOHEHWUI OT HOpPMbI MOTYT noTpeboBaTtbcs
nccnegoBaHnsa KOCTHOTO MO3ra.

Peunpgus

BosBpalleHne nenkosa HasblBaeTCa peunanBom.
Llenbto neveHns sBNsieTCs NOBTOPHOE AOCTUKEHME
pemMuccun. BoamoxHo, Bbl OygeTe nonyyate Tepanuio,
npefoTBpaLlalLLyo pacnpocTpaHeHe brnacToB Ha
rONOBHOW U CANHHOW MO3T.

PedpakrtepHoe TeueHune

Ecnv nenkos He OTBeYaeT Ha fievyeHne, roBopaT

0 pedhpaKTEPHOM WK PE3NCTEHTHOM TEYEHUM
3abonesaHns. OHO MOXeT OblTb PE3UCTEHTHLIM C CAMOTO
Havana fneyvyeHusl, a MOXeT CTaTb TaKOBbIM B X04e
Tepanuu.

PeKOMeH,D,yeTCﬂ y4yacTtue B KINMHUYEeCKOM nccriegoBaHum

MOB npv OMJ1 03Ha4aeT NpPUCYTCTBUE NENKO3HBIX KNETOK, KOTOPbIE HE BISIBNSATCSA 0ObIYHLIMU aHanM3amm

[axke npn NONHOM OTBETE B KOCTHOM MO3re MOXET OCTaBaTbCH MHOIO NIENKO3HbIX KNETOK

Heobxoaumble nccnegosanus — MNMLP nnv npotoyHas untomeTpus

Pe3yanaTb| aHann3oB OOJDKHbI MHTEPNPETUPOBAaTbLCA OMbITHbIM reMmaTtonaTosiorom

O6HapyxeHne MOB He siBnsieTcst [OKa3aTeNbLCTBOM peLmanea

WUccnepoaHnus HY>XHO MOBTOPATb

AHanuabl JOMKHbI npoBOANTbLCA NO OKOHYaHUM NepBOHa4YallbHOro atana MHAyKuun, nepen anmnoreHHomn TpaHCI'IJ'IaHTaLLI/Ielz

1 Mo Mepe HeoBXoAMMOCTH

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
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BapwvaHTbl Tepanun

BapuaHTbl Tepanuu

OMI1 neunTcsa no-pasHoOMy B pasHbIX CriyYasx.

C BO3pacToM OpraHvM3my CTaHOBUTCS TpyaHee
NepeHOCUTb BbICOKME [03bl TEKAPCTB UMM MHTEHCUBHYHO
NpoTMBOOMYXoNneByto Tepanuio. MNpu BIbope neveHus
UrpatoT posb B TOM Ynche u obLiee cocTosHue
300poBbs 1 msndeckas opma, Takke Ha3blBaemas
obLecomaTtuyecknum ctatycom. Tak kak TedyeHne OMJI
pasnu4yaercs y 0onbHbIX 40 1 nocne 60 neT, BaxHo
YyYnTbIBaTb BO3PacT, a Takke obLiee COCTOsHME 300POBbSA
N UMTOrEHETUYECKME XapaKTEPUCTUKN BonesHn. BaxHbl
W MPENOYTEHMS CaMOro nauueHTa.

BapuvaHTbl Tepanum genartca Ha ABe OCHOBHbIE rpynmbl:
» Anga naumeHToB mnagwe 60 ner;

» [Ang nauyueHToB B Bo3pacTte 60 netn cTapLie.

lMoMHUTe, ogHaKo, YTO 3TW BO3PACTHbIE OrpaHNYEHUs]
HOCAT OPNEHTUPOBOYHBIN XapakTep. MauuneHT B Bo3pacTe
61 roga, HaxogsALWMNCa B O4E€Hb XOPOLLEM COCTOSIHUW,
MOXET NoryyaTb NeYeHne, NnpegHasHa4YeHHoe ong
naumeHToB mnagwe 60 net. B Tom xe Bpemsa 55-neTHun
NauMeHT, MMEKLLIMIA cepbe3Hble NPobrnemMbl CO 340POBLEM,
MOXET Norny4yaTb NeYeHne, NpeayCMoTPEeHHOE ans
naumeHToB 60 neT u cTapLue.

Xumunotepanus
HeKOTOpre BapWaHTbl Tepanmmn NpUMMeHATCA TONbBKO Npu
onpepeneHHbix BapnaHTax OMIJ1, Takux Kak:

> OMIJ1, uHayUMPOBaHHbIN NpeaLwecTByoLWen
Tepanven (To ectb OMJ1, BbI3BaHHbIV paHee
NpoBeAEHHBLIM fle4YeHeM Mo NoBoady Apyroro
3aboneBaHus);

» OCTPbIi MMENOWAHbIN NTIENKO3 C U3MEHEHNAMN,
CBsA3aHHbIMU ¢ Muenoaucnnasven (OMI1
¢ MOC-uameHeHnamn);

> naumeHTbl ¢ npegwectayowym MAC unm
XPOHUYECKMM MUENOMOHOLNTAPHBIM NTENKO30M
(XMMI). Mpegwectsytowmn MAC nnu
XMMIJ1 o3Hauyaer, 4To y Bac B NpOLLIOM ObIno
ANarHocTMpoBaHo 310 3abonesaHue.

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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OMIJT ¢ MAC-n3meHeHnsmmn — sapmaHt OMIJ1, npu
KOTOPOM B KPOBW MM KOCTHOM MO3re COAEPXKUTCS MO
meHbLuen mepe 20 % HespernbIx KNeTok KpoBu (6nacTtos)
W BbINOMMHSAETCA OQHO M3 CreayoLwmnx YCoBUIA:

> paHee y naumeHTa Obin AnarHoCTMpoBaH
Muenogucnnactudeckun cuHgpom (MAC) nnm
mMuenonponudgepaTmsHoe HoBoobpasoBaHue;

> ONpeaensitoTcs KNeTkn, B KOTOPbIX N3MEHEHNUS
HEKOTOPbIX XPOMOCOM MOAOGHbLI TEM, YTO
Habntogatotes npu MAC;

> O MEeHbLUEN Mepe NOMoBMHA Kak MUHUMYM ABYX
TUNOB KNETOK KPOBW MMEET aHOMarbHbI BUZ, NOA
MWKPOCKOMOM.



BospacT go 60 nert

BospacTt go 60 nert

HekoTopble 3nokayecTBeHHble 3aboneBaHuns, Takue Kak
OMIJ1, TpebytoT Gonee arpeccUBHOIO fNIEYEHNs, YEM Apyrue.
MHTeHCcHBHas Tepanunst MOXeT ObITb CBsi3aHa ¢ 66nbLINM
KONMYeCcTBOM NOBOOUHLIX 3dhdhekToB Unm ¢ Gonee BLICOKUMN
O031POBKaMM, YeM HU3KOMHTEHCUBHAS UM HEMHTEHCMBHASA
Tepanusi. IHTEHCMBHOCTb Tepanumn 3aBUCUT OT
obLLiecomaT4ecKoro craryca, Hanuunsi npobnem

C cepauem unm gpyrmx cepbesHbix Npobrnem co 300poBLEM,
HO OObIYHO OHa BbILLE Y NaumeHToB Monoxe 60 nert. MNpu
3TOM Aaxe rneveHve 6onee HU3KOW UHTEHCUBHOCTU MOXET
NPUBECTU K pemmuccum (MosiHoMy OTBETY).

JTioboe neyeHne cBazaHo ¢ onpegeneHHbIMU PUCKaMU.
lMoroBopuTe C Bpayom O TOM, Kakme pUCKM CBsI3aHbl

C KaXkablM BapuMaHTOM NEeYeHMsl U NoYemy Te UMK MHble
BapuaHTbl MOryT ObITb Ona Bac npeanodYTuTenbHee.
Y3HanTe, Kak nneyeHne MoXeT NoBAnsTb Ha
NPOOOIMKUTENBHOCTL U KAYECTBO XXU3HU B BaLLEM Clly4ae.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.
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IToJs1esHBlE COBETHL

v 3aBeguTe CNUCOK BCEX Bpayewn,
y4acTBYIOLLMX B BalleM fie4eHUn,
C KOHTaKTHON MHOpMaLMEN.

4 Monpocute Yyenoseka, KOTOPbIN
3a BaMu yxaXvmBaeT, MOMOYb Bam
NnaHMpoBaTb BU3NUTLI K Bpayam.

4 Mcnonb3ynte kaneHgapb nnm
eXxegHeBHUK, YTOObI He 3abbiBaTb
0 NPEeACTOALNX UCCreaoBaHNsX
N BU3UTaX B KITMHUKY.

91

«JIledeHHe mMaJIOCh HEIPOCTO. TOIIHOTA,
PBOTAa, CaIa00CTh. Hy®HO OB1JI10
8aCTaBJATH ce6A €CTh, IUTH BOLY

H DaBaTh cebe GUSHUIECKYIO HATPYSKY

KaXOblA NeHb. Y MEHSA HOJIYIHJIOCH).

— IEuJIIHaH



BospacT oo 60 nert

NHaykuus

BonbLUMHCTBO NaLMEeHTOB Nony4aeT OauH LIMKI UHAYKLMK.
Ho BO3MOXHO, YTO BaM npuaeTca nepeHectn 6onee
ofgHoro uukna. BapmaHTbl MHOYKUMOHHOW Tepanuu
npvBedeHsl B CripaBoYHon Tabnuue 14.

CnpaBo4Hasa Tabnuua 14.

Bo3pacTt o 60 net: BapuaHTbl MHAYKLUN

LintapabuH B cTaHgapTHOM JO3MPOBKE MIIHOC
naapyovumnH nnu gayHopyouumH

BnaronpusATHas l gr':’F')'aBquym
UTOreHeTnu4veckKasd rpynna puckKka
u Py P CD33-no3utueHbIin OMJT: Tabnuuy 15
* uutapabuH B CTaHOAPTHOW A03UPOBKE MIHOC
OayHopyouumH n remtysymab
NI ACERL LY, LintapabuH B cTaHgapTHOM JO3MPOBKE MITHOC Cwm.
HUTOreHeTU4ecCKas rpynmna pucka [ayHOPYBULIMH 1 MUAOCTaYPUH ﬁ CNpaBOYHYO
n mytauum FLT3 (ITD unu TKD) Tabnmuy 15
* OMIJ1, MvHAYUMpPOBaHHbLIN .
npeaLecTByoWeil Tepanueil, Kpome LinTapabuH B cTaHOapTHOM JO3MPOBKE NIOC
naapyovuuH nnu gayHopyouumH
CBF u OnnN napyouu nayHopyouu Cwm.
* MpeawectBytowmn MAC nnu XMMI =)  CMIPABOYHYIO
» LiuToreHeTuyeckme N3MeHeHuUs, . . Tabnuuy 15
accounmpoBaHHbie ¢ MAC (OMN KomMB1HMpOBaHHbIN NnocomanbHbIi npenapat
¢ MOC-u3ameHeHUAMM) nayHopybuumnHa n umtapabuHa
LintapabuH B cTaHOapTHOM JO3MPOBKE NIIHOC:
* ngapyovumH unu gayHopyouuuH
* [nayHopyouumH unu knagpuouvH
CD33-no3utusHbin OMJT nnn OMJ1
NPOMEXYTOYHOrO pUcka:
[pyrie peKoMeHayembie . LI,IATapaGgH B CTaHOapTHON ,qénamposke nnoc cm.
BapuaHTbI ANl NPOMEXYTOYHOro A@yHOPYOULIH 1 TeMTy3yma =)  CMPABOYHYIO
M HeGnaronpusaTHOro pucka Tabnuuy 17

BeicokoaosHbivi (BA) untapabuH nntoc
noapyouumnH nnmn gayHopyouumnH

dnygapabuH nntoc B uutapabuH, ngapybuumnH
W rpaHynoLmMTapHbIA KONOHUECTUMYMPYIOLLNIA
dakTop (M-KCP)

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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BospacT go 60 nert

BapuaHTbl neYeHnsi nocne MHAYKUMM BapuaHTbl neyeHust BoIGUpaloTcst B 3aBUCUMOCTY OT

C ucnonb3oBaHueM uutapabuHa crieayoLLIMX AOCTUMHYThIX Pe3ynsTaToB:

B CTaHAApPTHbIX A03aX

Cnenytowmid LMKN MHAYKUNKM OnpesienseTcs Tem, kakas > nocne Tepanuu OCTAaeTC 3HaYUTENbHOE KONMYECTBO
Tepanusi NPUMEHSINAch CHayamna v HackomnbKO XOPOLLIO ONYXONEBLIX KNETOK (OCTATONHAS BOneaks);

OMIJ1 oTBETUN Ha NeYeHune.
»  KOMMYECTBO OMNyXONEeBbIX KMETOK CYLLECTBEHHO

YMEHbLUNNOCh, YNCITO OCTaBLUUXCA 6nacrtoB
HEBEITNKO;

Ecnu B kKayecTBe nepBov MHAYKUUW MPUMEHANCSH
untapabuH B CTaHZapTHOW JO3MPOBKE, CM.

crpaBoyHyto Tabnuuy 15. > rMnonnasust (KOCTHLIA MO3r HauMHaeT

BOCCTaHaBNMBaTbCS, HO NMOKa elle BOCCTaHOBMEHNe
He Npou3oLLIO).

CnpaBo4Has Tabnuua 15.

Bo3pacT oo 60 net: nocne MHAYKUUU UNKU PEeUHAYKLUN C UCMONb30BaHUEM
uuTapabuHa B cTaHAAPTHLIX A03ax

Bbicokogo3HbIN LTapabuH

LutapabuH B cTaHOapTHOM 403MPOBKE NIoC uaapyouumH unm gayHopyeuumH

MyTtauun FLT3 — ITD unu TKD:

* unTapabuvH B CTaHZapTHON J03MPOBKE MIIHC AayHOPYOULIMH Unn MuaocTaypuH

OcTaeTcsi 3HaYUTEeNbLHOe (acnupaumoHHasa buoncusa n TpenaHobMoncKst KOCTHOroO Mo3ra Ha 21- AeHb)

KOnn4yecTBO onyxoneBbiX

OMIJ1, MHOYUMPOBaHHBIN NpeaLecTBYOLLEN Tepanuen, Unn NauneHTbl
KI1eTOK ¢ npeawectaytowmm MAC unu XMMJ1, unn OMJ1 ¢ MOC-U3MEHeHUaMU:

* KOMOVHMPOBaHHBIN NMNOCOMarbHbIA NpenapaTt gayHopyOuuuHa u umtapabuHa
(NpeanoYTUTENEH, TONBKO €CNW BXOAUS B COCTaB UHAYKLUK) (acnupaunoHHas
6roncusa n TpenaHobMoncus KOCTHOro Mo3ra Ha 14—21-in oeHb nocre Havana
Tepanuu)

Cwm. neyeHne npn HeadhPeKTUBHOCTM UHOYKUUN (OTCYTCTBME OTBETA) B CIPABOYHOM
Tabnuue 16

KonuyectBo onyxoneBbix LnTapabux B cTaHaapTHOWM [O3MPOBKE MIltoc naapyouumH unu gayHopyouumH
KJleToK cywecTtBeHHO

CHM3NNOCHb, Y1CIo MyTaumu FLT3 — ITD wnu TKD:

ocTaBLUMXCA GrnacToB + uMTapabuH B cTaHAAPTHON [AO3MPOBKE NMOC AayHOPYBULIMH 1 MUOOCTaypUH
HeBeJlIMKo (acnnpaumoHHast buoncus n TpenaHobMoncus KOCTHOrO Mo3ra Ha 21- AeHb)
Minonnasus Xnatb BoccTaHOBMNEHMS

* KoHTponbHasa acnvpauuoHHas 6uoncusa n TpenaHobumoncusa KoCTHoro Mo3ra yepes 14—21 geHb nocne Hadana tepanuu.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
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Bospact oo 60 net

JleyeHune nocne MHAYKUMOHHOM Tepanuu LuutapabuHomM BapuaHTbI NleyeHnsa nocrne UHAYKLUUK

B CTaHZapTHOW J03MPOBKE ONUCaHO B CMIPaBOYHOM C BbICOKOAO3HbIM LiuTapabnuHom

Tabnuue 16. BapnaHTbl neYeHnss 3aBUCAT OT TOrO, Cnepyowmin UiKn MHOYKUAU onpegenserca TeM, kakas
ObIn M OCTUIHYT NOMHLIA OTBET MOCINE MHAYKLMN Tepanusl NPUMEHANAcb CHavana u HaCKoMbKO XOPOLLIO
B CTaHAapTHbIX [03aX UMK e Habnoganock oTCyTCTBUE OMIJT otBeTuN Ha neveHve. Ecnu B kayecTse nepson
oTBeTa (HeaHEKTUBHOCTb MHAYKLNN). WHAYKUMMW Bbl NOMyYarny BbICOKOAO3HbIA LuTapabuH,

CM. CNpaBoYHyto Tabnuuy 17.

B cny4yae JOCTUXeHUA NOJTHOro oTeeTa MOXHO Ha4vyaTb
Mocne MHOYKUMN aHann3npyeTca YnNCcro oCTaBLUMXCA

KOHCONMaaLmio.
OMyXOrEBbIX KIETOK B OpraHname.
Ecnu Tepanus nHaykumm okasanacbk HeahdeKTMBHON, > Ecnu aTo 4ncro BCe elle BeNnuKO (3HaunTenbHas
BO3MOXHbI Cnefytouime BapnaHTbl: octatoyHasi bonesHb), Bbl Oyaere nonyyatb
neyeHune ANs criyyas peumansa unm
> TpaHCnnaHTauus KpOBETBOPHbBIX CTBOMOBbLIX KNETOK pechpakTepHOro TeueHus: GonesHy.
(TKCK);

> Ecnu uncno bnactoB cyLecTBEHHO COKPaTUIOCh
> BbICOKOO3HbIN UMTapabuH; 1 YypOBEHb OCTaTOYHON 60Ne3Hn HU30K, HEOBXOAMMO
[0oXAaTbCsi BOCCTAHOBIEHUS. [ocne Toro Kak
KOCTHbI MO3r BOCCTAHOBUTCS, ByayT NpoBeaeHbI
NCCNefoBaHuWs, KOTOPbIE NOKaXyT, 4OCTUTHYTa N
pemunccua OMI1.

» y4yacTue B KINMHMYECKOM UccrnenoBaHum (eCnm oHo
HEBO3MOXHO, TO BbICOKOAO3HbLIN LmuTapabuH nntoc
aHTPaLMKINH);

> Tepanusl 4ns cnyYyaes peuuanea unm >
pedpakTepHOro Te4eHnss 6onesHu;

CocTosiHMe rvnonnasvmn 03Ha4YaEeT, YTO KOCTHBbIN
MO3I HAUMHAET BOCCTaHaBMNMBATbLCH, HO MOKa eLle
> ONTUMArbHAs CUMMTOMATUYECKas Tepanus. BOCCTaHOBMNeEHMe He npou3owno. [ocne Toro kak
KOCTHBI MO3I BOCCTAHOBUTCH, OyayT NpoBedeHbl
nuccrneaoBaHns, KOTopble MNOKaXyT, AOCTUrHYTa nun
pemunccua OMI1.

CnpaBo4Has Tabnuua 16.

B03paCT Ao 60 nert: BapuaHTbIl N1e4eHndA nocrie MHAYKUUN C uCnosib3oBaHnNem
LI,VITapaGVIHa B CTaHAAPTHbLIX A03ax

MonHbIN oTBET + [locTpemnccrnoHHas Tepanusa koHconMaauum (cnpasoyvHas Tabnuua 18)

» TKCK ot coBmecTumoro 6pata/cectpbl unu gpyroro goHopa

+ B[ umtapabuH (ecnu paHee He UCNOMb30Barncs nNpu yrnopHoM TedeHmun 6onesHu
Ha 15- oeHb)

+ Ecnu HegoCTynHO KNMHUYECKoe uccneaoBaHue Unm NpoucXoauT OXuaaHne goHopa

OT1cyTcTBME OTBETa ans TKCK, to B[] umtapabuH (cM. Bbilwe) NAC aHTpauMKIUH (GayHopyouumH unm

noapyomnumnH)

+ Tepanusa no noBoay peuuanBa unu pedpakTepHOro TevyeHus 6onesHu (crnpasBoyHast
Tabnuua 25)

+ OnTumanbHas cuMmnTomaTuyeckasi Tepanus

* CHavana npoBoasiTcsl acnupaumnoHHas buoncus 1 TpenaHobuoncust KOCTHOro Mo3ra, YTobbl MOATBEPAUTL PEMUCCHUIO
nocre BOCCTaHOBIEHUsI MoKa3aTenen Kposu. LintoreHeTuyeckne n MonekynsipHble uccnegoBaHus NpoBoAsTCs npu
HeobxogmmocTu. o noBoay OLEHKN N3MEPUMO MUHMMAarbHOM ocTaTovHon 6onesHn (MOB) cm. cnipaBoyHyto Tabnuvuy 13.
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[MonHbIN OTBET
Mpu JOCTMXKEHUN NONHOro oTBETa (NONHasA pemMuccus)
NPEACTOMT NOCTPEMUCCUMOHHAs Tepanns KOHCONMAALMN.

CnpaBo4Has Tabnuua 17.

BospacT go 60 nert

OTcyTCTBI/Ie oTBeTa

Ecnu neikos He OTBETUN Ha Tepanuio Unn HabnogaeTcs
nporpeccupoBaHne, BapuaHTbl MOTyT ObITb CneayoLWwumMu:
Tepanus nNo NoBoAy peuuausa unu pedpakTepHoro
TeyeHust bonesHun, TpaHcnnaHTauus KpOBETBOPHbIX
CTBOJIOBbIX KIETOK UMM ONTUMarnbHasa cumnTomaTuyeckas
Tepanus. [oa onTManeHOM CUMATOMAaTUYECKON
Tepanven nogpasyMeBaeTCs fiedeHne, HanpaBneHHoe

Ha MNOBBLILLIEHME Ka4yeCTBa XXM3HN N CMArYeHne
anckomopTa. CuMmnTomaTuyeckas Tepanusi He

neyunT pak. B coctaB aTon TepanuMm MOXeT BXOAUTb
06e3bonuBaHne, aMoLMOHaNbHas 1M gyxoBHas
noaaepkka, CeMenHasi ncuxorepanusi.

Bo3pacT oo 60 net: nocne Tepanuv UHAYKLUN C NPUMEHEHNEM BbICOKOAO3HOIO

uuTapabuHa

OcTaeTcH
3HauuTenbHoe
KONU4YecTBO
onyxoneBbiX
KNeToK

Tabnuua 25)

» Tepanus no noeoay peunanea unu pedpakTepHoro TedeHns 6onesHu (cnpaBoyHas

* OnTumanbHasi cuMmnTomaTnyeckas Tepanua

KonnyecrtBo
onyxorneBbIX
KNeToK
CyLEeCcTBEeHHO
CHM3MNNOCb, YUCIIO
ocTaBLUMXCSA
6nacToB HeBenMKo

BOCCTaHOBIIEHUA KPOBU

OXnaaHne BOCCTAHOBIEHWS, 3aTEM:

* acnupaumoHHas buoncus un
TpenaH06|/|oncm;| KOCTHOro Mmoasra gns
onpegeneHus crtatyca pemMmmccuy nocne

B cnyyae nonHoro otBeta —
NMOCTPEMUCCUOHHAs Tepanus
KoHconuaauum (cnpaBo4vHas
Tabnuua 18)

—

B cnyyae HeadhdeKkTMBHOCTU Tepanun

MNnonnasusa

* UMUTOreHeTn4yeckne n MonekyndapHble

aHannsbl N0 mepe HeobxogMMocTun

no NOBOAY OLEHKM MUHUMArbHOM
ocTaTtovHoun 6onesHn (MOB) cm.
crnpaBo4yHyto Tabnuuy 13

UHOYKLWK:

* Tepanus no noeoay peuuamsa unm
pecdpakTepHoro Te4yeHnsa 6onesHn
(cnpaBoyHaga Tabnuua 25)

* TKCK ot coBmectumoro 6pata/
CecTpbl UNu Apyroro AoHopa

¢ onTumanbHada cuMnTomMaTmn4yeckasa
Tepanua

* KoHTporbHas acnvpauuoHHas buoncust u TpenaHobuoncus KOCTHOrO Mo3ra Yepes 21-28 aHer nocrne Havyana Tepanuu.
Mo)XHO NOBTOPUTL BUONCUI0 KOCTHOTO MO3ra 3a 5—7 AHen Ao Havana aTana.
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BospacT oo 60 nert

Tepanusi KOHCconNupaumMmn nocre AOCTUXKEeHUsA

peMuccum

MocTpeMuccrnoHHas Tepanus KOHconuaaummn HanpaeneHa
Ha TO, YTOBbl YHUYTOXMTb BCE OCTaBLUMecs bnacthbl
nocne JOCTMXKEHUS NOnHoro oTeeTa (pemuccun). Hike
onucaHbl BO3MOXHbIE BapuaHTbl fle4eHuUst Ans naumeHToB
nocne AOCTMKEHUS NOMHOro OTBETa B 3aBMCUMOCTH

OT pe3ynbTaToB LUTOrEHETUYECKNX U MOMEKYAPHO-
reHeTuyeckux aHanmsos. CM. cripaBoyHyo Tabnuuy 18.

CnpaBo4Has Tabnuua 18.

Bo3pacTt o 60 net: BapMaHTbl TepanMm KOHConuaawumm nocrie Ao0CTUXKeHUs1 peMuccumn

LUunToreHeTnyeckue
TpaHCcnoKaLuu1Mm KomMmnrnekca
CBF (core binding factor) 6e3
myTauun KIT

BobicokogosHbiv (BA) umtapabuH
B[ uutapabuH nntoc remtysymab npu CD33-no3nteHom OMIT

LintapabuH nntoc gayHopyouumH n remtysymad npyu CD33-no3ntrveHOM
omn

* lMpomexyToyHas
LMTOreHeTUYecKas rpymnmna pucka

° MonekynﬂpH ble aHoOManmuun

TKCK ot coBmecTMmoro 6para/cectpbl Unu gpyroro JoHopa

B untapabuH

B[ unTtapabuH nntoc nepopanbHbii mugoctaypuH npy OMI1 ¢ myTaumen FLT3
Lintapabun nntoc gayHopyouumH n remtysymab npu CD33-nosntneHom OMI

* OMIJ1, nHAYUMPOBaHHbIN
npeaLwecTBylOWen Tepanmen,
kpome CBF-OMI1

* HebnaronpusiTHas
LMTOreHeTuYecKas rpynna pucka

° MOﬂeKyﬂﬂpH ble aHoManumm

TKCK ot coBmecTMmoro 6para/cectpbl Unu gpyroro JoHopa

B[ untapabuH

B[ unTtapabuH nntoc nepopanbHbii mugoctaypuH npy OMI1 ¢ myTaumen FLT3
KomBrHMpoBaHHbIM NMNocoMarnbHbI Npenapat AayHopybuumHa

1 umtapabuHa gna OMIJ1, nHAYUMPOBAHHOIO NPeaLECTBYIOLWEN Tepanmen,
unun Ana nauneHToB ¢ npegwectaytowmm MOC unu XMMIJ1, unu OMI

¢ MOC-n3meHeHnsAMY (NpeanoYTUTeneH, TONbKO eCcrnv BXOAMN B COCTaB
NHAOYKLUNN)
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BospacTt 60 net u ctapuule

C Bo3pacTom opraHu3My CTaHOBUTCS TpyaHee
NepPeHOCUTb BbICOKME 003bl JIEKAPCTB UMM MHTEHCUBHYHO
npoTMBOOMyXxoneByto Tepanuio. [Npu Beibope neveHus
UrparoT ponb B TOM Yncne u obLiee cocTosHue
300p0oBbSA U husmyeckasn popma, TaKke HasblBaemas
obLecomaTnyeckum cratycom. Hekotopble
3riokayecTBeHHble 3abonesaHus, Takne kak OMIJ1,
TpebytoT Gonee arpeccuBHOIO NeYeHnst, YemM apyrue.
MHTeHcMBHas Tepanust MOXET ObITb CBA3aHa ¢ 6ONbLINM
KoOnn4yecTBoM Nobo4HbIX 3dhdeKTOB unu ¢ donee
BbICOKMMMW J03MPOBKaMW, YEM HU3KOMHTEHCUMBHAsA Unn
HEWHTEHCMBHasi Tepanus. He Bcerga MHTEHCUBHAS
Tepanus nyywe ansg naumenTa. Jaxe neyeHve 6onee
HW3KOW MHTEHCUBHOCTM MOXET NPUBECTU K PEMUCCUN
(nonHomy oTBeTy).

B 3aBMcuMOCTM OT Ballero obLecomMaTMyecKoro crartyca,
a Takke OT TOro, CTb /M y Bac KapAMonormyeckue unm
Apyrue cepbesHble NpPobnemMbl Co 300pOBLEM, TEpanus
MOXET ObITb:

»  HWU3KOMHTEHCUBHOW UMW HEUHTEHCUBHOW;

» WHTEHCUBHOMN.
JTioboe neyeHne cBaA3aHO C onpeneneHHbIMU pUckamm.
MoroBopuTe cO CBOMM Bpa4oM 00 STUX pUCKaXxX MU O TOM,
Kakoe neyeHve n novyemy Oyaet Ans Bac ONTUManbHbIM.
BbisicHUTe, Kak Ne4yeHne B BalLeM Crlydae MOXeT
NOBNUSATb Ha NPOAOIMKUTENBHOCTb U KaYECTBO XKU3HW.
BoT cakTopbl, onpegensiowime Tepanuio UHAYKUNUK:

» BnaronpusiTHasi LUTOreHeTnYecKasi rpynna pucka;

> HebnaronpusTHas LMTOreHeTU4ecKas rpynna pucka;

> MPOMEXYTOYHbIN NN BICOKUI PUCK;

> MyTaumm FLT3 (ITD unu TKD);

» OMIJ1, nHoYLUMPOBaHHbIN NpeaLWecTByOLEN
Tepanuen;

> npeawectaytowmin MOC v XMMIT;

» OMIJ1 ¢ MOC-n3meHeHUusMN.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
OcTpbIi MMenonaHbin nenkos, 2020 r.

Bospact 60 net n crapwe

61

Mpegwectaytowmin MOC nnu XMMJT o3Ha4vaer, 4to y Bac
B NPOLLNIOM BbINo AnarHOCTUPOBaHO 3TO 3abonesaHue.

OMIJ1 ¢ MOC-n3meHeHuamu — sapuaHt OMJ1, npu
KOTOPOM B KPOBW MITN KOCTHOM MO3re COAEPXNUTCS Mo
meHbLuen mepe 20 % He3pernbIX KNeTok KpoBu (bnacTtos)
1 onpeaensieTcs O4uH N3 cneayloLmnx akTopos:

> paHee y naumeHTa Obin AnarHoCTMpoBaH
mMuenogucnnactudeckun cuHgpom (MAC) nnm
mMuenonponudepaTmBHoe HoBoobpasoBaHue;

> onpenenarTcA KNeTKn, B KOTOPbIX USMEHEeHUA
HEKOTOPbIX XpOMOCOM NoA0GHbI TEM, YTO
HabntogatoTcs npu MAC;

> 1O MeHbLUe Mepe MOMOBKHA Kak MUHUMYM OBYX
TUMOB KNETOK KPOBY MMEET aHoMarbHbI BUA Nof
MUKPOCKOTOM.



BospacTt 60 net u ctaplue

Ecnu Bo3MOXHa MHTEHCUBHaA Tepanus BapuaHTbl MIHTEHCWBHOW Tepanuu HAYKUUN A11s
MHAYKUUUN naumeHToB B Bo3pacTte 60 neT un craplue nepevncrieHbl
Llenbio MHTEHCMBHOW Tepanun UHAYKLMN SBRSETCS B CNpaBoYHou Tabnuue 19.

CHVKEHME Ymncra BracToB v JOCTKEHNE PEeMUCCUN

OMI1. BoaMOXHO, Ans AOCTMKEHUS MOMHOro OTBeTa Bam Ecnu Bbl HE MOMHUTE CBOIO rPYMMy pUCKa, CM. ONUCAHMUS
npuaeTcs NPoiTh 6onee oaHOro LMKNa UHOYKLMOHHOM rpynn B CIPaBOYHON Tabnuue 12.

Tepanuu.

CnpaBo4Has Tabnuua 19.

BospacT 60 net u cTapLue: BapMaHTbl MHTEHCUBHOW Tepanuu Ansi MHAYKLUU peMUccum

CD33-no3nTturBHbIN OMIT:
* uuTapabuH B cTaHOAPTHOWN A03MPOBKE MIHC

BnaronpusaTHas AayHopy6BUUMH 1 remMTy3ymab CM. CrIpaBoUHYIo
LUuTOreHeTMYeckKas rpynna —) Tabnuiy 20
pucka ,
LintapabuH B cTaHgapTHOW A0O3MPOBKE MIIOC
(vpapybuumH, nnyu gayHopyOuLUUH, N MUTOKCAHTPOH)
MyTauum FLT3 (ITD unn TKD) LintapabuH B cTaHgapTHOM 403MPOBKE MIItoC — CM. cripaBoYHyto
[ayHOPYyOULMH U M1aocTaypuH Tabnuuy 20
* OMIJ1, MHAYUMPOBaHHbIN
npepLwecTBylolen Tepanmen
. Mpenwectayiowwii MAC nnu Kom6BVHMpOoBaHHbIN NnnocomanbHbIn npenapat — Cwm. cnpaBoyHyto
b ytow AayHopybuumHa u umtapabuHa Tabnuuy 21

XMMN
* OMJ ¢ MOC-n3ameHeHnAMM

BeHeToknakc nnc oanH 13 cnegyrowmx npenapaTtos:
e ageuuTabuH
He6bnaronpuartHas « asauuTUaMH
LMTOreHeTMYeckas rpynna
pucka

CM. crnpaBoYHYO
—) p y

* HW3Kogo3HbIM (HO) untapabuH Tabnuuy 21

Tepanus HU3KON MHTEHCMBHOCTU a3auUTUANHOM UNn
aeuntabvHom

LintapabuH B cTaHgapTHOW 40O3MPOBKE MITHOC
[pyrue pekomMeHayemble (vpapybuumH, nnyu gayHopyOuLUH, N MUTOKCAHTPOH)
BapuaHTbl Ansg \ CM. crnpaBoYHyto
npomexyToiHoro CD33-no3uTuBHbIN OMJT 1 OMJT npoMeXyTO4HOro Tabnuy 20
M HebnaronpuATHOro pucka pucka:

 uuTapabuH B CTaHOAPTHOW J40O3MPOBKE MIOC
[ayHopPYyOUUMH 1 remTy3ymab
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Bospact 60 net n ctapuwe

OcTtaTtoyHas 6one3Hb nocne MHAYKLUU
C ucnonb3oBaHMeM LuTapabuHa
B CTaHAapTHOM [O3UPOBKe

Mocne MHTEHCUBHOWM Tepanuu MHAYKLUM MOTYT
OCTaBaTbCA OnyXoneBble KNETKM — TaK Ha3blBaeMas
ocTtaTtovHas bonesHb. Ecnv B cocTaB MHTEHCUBHOM
Tepanuu UHAYKUMM BXOAWN LUTapabuH B CTaHOapTHOW
[031poBKe, CM. CrpaBoYHyto Tabnuuy 20.

[lns BOCCTaHOBMNEHWs NokasaTerei KpoBy Nocrne nevyeHus
TpebyeTcsa Bpemsi. Ecniv nokasatenu KpoBm eLue He
MPULLNK B HOPMY (COCTOSIHWE rMnonnasum), HeoGXxoaMMOo
[0XX0aTbCA BOCCTAHOBMNEHUS.

CnpaBo4Has Tabnuua 20.

MocTpeMuccruoHHana Tepanua nocrne
MHTEHCUBHOMN MHAYKLUU

Mo oKOHYaHUKU MHAYKLUKN OOMKHO NPONTU BpeMs Ans
BOCCTaHOBIEHWS NOKa3aTenen Kposu, NPUMEPHO

4-6 Hepenb. byayT npoBeAeHbl acnMpaunoHHas druoncust
1 TpenaHobmMoncmMst KOCTHOroO Mo3ra Ans onpegeneHns
cTaTtyca peMMcCun U1 MUHUMarbHOW OCTaTOMHOW 60ne3Hu
(MOB).

LleJ'IbIO Tepannm MHAYKUUN ABNAEeTCA OOCTUXEeHne
nornHoro oTeeta. AT0T nogpasaen Ha3biBaeTcA
I'IOCTpeMMCCI/IOHHOﬁ Tepanweﬁ, TaK KaK coa BKITHOYEHbI
MHOroYncrieHHble BapuaHTbl le4eHna B 3aBUCUMOCTU
OT Tna oTBeTa U OT KOHKPETHOIO MOMEHTa JNe4eHnA.
CM. cnpaBoyHyto Tabnuuy 21.

Bo3pacT 60 neTt n ctapwe: BapuaHTbl JIe4eHUS Nocrne TepanmMm MHAYKLUU
C Ucnosnb3oBaHUeM CTaHAAPTHbIX A403 UMTapabuHa

CHoBa uutapabvH B CTaHAapTHOM AO3UPOBKE NIOC aHTPaUUKIMH (MgapybuumH nnm gayHopyouumH)

Nnn MUTOKCaHTPOH

MyTauum FLT3 — ITD unun TKD:

* uuTapabuH B CTaHOAPTHOWM J03MPOBKE MIHOC AAYHOPYOVLMH M MugocTaypuH

OMI1, nHgyumpoBaHHbIV npegwectsyowen Tepanuen, unn OMJT ¢ MOC-n3ameHeHnaMU, NN NaumeHTbl

¢ npegwectayowmm MAC nnn XMMIJT:

* KOMBUHMPOBAHHbIN NUNOCOMarnbHbIN Npenapat AayHopybuumHa u uMTapabuHa (npegnoYTUTeneH,
TOMNbKO €CNN BXOAWI B COCTaB MHOYKLMM)

OcTaTo4Has
oonesHb

Pexumbl ¢ Ll,VITapa6I/1HOM B MPOMEXYTOYHbIX O3UPOBKax

AnnoreHHas TpaHCNnaHTaumns KpoBETBOPHbIX CTBOMNMOBLIX kKneTok (TKCK) ¢ pexxMMom noHuxeHHowm

WHTEHCUBHOCTHU

Tepanua no nosoAy peumansa unu pedpakrepHoro TedeHnss 6onesHu (cnpasoyHasi Tabnuua 25)

>KpaTtb BOCCTaHOBMEHUSA

OnTtumanbHasi cuMmnTomaTmnyeckas Tepanua

Mnonnasua  XnaTtb BOoccTaHOBMEHWS

* KoHTponbHas acnupaumoHHasi buoncus n TpenaHobmoncus KOCTHOro Mo3ra Yyepes 14—21 geHb nNocne Hadana Tepanuu.
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BospacT 60 net n ctapwe

[MonHbIN oTBET OTtcyTcTBME OTBETA

Ecnun nocne nHaykumMm AOCTUrHYT NOSHLIN OTBET, Ecnun niaykumsa He no3sonuna JoCTUYb NOMHOro
€CTb HECKOMbKO BapuaHToB. Bam mMoryT npeanoxuTb oTBeTa (MOfHOW peMnccrm), BO3MOXHA ansoreHHas
annoreHHylo TpaHcnnaHTaumio cTeonosbix knetok (TKCK), TpaHcnnaHTauus cteonosbix knetok (TKCK), Tepanus
Tepanuio Ha OCHoBe uuTapabuHa, NoaaepKBatoLLyo HW3KOW MHTEHCUBHOCTU UNW Tepanus, koTopas
Tepanuio unu HabniogeHue. npyMeHsieTcs Npy peunamee unu pedpakTepHoM

TeyeHun bonesHn. BoamorkHa Takke onTumarnbHas
cyMnToMaTtmyeckas Tepanusi.

CnpaBo4Has Tabnuua 21.

Bo3spacT 60 neT u ctapwie: Tepanus nocne 4OCTUXEHUA PEeMUCCUN, eClNn paHee
ncnosib3oBasiaCb MHTeEHCUBHas Tepanus

AnnoreHHas TpaHcnnaHTaumsl KPOBETBOPHbIX CTBOMNOBLIX KneTok (TKCK)

BapuvaHTbl Tepanun Ha ocHoBe LUuTapabuHa:
* uuTapabuH B CTaHOAPTHOW 4O3NPOBKE
* uMTapabuvH B CTaHAAPTHOW AO3MPOBKE NSOC aHTPAUMKITMH (MaapyOrumH unm gayHopyouumH)

* paccMOTPEeTb BO3MOXHOCTb NPUMEHEHUs LuTapabuHa B NPOMEXYTOYHON J03MPOBKe AN
NaLMeHTOB C XOPOLUMM OBLLEeCOMaTUYECKUM CTaTyCoOM, HOpMarbHON GoyHKLMeR noyek
1 HOpMarnbHbLIM (UK CBSA3aHHBLIM C 6oree HU3KUM PUCKOM) KapUOTUMOM C MapKepamu
GnaronpusiTHOro NPorHo3a

* uuTapabuH B NPOMEXYTOYHON AO3NPOBKE MIOC MUAOCTaypPUH

MonHbin MopoepxumBatoLasn Tepanus ¢ UCNOMNb30BaHMEM TMNOMETUMNMPYHOLLMX PEXMMOB (a3auUTUAONH UMK
oTBeT neuntabuH) kaxable 4—6 Hegenb 4O NPOrpeccupoBaHns
Habnogenve

CD33-no3utusHbin OMI:
* unTapabuH nnc gayHopyouumuH 1 remTy3ymab

OMI1, ungyumpoBaHHbIV NpegwecTsyowen Tepanuen, unn OMJT ¢ MAC-nameHeHnaMU, nnu naumeHTbl
¢ npegwectsyowmm MAC nnn XMMIJT:
* KOMOMHMPOBaHHbIN NMnocomarbHbIN Npenapat gayHopyouumHa n umtapabuHa (npegnoyTuTeneH,
TONbKO €Cnn BXOOWUI B COCTaB UHAYKLN)

» Tepanus HU3KOW UHTEHCUBHOCTW a3auUTUAVHOM NN AeLUTabuHOM

OTtcyTcTBUE * AnnoreHHasi TpaHCcnnaHTauusa KpoBeTBOPHbIX CTBOMOBbLIX KneTok (TKCK)

oTBeTa + Tepanusa no noBoagy peunavsa unu pedpakTepHoro TedeHns 6onesHn (cnpasovHas Tabnuvua 25)
+ OnTrmManeHas cuMnTomaTnyeckasi Tepanms

* AcnmpaumoHHas buoncus n TpenaHobuoncust KOCTHOTO Mo3ra Arsi onpeaeneHus ctatyca peMmccum nocne
BOCCTaHOBIEHMWSA Noka3saTtenen kposu (oT 4 4o 6 Heaernb). AHanu3 Ha MMHMManbHYH ocTaTtovHyto 6onesHs (MOB)
(cnpaBoyHas Tabnmua 13).
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Bospact 60 net n ctapuwe

Ecnu npoBegeHne MHTEHCUBHOW MHAYKLUN Tepanusi MoXeT ObITb HanpaBneHa Ha crnegyoLime
HEeBO3MOXHO KIMHUYECKN 3HaYUMble MyTaLuu:

He Bce XOT4T, 4TOGbI UM Ha3HaYanM UHTEHCUBHYIO

Tepanuio MHAYKUnMn, 1 He BCce MOryT ee nepeHecCTu.

34ecb BaxHyt0 porb UrparT Bo3pacT, obLiee cocTosHue > IDH1;

300pOBbS N LUTOreHeTn4Yeckne ocobeHHocTun. axe

HU3KOUHTEHCMBHaA UMK HEMHTEHCUBHAA Tepanua

WHOYKUMWU MOXET NMPUBECTU K NOSHOW PEMUCCUM.

> FLT3;

> IDH2.

Mo noeoay BapuaHToB neyveHns OMJT npu Hannumum
N B OTCYTCTBUE KITMHNYECKM 3HAYNMBIX MyTaL Wi CM.

BapwuaHTbl Tepanuu onpegenstoTcs NpuCcyTCTBUEM
CnpaBoyHyo Tabnuuy 22.

U OTCYTCTBMEM HEKOTOPbIX KIMHUYECKN 3HAYUMBIX
MyTauuin. [oa KNMHNUYECKN 3HaYMMOW MyTaLmen 30echb
noapasymeBaeTcs Takasi MyTauus, Npn KOTOPO BEPOATEH
OTBET JIENKO3a Ha ONpeerneHHy Tepanuio.

CnpaBo4Has Tabnuua 22.

Bo3spacT 60 neTt u ctapwie: HU3KOMHTEHCUBHbIE U HEUHTEHCUBHbIE BapUaHTbI
Tepanmn MHAYKUUN

+ BeHeToknakc nntoc geumTtabuH (NpegnodTuTensHO)
* BeHeToknakc nnioc azauuTManH (NpeanoyTUTENbHO)
» BeHeToknakc nntoc H1M3kogo3Hbin (HO) umtapabuH (npegnovtuTenbHo)

OMIJ1 6e3 KnNUHU4YECKu
3HAaYUMbIX MyTaUUn » Tepanusa HU3KOW UHTEHCUMBHOCTU a3auUTUANHOM UNKN AeunTabruHom

* [nacgerm6 nntoc HL umMtapabuH
* lemty3dymab npu CD33-nosutmsHom OMJI
+ OnTMManbHas cuMmnToMaTUyeckas Tepanust

* VBocnaennob

. .
Tepanus HU3KON NHTEHCUBHOCTU a3auUTUAMHOM UNu AeumTabuHom
MyTauwma IDH1 P HMTiA Aell

+ Tepanus Ha oCHOBE BEHEeTOKNaKca B COMeTaHUM ¢ (a3aunTUAMHOM, UIK
aeuntabuHom, unu HO untapabuHom)

* QHacuaeHno

* Tepanus HU3KOW MHTEHCUBHOCTU a3auUTUANHOM UK AeunuTabuHoM
MyTtauuna IDH?2 P LA Aeu

+ Tepanus Ha OCHOBE BEHETOKNaKca B COMETaHUM € (a3aunTUAMHOM, UIn
aeuntabuHom, unu HI untapabuHom)

» Tepanus HN3KOWM UHTEHCUBHOCTM (a3aunUTUAUHOM UNN AeLmTabuHOM) Noc
copadennd npu FLT3-ITD-no3ntnBHOM 3abonesaHum

» Tepanus Ha OCHOBE BEHETOKAKCa B COMETAaHUM C (A3aUUTUANHOM, MUIU
aeumTtabuHom, unu HO uutapabuHom)

MyTauma FLT3
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JleyeHne nocne HU3KOMHTEHCUBHOW UMK
HEeMHTEHCUBHOM MHAYKLUU

Mocne oKoHYaHUSt MHOYKLUW OOMMKHO NPONTU Bpems,
YTODbI KOCTHBIN MO3I BOCCTAHOBMWIICS: NPUMEPHO

4-6 Hepenb. 3aTeM NpPOBOAATCS acnMpauuoHHas
Huoncusa n TpenaHobMoncKsa KOCTHOrO Mo3ra, YToObI
onpeaenuTb CTaTyc PEMUCCUM U HAaNM4ue unm oTcyTCTBUE
MUHUMarnbHOW octatovHon 6onesdn (MOB). BapuaHThl
neyYeHns nepedmcrieHbl B CrpaBoYHon Tabnnue 23.

Ecnun nccnepgoBaHmsa KOCTHOrO Mo3ra noaTeepXaarT
OTBET Ha Jle4eHne, BO3MOXHbI crnegyrLline BapuaHTbl:
» anrioreHHasi TpaHcnnaHTauns CTBONOBbIX KINETOK;

» [anbHewllee nevyeHne bonee HU3KOM
WHTEHCUBHOCTMW.

CnpaBo4Has Tabnuua 23.

BospacT 60 net n ctapwe

Ecnu Habntogaetcsa oTcyTCTBUE OTBETA MK
nporpeccupoBaHne 3a60oneBaHu1s, BO3MOXHbI CriegytoLme
BapuaHTbI:

> Tepanusi Mo NoBoAYy Peuuavea unm pepakTepHoro
TeuyeHus: 6onesHu;

» onTumanbHasa cumnTomaTudeckas Tepanvs.

Moa onTuManbHOW CUMNTOMATUYECKON Tepanuen
nogpasymeBaeTcs nevyeHune, HarnpasneHHoe Ha
MOBbILLEHME Ka4YeCTBa XMU3HWN 1 CMSArYeHne anuckoMmgopTa.
CvmMmnTomaTtmdeckas Tepanus He nevmT pak. B coctae
3TON Tepanum MOXET BXxoauTb obesbonneaHue,
3MoOLMOHanbHas U1 OyxXoBHas NoaAepkka, ceMenHasi
ncuxoTtepanus.

Bo3pacT 60 net u ctaplie: Tepanusa nocrie atana MHAYKLUUU, eCnu paHee
npoBoaMnacb HU3KOMHTEHCUBHAsA UITM HEMHTEHCUBHas Tepanus

AnnoreHHas TpaHcnaHTaums KpOBETBOPHbIX CTBOMOBbLIX KNeTok (TKCK)

MpogomknTb NnevYeHme ¢ MCNonNb3oBaHMEM PEXUMOB Tepanmm onee HN3KOWM MHTEHCUBHOCTMW:
¢ rmnoMeTunupyrLwine pexmmbol Tepanmm asauutTMamHoOM nnum neuntabuHom oo

nporpeccupoBaHus

» 9HacugeHunt npu OMI1 ¢ myTaumen IDH2 no nporpeccMpoBaHus
* unBocugeHn6 npu OMJ1 ¢ mytaumen IDH1 0o nporpeccnpoBaHns
OtBet * BEHeTOKMakc nroc geuntabuH
* BEHETOKMaKC NMc a3aunTuamH
* BEHETOKITaKC NMC HU3koAo3HbI (HI) umtapabuH
* macgernb nntoc HO untapabuH
* azaunTMavH unu geumntabuH nntoc copadennd ana OMJT ¢ mytaumnen FLT3-ITD

CD33-no3utmBHbIN OMJI:
* remTysymab

OrcyrcTaue  Tepanusa no noeody peunanea unu pedpakTepHoro TedeHust 6onesHu (cnpasoyHas
oTBeTa unu Tabnuua 25)

nporpeccupoBaHue

omn + OnTumanbHasa cuMnTomMaTuyeckas Tepanus

* AcnimpaumoHHas buoncus n TpenaHobuoncusi KOCTHOTO Mo3ra s onpegeneHus ctatyca peMmccun nocne
BOCCTaHOBIEHUS NokasaTernen kposu (0T 4 0o 6 Hefenb). AHaNM3 Ha MUHUMarbHY OcTaTo4Hyto 6onesHb (MOB)
(cnpaBoyHasa Tabnuua 13).
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Bospact 60 net n ctapuwe

HeuHTeHcuBHas Tepanusa Ana nauMeHToB
B Bo3pacTe 75 neTt u ctapuwe

Macpern6 B KOMOMHaLMM C HU3KOOO3HbIM Ll,MTapa6I/IHOM
MOXET NPUMEHATbCA ONd neYeHna cnegyrwmx KaTeropvu7|
naumneHToB:

> Te, KoMy BnepBble noctaeneH guarHo3 OMJT u npu
3TOM OHW B Bo3pacTe 75 neT unm crapLue;

> Te, Y KOro ecTb Aipyr1ne cepbesHble NpotrnemMsl co
3[0pOBLEM, NPENATCTBYIOLLNE UCMONb30BAHUIO
Boree MHTEHCUBHOMN Tepanuu;

» Te, Yy KOro HeT KIMHNYECKN 3HaYNMBbIX MyTaLJ,MVI, nnn
Te, KTO peLuuns, 4TO He XO4eT OApYroro rie4eHnd.

[pyrov npenapaTt HU3KOUHTEHCMBHOM (MEHEE arpeCcCUBHON)
Tepanuu — BeHeToknakc. OH MOXET UCMOoMNb30BaThCA

Kak cam no cebe, Tak U B COMETAHWU C a3aUUTUANHOM,
AeunTabuHOM MU HNU3KOZO3HbIM LuTapabrHoM npu
neYyeHUn NaumMeHToB B Bo3pacTe 75 NeT u ctapLue co
BrepBble YyCTaHOBMNEHHbIM gnarHozom OMJ1. Kpome Toro,
OH UCMOMb3YyeTCS NPU NEYEHNN MALMEHTOB, Y KOTOPbIX ECTb
Apyrue cepbesHble Npobnembl Co 300POBLEM.

CnpaBo4Has Tabnuua 24.

Ha6nropeHue

Mepvon HabnoaeHNUst BKNOYAET B CEOS1 KOHTPOSbHbIE
aHanusbl 1 00cnegoBaHUS NOCne KOHCONuaaUmm.

Ecnn neyeHune no3Bonunmno gocTnyb pemuccum
OHKosormyeckoro 3abonesaHus, N0 OKOHYAHWMN JIe4YEHNS
npoucxoguTt nepexog K HabnogeHuo. B Tevenne
nepuoga HabnogeHnst obwmn aHanma kpoeu (OAK) byoet
npoBoauTbCs pas B 1-3 Mecsua B TedeHue 2 ner, nocne
atoro OAK gomkeH NnoBTOpATLCS Kaxable 3—6 mecsues
B TevyeHune 5 nert. B cnyyae OTKIOHEHUIN OT HOPMbl MOTYT
noTpeboBaTbCsa UccnegoBaHUs KOCTHOMO Mo3ra.

PeunauB unu pedpakrepHoe TeyeHue nenkosa
BosBpalleHune nenkosa HasbiBaeTcsa peunansom. Llenbto
nedyeHnd ABnAeTcA NoBTOPHOE AOCTUXEHNE pEMNCCUN.
Ecnu Bbl ssBNsieTecb KaHaOnaaToM Ha TpaHCniaHTauuto
KPOBETBOPHbIX CTBOOBbIX KINETOK, BaLl Bpay npu
O6Hapy)KeHI/II/I NPM3HaKOB NepBOro peumnamnea Ha4HET
NoWCK JOHOPa, eCnun y Bac HeT coBMecTumMoro bpara/
CEeCTpbIl, KOTOPpble MO Obl cTaTb OOHOPOM.

Ecnu neiko3 He oTBeYaeT Ha neYeHne, roBopaT
0 pedpakTepHOM WM PE3UCTEHTHOM TeYeHMK 3aboneBaHus.

Mo nosoay nevenus peunamsos OMJT unu cnyyaes
OMIJT, KoTophLIN NepecTaeT oTBeYaTb Ha fievYeHme nocne
KOHconuaaumm, cM. CripaBoYHble Tabnuubl 24 n 25.

BapuaHTbI Tepanuu npu peunauee unu pedpakTepHOM TeueHun 3aborneBaHus
nocrne KoHconuaauuu

YyacTtue B KNIMHNYECKOM UCCreaoBaHmnm (HacToAaTeNbHO pekoMeHayeTcs)

TapreTHast Tepanus (cnpaBoyHas Tabnvua 25, nocne Hee TpaHcnaHTaums
KPOBETBOPHLIX CTBOJSIOBbIX KIETOK OT COBMECTMMOrO GpaTta/cecTpbl Unv Apyroro

OnpegenuTb Hanuune MyTauumn
crenyroLwmx KIMHUYECKU

AoHopa)

3HAa4YUMbIX reHOB:
« FLT3 (ITD unu TKD)

. IDH1 AoHopa)

Xumunotepanus (cnpaBoyHasi Tabnuua 25, nocne Hee TpaHCMnaHTauus
KPOBETBOPHbIX CTBOSIOBbIX KITETOK OT COBMECTMMOrO Gpara/cecTpbl Unv gpyroro

e IDH2
MeHee 12 mecaueB

MOBTOPUTL NEPBbLIN YCMELUHbIV PEXUM MHAYKLWWU, ECNU NOCHEe UHAYKLUM NPOLUIIO He

OnTumanbHas cuMmnTomaTmyeckast Tepanua

* MOJ'IeKyJ'IﬂprIe aHannabl AO0JKHbI MOBTOPATLCA NMPU KaXXAOoM peungnee unn nporpeccnpoBaHumn 3abonesaHus.
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BospacTt 60 net u ctaplue

CnpaBo4Has Tabnuua 25.
BapuaHTbl Tepanuu npu peungvee unm pecpakrepHoOM Te4eHUn 3aboneBaHnA nocne
KOHconuaauum

KnuHuyeckoe

HacTtostenbHo peKOMeHﬂyeTCFI yqaCTme B KIMMHU4Y€CKOM unccrnegoBaHum
nccrneagosaHue

OMIJ1 ¢ myTauuen FLT3-ITD:
* TUNTEPUTUHNO
* rMnomMeTunupylowmne npenapatbl (a3auMTnavH unmn geuntabun) nnoc copadeHnd

OMI1 ¢ myTtaumen FLT3-TKD:
* TUNTEPUTMHNG

TapreTHas Tepanus OMI1 ¢ myTaumeit IDH2:
e 3HacuaeHuo

OMI1 ¢ myTaumnen IDHT:
* MBOCUAEHUO

CD33-no3utmeHbIn OMIJT:
* remTy3ymab

* KnagpnbwuH nntoc umtapabuH n M-KCo
* KnagpubuH nntoc uutapabuH n -KC®, nnoc MUTOKCAHTPOH unmn naapyomumH

* BbICOKOOO3HbIN LUTapabuH (ECNN HE MPUMEHSAICSA paHbLLE)

* BblcOkogo3HbIN UnTapabuH (ecnv He NPUMEHSNCS paHbLue) nntoc (naapybuumH,
Unu fayHopyouLIMH, UM MUTOKCAHTPOH)

ArpeccuBHas Tepanus
ONsl HeKOTOPbIX
nawuueHToB

* ®nypapabuH nntoc umtapabuH n M-KCe
» ®nynapabuH nntoc umtapabuH, M-KCP n ngapyouumnH

» OTonosug nnwc uutapabuH
« 3JTonoaua nnoc uutTapabuH UM MATOKCAHTPOH

* KnodapabuH
* Knodpapabur nntoc untapabun n Mr-KCo
* KnodpapabwuH nntoc umtapabuH, M-KCP n ngapyouumnH

+ [unometunupyoLwme npenaparbl: a3aunTuamH unv geuutabuH
* Hwnskogosubii (HA) umtapabuH
* BeHeTtoknakc nac runometTunupyowme areHtsl unu HA umtapabuH

MeHee arpeccuBHas
Tepanus
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CumMmnTomaTtnyeckas Tepanua

CumMmnTomaTnyeckas Teparnuda

CvmMnTomaTtunyeckas Tepanus HanpasneHa Ha
MOBbILLIEHME KavyecTBa Xun3Hu. Peub nget o npobrnemax
C CaMO4yBCTBMEM, KOTOPbIE BbI3BaHbI Kak CaMUM
OHKOMNornyecknm 3abonesaHveM, Tak U ero NeYyeHmeMm.
Takylo Tepanuio NHoOrAa HasblBaloT nanMaTMeHOWN.

JTio6oe NpoTMBOOMNYXONEBOE NeYEHNE MOXET
HebnaronpusaTHO CkasblBaTbCH Ha 300pOBbe. Takne
npobnembl Ha3bIBaloT NOGOYHBIMM adhdekTamu. HekoTopble
no6o4Hble aheKTbl MOryT BbITb O4EHb CEPbE3HBLIMM.

CnpalwumBanTe cBOUX Nnevallmx Bpaden 060 Bcex
no6o4HbIX adhhekTax, KOTopble BO3MOXHbI B NpoLiecce
BaLLero neveHus. Takke coobLianTe UM o NobbIX HOBbLIX
cumnTomax v 06 yxyaLeHun coctosiHus. Bo3amoxHo,
€CTb Cnocobbl ynyyLlInTL Balle caMO4yBCTBUE

1 NpedoTBpaTUTb HEKOTOPbIE NOBOYHBLIE 3PEKTDI.

ConpoBoaguTenbHas Tepanust Npyu HEKOTOPbIX MOOOYHbIX
adpdbekTax, Bo3HMKaOLWMX B npouecce neveHna OMIJ,
ornncaHa HUXe.

OTKNOHeHuA B pe3ynbraTtax
OOLWeKNMHMYEeCKoro aHanumsa KpoBu

[lo Ha4yana neyveHns y Bac MOXET OblTb OMEHb BbICOKMIA
YPOBEHb NENKOLUTOB. DTO MOXET Bbl3BaTb CEPbE3HbIE
npobnembl. YToObl BLICTPO CHU3UTL 3TOT YPOBEHD,
MOXXHO MCMonb3oBaTb adhepes Unu rMmapoKCUMOYEBUHY.
Adbepes — aTo npoueaypa, B Xo4e KOTOpou y Yernoseka
OepyT KpOBb, U3 HEE YOansoT KINETKN OnpeaeneHHbIX
TMMOB, a BCIO OCTarbHY0 KPOBb BO3BpaLLaloT obpaTtHo.
MapokcMMoYeBUHaA — NEKAPCTBEHHEBIN Npenapar.

B nepvoa npoxoxaeHus Tepanuu BaMm MoryT
notpeboBaTbcsa nepenuBaHms Kposu. M3 JoHopckow
KpOBW He0BXo4MMO yaansaTb 60MbLUYH0 YacTb NENKOLUTOB.
Takke, ecnv nedeHve BedeT K No4aBNEHNIO UMMYHHOM
CUCTEMbI MaLUMEHTa, AOHOPCKas KPOBb A0SMKHA
obnyyaTbcs. Bece ato Tpebyetca ons Toro, YToosI
KOMMOHEHTbI JOHOPCKOM KPOBU HE aTakoBanu BaLl
opraHmam. Kpome Toro, aTo Hy)XHO A1 MPefoTBpaLLeHns
nepegayn MHEKLMNA.
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-KCoP

dakTopbl pocTa, TakMe Kak rpaHynouuTapHbii
KonoHmectumynupytowwmin paktop (M-KC®), — BewecTsa,
KOTOpble CTUMYMUPYIOT BbIPabOTKY KNETOK KPOBU

B KOCTHOM Mo3re. OHU MOTyT MCMONb30BaTLCSA B COCTABE
arpeccuBHbIX XMMNOTEPANEBTUYECKUX PEXXMMOB NpU
peunavee unu pecpakTepHOM TEYEHUM OHKONOMMYECKOTO
3aboneBaHus. OakTopbl pocTa MOryT UCMONb30BaTLCS

B COCTaBe CMMMTOMAaTUYeCKON Tepanum BO BPeEMS
KOHCOMMAaLMmM, ecriv BO3HUKAET XU3HEYrpoXaoLLas
NHpekums.

HapyweHue cdyHKuum ronosHoro mo3sra (LLHC)
LintapabuH MoXeT BO3OENCTBOBATb Ha Ty 4YacTb
rOfIOBHOrO MO3ra, KoTopasi OTBEYaeT 3a KOOPAMHAaLUIO
awxkeHn. Cpegu BO3MOXHbIX CUMNTOMOB —
HEKOHTpONMpyeMble ABWXeHUs rna3. MoxXeT yxyawnTbcs
ynpasrneHne ABUXKEHWSIMU PYK U HOT, @ peYb MOXET CTaTb
HEBHSATHOW.

Ecnu ncnonb3yeTcs BbICOKOAO3HbIN LMTapabuH, 3T
npobrembl MOryT BO3HUKHYTb Y MauneHToB moboro
Bo3pacTa. LintapabuvH B cpegHNx 4o3ax NoBbILAET PUCK
3TMX OCNOXHEHUWI Y Ntoen B Bo3pacTe cTaplie 60 ner.
A npu HapyLleHUn OYHKLMUM NOYEK 3TOT PUCK Bo3pacTaeT
NPy NCMNoNb30BaHUM NOObLIX AO3NPOBOK.

lMepen BBEOEHNEM KaXOoW A03bl LMTapabuHa HYXXHO
NpPoBEpPATb, HE BO3HWUKIW N Y NauueHTa npobnembl

C rofioBHbIM MO3roM. Ecnv oHu BO3HUKAIOT, NPUMEHEHNE
untapabuHa Hy>xHO npepBarthb. [locrne nx paspeLleHns
MOXHO NPOAOIMKUTL NEYEHME, HO C UCNOSb30BaHNEM
bonee HU3KMX O03.



CuHpgpom nusuca onyxonu

CuHgpom nusuca onyxonu (CIO) BosHuKaer, koraa
NpoayKTbl pacnaga normbLUnxX KNeToK He BbIBOAATCS
BOBPeMS 13 opraHnsma. B pesynesrate nospexpgatoTcs
MOYKM 1 BO3HWKAIOT Cepbe3Hble HapYyLLUEHUS
3MeKTPONMTHOro coctasa kposu. CMHAPOM nm3unca
OMyXOnn MOXeT BbITb ONaCHbIM ANS XU3HW.

CINO MoxeT BbITb BbI3BaH XMMUOTEPANMUeEr Ha aTane
nHAyKuun. Bo BpeMst MHAYKUMKU nornéaeT MHOTO KNEeTOoK,

1 Mosy4yaeTcsl, YTO CMMLLIKOM MHOrMO NMPOAYKTOB pacnazga
CNnuLWKOM ObICTpO 06pasyeTtcs B opraHmMame. BeposaTHocTb
CIO nosblwaeTcs Npu 04eHb BbICOKOM COAEpPXaHUM
bnacTtos.

NS CHUXEHNS YPOBHSA MOYEBOW KACIOTbI Npu

CINO npumMeHsoTCA NnekapcTea: anmnonypyvHon unm
pacbypukasa. Pacbypukasa MOXeT BBOOAUTLCS C CAMOro
Havana, ecnu Konuyectso bnacToB BbICTPO pacTerT, a
TaKkKe Npu BbICOKOM YPOBHE MOYEBOW KMCMOTbI UK NpU
HapyLleHUM OyHKLMKU NOYeK.

[ns BbIBOAA NpoOyKTOB pacnaja KrneTok NonesHo

NUTb MHOIo BoAdbl. Ecnn Konnyectso 6nacToB o4YeHb
BEMUKO, MOXET BO3HUKHYTb HEOBX0AMMOCTb Nnony4arb
[OMNONHUTENbHbIE XWOKOCTU B BONBbHUYHBIX YCNOBUSIX; 9TH
XUOKOCTM ByayT BBOAUTLCS BHYTPUBEHHO.

Ecnu y Bac ectb puck CJ10, Bam exegHeBHO OyayT
NPOBOANTLCA aHaNM3bl KPOBU, BKIoYatoLme B cebsi:

>  BMOXMMUYECKUIA aHanuU3 KPOBY;

> QneKTponuThI;

> NeYeHOuYHble NpobbI;

» as30T MOYEBUHbI KpOBMU;

> KpeaTUHWH;

> MOYEBYIO KMUCIOTY;

> docaTsbl.
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OndchbepeHUMPOBOYHLIN CUHAPOM
OndbdepeHUNpPOBOYHBIN CUHAPOM — MOTEHUUANbLHO
cepbe3HbIn NOBOYHBIN 3APDEKT HEKOTOPbLIX
npoTuBoONyxoneBbIX NpenapartoB. OH Bbi3biBaeTCA
ObICTPbIM MacLITabHbIM BbICBODOXKAEHNEM LIMTOKMHOB
(MMMYHHbIX BENKOB) NPK OTBETE NENKO3HbIX KMETOK Ha
Tepanuto. AnddepeHunMpoBOYHbIN CUHAPOM MOXET
BO3HWKHYTb Y NaLNEHTOB, MPUHUMAIOLLMX UHTMOUTOPDI
IDH (sHacvgeHnb unu nsocugeHnd) nnm nHrmbutopsl
FLT3. 3TOT CMHAPOM paHee HOCUIT Ha3BaHMe CMHApPOMa
peTuHoeBon KucnoTbl. Cpean ero CUMNTOMOB —
MOBbILLEHWE TEMMEPATYPbl, OTEKN PYK U HOT,
3aTpygHeHHoe AbixaHue. Betpevatotesa Takke Habop Beca
N KOXXHas CbiMb.

,El,perle BO3MOXHbl€ NPOoABIEHNA — HU3KOE
apTtepuanbHOe gaBneHne U CHM>XXeHne ypoBHA Kucnopoaa
B KpoBMU. MoxeT ckannmeaTbCs XXMAKOCTb BOKPYT Nerknx
mnun cepgua, MoryTt noBpexaatbCa NnoYkn U neYeHb.

JleveHune anddepeHUMpOBOYHOIO CMHAPOMa HeobxoaMMo
Ha4MHaTb NpU NOSABNEHUN NePBbIX MPU3HAKOB MUK
cumnTtomoB. OanH 13 BapuaHToB 3YPEKTMBHOMO

nie4yeHuss — NpPUMEHeH1e CTEPOUAHBIX FOPMOHOB. [pu
pacTyLleM ypoBHe NenkounToB 1 AnddpepeHUnpoBOYHOM
CMHOPOME YacTO Takke NPUMEHSIETCA NEKapCTBO-
aHTUMeTabonuT, KOTOpoe Ha3blBAETCS MAPOKCUMOYEBUHOW.

Mpo6nemMsbl ¢ rmasamu

Bbicokogo3HbI UMTapabuH MOXET Bbl3BaTb NPoGIeMbl

c rnasamu. Benku ras MoryT nokpacHeTb. Bo3amMOXHb!
Takke 6ornb B Masax v crnesotedeHve. MMasHble kanmm
(Ha ocHoBe (hm3pacTBopa UNK codepkallme cTepouaHble
FOPMOHbI) MOTYT NPeaoTBpaTUTL 3TV NPOBNEMbI.

UHdekuun

Y nauueHToB, NoMyYarLmX fie4eHne no noBoay

OMI1, ecTb pMCK BOSHUKHOBEHMS XN3HEYTPOXAOLLIMX
NHpeKUMIA, KoTopble TPEBYOT HEMEANEHHOro Havana
nevenus. NHdekunmn MoryT Bbi3blBaTLCSA BUPYCaMu,
rpnbamu nnn Gaktepusimu. [na nedeHms 6akrepuanbHbIX
NHpEKUMIA NCNONb3YIOTCA aHTMBMOTUKK, TPUOKOBBIX —
NPOTMBOrpMOKOBLIE NpenapaThbl, A4S NPOMUNAKTUKN
BUPYCHbIX MHADEKLMIA — NPOTMBOBUPYCHbIE NIeKapcTBa.



KpaTtkoe comepxaHve pasgena

KpaTkoe conepxaHue pasaena

> Y 6onblumHcTBa 60nbHbIX OMJ1 06HapyxumBaeTcs He

Or1J1, a kakon-nnbo apyron BapuaHT bonesHu.

JleueHue no nosogy OMIJ1 npoxoanuT B HECKOMNBKO
3Tanos.

MaumeHTOoB, Nony4varoLmx NeYyeHne no nosoay
OMIJ1, penAaT Ha rpynnbl NO BO3pacTy: ogHa mragile
60 net, gpyras ot 60 net 1 cTapwle.

Bpaq COCTaBuT NnnaH nevyeHna ncxoga U3 Bo3pacrta
nauveHTa u apyrmx akTopoB, B TOM Yncre obLiero
COCTOSIHUSI 300POBbS M 06LLIECOMATUYECKOIO
cTatyca (CnocoBHOCTY BbINOMHATL T€ UMK UHbIE
OEeNCTBUS).

XumMuoTtepanusa ABNAeTcs rmaBHbIM KOMMNOHEHTOM
rneyenust. Mpu 06HapyXeHUN HEKOTOPbIX TEHHbLIX
MyTaUuid K Hel MOXeT 100aBNATbCA TapreTHas
Tepanus.

LleJ'IbIO neyvyeHna AsndaeTca JOCTUXeHue noyHoro
OTBETA, UNWN NOMHON pemMunccun.

CvMnTomaTtuyeckas Tepanus HyXHa ansi Toro,
4YTOObLI NPEeaOTBPATUTL UK 0BNerYMTsL Npobnemsl co
300poBbeM, BbidBaHHble OMJT nnu ero neyeHvem.
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1

«CaMBIM GOJIBIIMM IMOKOM OJIS MEeHA

OBLJIO YCJIBLIIATE, YTO JIEO0 A YMPY
IPHEMEDPHO Uepes 9 MecAIeB, IH00
MHE IPEICTOUT TPAHCIJIAHTAIHA
KOCTHOTI0 MO038ra. C TeX mop IPOoIIJIO
IIECTh JIET. Y MEHA IIPEeKpacHadA
HUSHB U IPEKPACHAA IPYIIIa
OONIEPEKH, COCTOAIIAA U3 MOET0
MYy¥®a, IpYy3eH, Jiedamero Bpava

H BCEH ee KOMAaHIbl».

— Puwma
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O0Lwume cBegeHns

OI'IyXOJ'Ib 13 ONnacTHbIX Ona OBINAK xapakTepHbl crieqytoLne npusHaKu:
M1asMounTONOHbIX AEHOPUTHDBIX KINETOK

o » o4aru nopaxeHua Koxku. OHU MoryT ObITb TEMHO-
(OBMAK) npeacTaensieT coboii 04eHb P 4

cdmoneToBoro Leeta, UMeTb BuA 60nbLumMx unu

peakoe n arpecCnUBHOE 3J10Ka4€CTBEHHOE ManeHbKUX NSATEH Ha Koxe. VIHorda OHM NMOoXOoXu Ha
3aboneBaHue KpOBeTBOpHOVI CNCTEMDI. CblIMb WUINKN Ha CUHSKK. B obLem, y pasHbix 60MbHbIX
Ho, B otnnumne ot OMJ1, OBINAOK moxeT OHU BbIFMAASAT MO-PaSHOMY;
06Hapy)KI/IBaTbCF| B KPOBU, KOCTHOM > yBenuueHHble TMMAOY3rbl;

Moare, numdoyanax n koxe. Hacto aTa

» OonnB XMNBOTE, CBA3AHHbIE C NopaeHnem
6onesHb HEBEPHO ANArHOCTUPYyeTCS. ceneseHKM:

BmecTe c Bpa4yoM Bbl CMOXETE Bbl6paTb

- > YTOMIISIEMOCTb, Bbl3BaHHAsA CHIDKEHMEM Yncna
onTnMarbHbIU MJ1aH NevYeHns.

HOPpMaJllbHbIX KITETOK KPOBW.

YT1o saBnsieTca npuunHon OBMNOK?

OBIMNIOK moxeT pa3BuTbcs Ha oHe
Muenoaucnnactuyeckoro cuigpoma (MAC). MAC —
3rioKka4yecTBeHHOE 3aboneBaHune, Npu KOTOPOM KOCTHbIN
MO3r He MOXXET MPOM3BOANTL JOCTATOYHOE YNCIO
3[10POBbIX KIETOK KPOBU U MPUCYTCTBYIOT aHOMarlbHble
knetkn. MOC BO3HUKaET Ha YPOBHE KPOBETBOPHbIX
CTBOJIOBbIX KMETOK KOCTHOrO MO3ra.

Obwume ceegeHusa

Onyxonb 13 BnacTHbIX NNasMOLMTOMAHbBIX OEHAPUTHBIX
knetok (OBMNAOK) — peakoe n arpeccusHoe
3riokavyecTBeHHOe 3aboneBaHne KpOBETBOPHON CUCTEMBI.
Ota onyxonb obnagaeT Yeptamu nevkosa, MMMdOMbI

U paka Koxun. HanomHuMm, 4To Nenko3 BO3HUKaET

B KPOBETBOPHOW TKAHWM KOCTHOrO Mo3ra, a niumdgoma —

. OBIMNIOK mMoXeT pa3BUTbCS Takke Ha POHE XPOHUYECKOTO
B KIIETKAaX MMMYHHOW CUCTEMBI.

MuenomoHouutapHoro newkosa (XMMIT). XMMJT —
MeANeHHO pa3BuBatoLleecs 3abonesaHve, nmetoLlee
xapaktepuctnkn MAC nnun mmnenonponudepaTMBHOro
HoBoobpa3oBaHusi (MIMH), npyn KOTOPOM B KOCTHOM
MO3re CMMLLKOM MHOMO MOHOLIMTOB (3TO OAMH U3 TUMNOB
NENKoOUNTOB).

OBIMOK — onyxornb 13 He3penbIX NNasMoLMTOUAHbIX
AEHOPUTHBIX KMETOK, PeOKON pasHOBUAHOCTU MMMYHHbIX
KINETOK. QTUN KNETKM BO3HUKAIOT B KOCTHOM MO3re

W nepemeLLaoTcs B opraHbl MMMdaTnyeckon cUcTeMsl,
Takne Kak ceneseHka u nuMmdoyansl. B 1o xe Bpems

npu OBMNAOK, kak u npu pake KoXu, onpeaensoTcs
aHoOMarsbHbIE YYaCTKN KOXM (KOXHbIE MOpaXeHus).

OBINAK moxeT Takke nopaxatb LeHTpanbHYy HEPBHYHO
cuctemy (LIHC). 310 3aboneBaHmne 4acTo HEBEPHO
ANarHoCT1pyeTcsl, NOTOMY YTO NMPU3HAKA U CUMMTOMBbI
MOTYT CUINbHO pa3nuyaTbes, a 3abonesaHve peakoe.
MoaToMy NpoxoauTb NeveHne nyywie B MeauUnHCKOM
LeHTpe, rae y CrneunanncToB ecTb ONbIT BeAeHWs
naumeHToB ¢ OBINAK. B naeane komaHga nevatimux
Bpayen JOMKHa COCTOSATb U3 CMeUManmcToB B PasHbIX
obnacTtax MeavumHsbl.
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ObcnenoBaHune

O6Cﬂe,D,OBaHV|e Ons onpenenexus anarHosa OBIMOK Heobxogmmo

yOOCTOBEPUTBLCS B NPUCYTCTBUMN XOTS Obl 4 13

Mpu nogospeHun Ha OBIMIK Bam npoBeayT HECKONBKO 6 nepeumcnenHbix 6enkos:

aHanu3oB 1 ob6crneaosanuii. CM. CNpaBoYHYHO > CD123;
Tabnuuy 26.

> CD4;
OwnarHocTtuka » CD56;
MouTn y Bcex 6onbHbIx OBIMOK HabnogatTcsa KOoxXHble > TCL-1:
ovaru nopaxenus. Yacto OBINOK obHapyxumBaeTcs no
pesynsratam 61oMncumM KoXu nocne BusnTa K Aepmaronory > CD2AP;

(cneuunanucty no 3aboneBaHNsIM KOXW) MO NOBOAY 3TUX
o4aroB. [lnarHo3 MOXeT yCTaHaBN1BATLCA HA OCHOBaHUM
Broncum NMMdOyY3roB UMM KOCTHOTO MO3ra.

» CD303/BDCA-2 6e3 mnenougHbix Mapkepos,
T-nMHEeNHbIX UNKn B-NMHENHbIX MapKkepos.

B uncno mmenonaHbix mapkepos BxoasT MIMNO, nusoumm,
Mpn OBIMAK Ha onyxoneBbIx kNeTkax onpegensercs CD14. CD34. CD116 1 CD163

MOBbILLEHHOE, MO0 CPABHEHUIO C HOPMOW, KONMYECTBO
benka CD123. [ins noateepxaeHus avarHosa OBIMOK

OBJOK BcTpeyaeTcs y niogen BCex pac, Yale y My>XuuH.
TpebyloTCa MOMNeKynsipHbIe NCCNeqoBaHus.

B naHHOM pykoBOACTBE paccmaTpyBaeTcs neveHne
nauneHToB oT 18 neT.

CnpaBo4Has Tabnuua 26.

UccnepoBaHua npu OBNOK

AHamHe3 1 dusmkanbHoe obcneaosaHue

O6weknuHnyeckun aHanns kposu (OAK) ¢ TpomboumTamy 1 nenkoumuTapHon bopmysnown, nonHas Metabonmyeckas naHesnb

MccnenoBaHus KOXHbBIX 04aroB nopaxeHusa (menaTeano BMeCTe C ﬂepMaTOJ’IOFOM)

ACI'II/IpaLI,I/IOHHaFl ©broncusa KOCTHOro mMo3ra, TpeI'IaHOGVIOI'ICI/IFl KOCTHOro moara, moncus J'II/IM(*)OySJ'IOB

NMMyHOrMCTOXMMUS, NPOTOYHas LIMTOMETPUS U LUTOTEHETMYECKUIA aHanua (kapuotun u/unm FISH)

AHanua CTpYKTypbl AeHOPUTHbBIX KNETOK 1 6riacToB B KPOBM

MonekynsipHO-reHeTU4eCKMIN aHann3 kak MUHUMYM crnegytowwmx reHoB: ASXL1, IDH1-2, IKZF1-3, NPM1, NRAS, TET1-2,
TP53, U2AF1 wn ZEB2

M3T/KT-nccnegosaHue apyrmx obnacten npy NogO3PEHUN Ha IKCTpaMeaynnsgpHoe pacnpocTpaHeHne nnm
numdageHonaTuo

JliomBanbHasa NyHKUMA AN UCKIIOYEHMS MOPaXXEeHNsT LeHTparnbHON HepBHOM cuctemsbl (LIHC)

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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BapuaHTbl Tepanum

BapuaHTbl Tepanuu

Jleyenne OBIOK TpebyeT yyacTus MHOMMX CneumanncTos.

NCCN pekomeHOyeT NpMHUMATL pPEeLUEHMS O NTeYeHnn
aToro 3aboneBaHuns cunamy MynsTUANCUMIIIMHAPHOM
KOMaHZbl Bpayer unv Bpaden pasHbix cnewmansHOCTEN,
BKIOYas gepmarornora.

Jleuenne OBIOK BkntovaeT B cebs npenapat
Tarpakcodpycn (tagraxofusp-erzs) unu BbICOKOQO3HYHO
XMMUOTEPaNnuIo C NocreayoLlen TpaHcnnaHTaumen
CTBOJIOBbIX KrneTok. He Bce nauneHTbl MOryT nepeHecTn
Takoe neveHne. 9Ta onyxosb 06bIYHO BO3BpaLLaeTcs
BCKOpE MOCre OKOHYaHus neyenust. NMoroBopuTte ¢ Bpa4om
O Uendax, KOTopbIX Bbl XOoTENN Obl OOCTUYb, N O BO3MOXXHbIX
nobo4HbIX adpdpekTax.

Xumuotepanus
Ectb Tpu BapunaHTta VIHﬂ,yKLI,VIOHHOIZ XnMumortepanun:

> UuMTapabuH nfc ngapyouuuH nnum gayHopyouumy;
> HyperCVAD;
» CHOP.

HyperCVAD

Mpn xummnotepanmmn HyperCVAD nonepemeHHO
ncnonb3yoTcs ABe rpynnel npenapatoB. MNpucTtaBka
hyper (runep) o3Ha4aeT, 4To XMMMoTepanusi BBOAUTCS
B MEHbLUMX [03aXx, HO Yalle, YToObl MUHUMU3MPOBATb
noboyHble achdekTbl. [epBas rpynna nekapcTts
HasbiBaeTcss CVAD: aT1o umknodgocdammug, BUHKPUCTUH,
AOKCOPYOMUMH (M3BECTHbLIV TakKe Nog TOProBbIM
Ha3BaHMeM «AJpvaMuLMH») n gekcameTas3oH. BTopas
rpynna coctouT U3 MeToTpekcaTa u untapabuHa. NHorga
K Tepanuu JobaBnsTca 1 Apyrie nekapcrsa.

HyperCVAD — pexXvM UHTEHCMBHOW Tepanuu

C cepbe3HbIMU NoBoYHbIMK adhdekTamu. Mepen
€ero Ha4yanom HeobxogMmo obcnegoBaHue ¢ LienbLo
onpegenutb obLLee COCTOSIHNE 340POBbS.

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
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CHOP

CHOP — pexum xummnoTtepanum, COCTOSALLMI U3
umknodocamuaa, JOKCOpPYOULIMHA, BUHKPUCTMHA

1 NpegHn3oHa (CTeponaHoro ropmoHa). lokcopybuumH
MOXET ObITb TOKCUYEH AN cepaua. Ty Tepanuio
Henb3s NPUMEHATb, €CMW Y Bac eCTb KAPANONOrnyeckue
npobnembl unu puck Taknx npobnem.

Tarpakcodyycn

Tarpakcodycn (Tagraxofusp-erzs, dn3oHpuc®) —
Guonpenapar, TO eCTb 1eKapCTBO, MOMyYEHHOE U3 XXUBOTO
opraHvM3ma Wnu NpPoAyKTOB €ro XU3HeAeATeNbHOCTH,
nogo6bHo BakuuHe. Tarpakcodycn HaueneH Ha

CD123, 6enkoBbIi MapKkep, KOTOPbI 0OHapYyXnBaeTcs

B MOBbILLIEHHbIX KONIMYECTBAX HA OMYXONEBbIX KNETKax
npu OBINAK. Bosgericteme npenapata BegeT K rnbenu
OMyXONEBbIX KIETOK.

MepBbIN LMK fle4YeHnss 3TUM npenapaTomM A0IMKeH
NpoBOAMTLCS B CTauuoHape. PekomeHayeTcs octaBaTbCs
B BonbHULE Kak MMHUMYM 24 Yaca nocrie OKOHYaHus
BBEAEHUS, YTOObI MOXXHO ObINO OTCNEAUTL NPOSIBIIEHUS
TOKCUYHOCTU M CNpaBUTLCS C NOOOYHBbIMU 3chdekTamu.
BepoaTHo, BaM npuaeTca npoBecTu B 6onbHuLE BonbLue
Hegenwu.

Mepen kaxablv BBEAEHNEM NpenapaTa Bbl byaeTe
nony4aTtb NpeMeguKaLmio:

> CTepPOVAHbIA FOPMOH;

» aHTUIMCTaMWHHBIN Npenapar;

> aueTtammHodEH.
Kpowme Toro, nepen KaxablM BBEAEHMEM npenapata oyayT
onpefenaTbca cneayoLwmne nokasarenu:

» OCHOBHbIE MOKa3aTenu Xn3HegeaTenbHOCTY;

> anbbymuH (oNns Hayana BBeAeHWs Tarpakcodycna
HY>XEH UCXOOHBIN YpoBeHb anbbyMuHa He Hnxe
3,2 r/an);

» TpaHCaMuHas3bl;

» KpeaTUHWH.



Ons nony4vyeHua aTon Tepanunn Bbl OOIMXHbI ObITb
B AOCTAaTO4YHO XopoLuem o0LemM CoCTOSHUM.
TarpaKcod)ycn MOXET Bbl3BaTb Cepbe3Hble no6o4HbIe

apeKTbI.

BeeneHue Tarpakcodycna 6yaeT npekpalleHo
B CrefyoLLyX cry4vasx.

» Temnepatypa 38 °C u BhbiLLe.

» [lpubaska B Bece 1,5 kr nnm 6onee B TeyeHne
CYTOK.

» CucTonu4yeckoe aptepuarnbHoe gaernenne 160 mm.
PT.CT. UN¥ BbILLE.

» CucTonun4yeckoe aptepuanbHoe aaerneHne 80 mm.
PT.CT. NN HUXeE.

» YactoTta cepaeyHbix cokpalieHmn 130 ygapos
B MUHYTY (YA/MWH) UK BbILLE.

» YacToTta cepaeyHbix cokpalieHmn 40 ya/MuH nnm
HDKE.

> OTekn, neperpyska XnakocTbio u/nnu
apTepuanbHas rmnepTeHsus.

> Peakuus runepyyBCTBUTENBHOCTU OT NErkon Ao
TSXKEITON CTEMNEHMN.

» Huskun yposeHb benka ansbymuHa (3aTo
Ha3blBaeTCs runoansbymmHemmnen).

> Bblcokve ypoBHM KpeaTUHMHA UK NEYEHOUHbIX
hepMeHTOB.

INyyeBas Tepanus

JlyueBas Tepanma — Ucnonb3oBaHWe N3nyyveHus

BbICOKOW 3HEPrmn (PEHTTEHOBCKMX Ny4en, raMmma-

nyyen, Ny4KoB NPOTOHOB U Ap.) ANS TOro, Y4To0bI
YHUYTOXATb OMyXONeBble KMETKN UM COKpaLLaTh

pa3mep onyxonu. Xots 06bl4HO npu nevenmn OBINOK
NPUMEHSIETCA XMMUoTepanus unu Gruonoruyeckas
Tepanus, Ansa Ne4YeHnst KOXKHbIX 04aroB NOPaKeHUs MOXET
NCMNONb30BaThLCA U NydeBas Tepanusi.
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OTanbl nevyeHus

STanbl nevyeHusd

OBNAK noBonbHO Tshkeno nogaaetcs nedeHuto. OgHako
CYLLECTBYET HECKONBbKO BapMaHTOB Tepanuu. BaxHo
HanTW Bpaya v KINMHWKY, UMetoLLmMx onbIT nedeHns OBINOK.

NHaykuusa

Ons nevenns OBMNOK ncnonbayetca Gruonormyeckmn
npenapart noA HasBaHweM Tarpakcodycn unu kKomemHaums
npenapaTtoB xumuoTtepanuu. buonpenapat nomoraet
CTUMYNMpPOBaTb ECTECTBEHHbIV OTBET OpraHM3ma Ha
NPUCYTCTBMNE ONYXONEBbIX KNETOK.

BeiGop Tepanumn ocHOBaH Ha OLEHKe 0BLLEero COCTOsIHNS
300pOBbS U BO3MOXHOWN NEPEHOCMMOCTMN NOTEHLMANBHO
TOKCMYHOW fieKkapCTBEHHOW Tepanun. BaxHbl

N NpeanoYTeHns camoro naumeHTa. lNoroBopute ¢ Bpayom
O TOM, Yero Bbl MOXETEe OXnaaTb OT NeYeHus n yero bbl
Bbl CaMW XOTENW.

,D,J'Iﬂ nayneHTa BO3MOXHA MHTEHCUBHAA
Tepanus

Llenb nHteHcusHow Tepanun OBIMOK — goctmxkeHwe
pemmnccuu, To ecTb NONHOro oTeeTa. MHTeHcnBHas
Tepanus MHAYKUMM BO3MOXHa He Ans Bcex. Ecnu B Bawem
crnyyae paccmaTpuBaeTcsl BO3MOXHOCTb MHTEHCUBHOWM
Tepanuu UHAYKLMM PEMUCCUMN C UCTONb30BaHNEM
Tarpakcodycna unm kombmHaumm npenapaTos
X¥MUOTepanuu, cM. CripaBoyHyLo Tabnuuy 27.

Mocne AOCTWXEHUst NOMHOro OTBETa eCTb crneaytoLline
BapUaHThbI:

» npojorxaTtb NpuMeHeHune TarpaKcocbycna;

> paccMOTpeTb BO3MOXHOCTb TpaHCMnaHTauum
KPOBETBOPHbLIX CTBOMOBLIX KneTok (TKCK).

Ecnu neyexve He paboTaeT unm ero pesyrnsTaT Xyxe,
4EeM MOIHbIA OTBET, CM. CMPaBOYHY0 Tabnuuy 29.

[ns nauneHTa HEBO3MOXXHA MHTEHCUBHAsA
Tepanus

Ecnun nHTeHcmBHas MHAOYKUNA peMUCCUN HEBO3MOXHA,
CM. CMIpaBOYHYt0 Tabnumuy 28.



OTanbl nevyeHus

CnpaBo4Has Tabnuua 27.
Bo3MOXHa MHTEHCUBHaA Tepannsa UHAYKLUN PpEMUCCUMN

B clny4vae noJsiIHoro oTeeTta ecCtb crneagyouimne
BapWaHTbl:

* paccMOTpeTb BO3MOXHOCTb
annoreHHoun unu aytonornyHon TKCK
C nocriegyolwmm HabnogeHem

* Tarpakcodycn A0 NporpeccrpoBaHus,
3atemM cM. «Tepanus npy peuuavee
unu pecpakTepHOM TeYEHUN»
(cnpaBoyHas Tabnuua 29)

Tarpakcodyycn noc cuMnToMaTuyeckast Tepanus

BapVIaHTbI XnMumoTtepanmun:

* MHAyKUUS kak npy OMJT: umTapabuH
B CTaHOapTHOW JO3MPOBKE NIOC naapyouLimH
unu gayHopyouumH

* nHAaykuus kak npy OJJT: pexxum HyperCVAD —)
*  MHAYKUMSA Kak npy numdome: pexunm CHOP

BapuaHTbl

HeadhbeKkTMBHOCTb MHAYKLMM UIK
pesynbraT Xy)Xe, YeM MOJIHbIA OTBET: CM.

 «Tepanus npu peuuanee Unu

WHTpaTekanbHas xuMuoTepanusi (MeToTpekcar unu pedhpakTepPHOM TedeHnn» (CripaBoyHas
uMTapabuH) Ana nauneHToB ¢ nopaxeHvem LIHC Tabnuua 29)

CnpaBo4Has Tabnuua 28.

HeBO3MOXHa MHTEHCUBHaA TepanmMa MHAYKLUMA PEMUCCUUN UNN NPUMEHEHne
Tarpakcodycna

BapwaHTbI:
—) * XMPYpruyeckoe ygarneHue ovaros
* JiokanbHas fydyeBasl Tepanus

JlokanusoBaHHbIe UNKn n3onnpoBaHHbIe
o4yaru nopaxeHums Koxu

BapwaHTbI:
—) * MPUMEHEHUE CUCTEMHbIX CTEPOMAO0B
* cyMnTOMaTuyeckas Tepanusi

CuctemHoe 3aboneBaHue
C nannmaTMBHOM Tepanuen

Pykoeoacteo NCCN Guidelines ansi naumneHToB®:
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OTanbl nevyeHus

BapwuaHTbl neveHuns 3aBucaT oT Toro, saenserca nu OBIMAOK
CUCTEMHOW MK nokanusoBaHHoW. CUCTEMHbIN XapaKTep
3aboneBaHus o3HavaeT, YTo OBIOK pacnpocTtpaHunach
no BCEMY OpraHvM3amy U nevexve BygeTt HanpasneHo NuLb
Ha obneryenne cumntomoB. Ecnu OBINOK nokanusoeaHa,
3aTparmBaeT TOMbKO KOXY NN onpedeneHHyto obnactb
Tena, neveHve byget HanpaeneHo Ha 3Tk obnacTu.

HabnroaeHue

HabniogeHue (ouHammnyeckoe HabnogeHve,
BbbKuaaTenbHas Taktuka, HabnogeHne 6e3 nevyeHnst) —
nepvog, B Te4EHNE KOTOPOro Balle COCTosiHWE OyaeT
TLlaTenbHO KOHTPONUpoBaThesl. Bbl Byaete perynsipHo
ob6cnepoBaTthes, YTOOLI HE NPOMYCTUTL JHOObIE U3MEHEHUS
KpoBW, HO He ByaeTte B 3TOT nepuopg nonydatb HUKAKOro
neveHus.

PekomeHayeTtcs NpoBoAUTb OBLLEKNMHUYECKMI aHann3
kpoBu (OAK) pa3 B 1-3 mecsaua B TedeHue 2 e, a 3aTtem
NoBTOPATL ero pa3 B 3—6 mecsdueB 4o 5 neT. B cnyyae
OTKIOHEHWI OT HOPMbI B pesynsratax Bam MoryT
Ha3Ha4YMTb acnMpaLnoHHyo Buoncuo n TpenaHobroncuio
KOCTHOro mMo3ra. Takke, BO3MOXHO, BaM PEKOMEHAYIOT
npovit MAT/KT-nccnenosaHue, ecnu paxHee y Bac Obinu
3KCTpameaynnsapHble ovarn 6onesHm — B numdoyanax
Unu Opyrux opraHax. BoamoxHa 1 6Guoncusi KoxxHbIx

W OpYrX o4aroB NOpaxXeHums.

CnpaBo4Has Tabnuua 29.

Peunpgus

BosBpalleHue neikosa Ha3blBaeTCcs peLnansoMm.

Llenbto neveHns sBNSIeTCS NOBTOPHOE AOCTKEHME
pemuccun. BoamoxHo, Bbl ByaeTe nony4vatb Tepanuio,
npefoTBpaLlalLLyo pacnpocTpaHeHye brnacToB Ha
ronoBHOM 1 cnuHHow Moasr. Peumamnsbl OBIMOK cnyyatotca
YyacTo. He Bce mauueHTbl O4MHAKOBO OTBEYatoT Ha
neveHwe.

Mpu peunamee OBIMNOK npegnoytutTensHo yyactue
B KITMHUYECKOM UCCNEeAOBaHMU, HO eCTb U Apyrue
BapuaHTbl neveHus. CM. cnipaBoyHyto Tabnumuy 29.

PedpakrtepHoe TeueHune

Ecnv nenkos He OTBeYaeT Ha fevyeHne, roBopaT

0 pehpaKTEPHOM WK PE3NCTEHTHOM TEYEHNM
3aboneBaHus. OHO MOXET ObITb PE3NCTEHTHBIM C CaMOro
Havana fneyvyeHunsl, a MOXeT CTaTb TaKOBbIM B X04e
Tepanuu.

Mpu pedpaktepHoM TeueHmnn OBIOK npeano4TUTenbHbIM
SABMNSETCSH y4acTue B KITMHUYECKOM UCCNEeAOBaHMM,

HO eCTb W Apyrme Bo3MoxHocTi. CM. CnpaBoyHyto
Tabnuuy 29.

Tepanusa npu peunause unu pecdpakrepHom tedeHuu OBINOK

WccnegoBaHue cocTosiHUA LeHTparbHOM HepeHol cucTeMbl (LLHC), 4Tobbl onpenenuTs, He 3aTpoHyTa 1M oHa GoresHbIo,

unu npegoTtepaTtntb pacnpoctpaHenne OBMNAK 8 LIHC

Bo3moxHbI cneaywwime BapuaHTbl:
* KIMHWUYeCKoe nccriegosaHune (npe,u,nhoMTeano)

+ Tarpakcodycn (ecnv He UCMONb30BaNCA paHee) NIC CMMNToMaTMyeckas Tepanuvs
* XMmmnoTepanus (ecnm He UCnonb3oBanack paHee) (cnpaBoyHas Tabnuua 27)

¢ JOKalbHasa NnyvyeBaa Tepanna Ha N3ornMpoBaHHbIe obnacTtu unu ovaru cneumq)mquKoro nopaxeHua

* nNpMMeHeHune CUCTeEMHbIX CTeponaoB

* Tepanus Ha OCHOBe BeHeTOokKNakca (crnpaBovHas Tabnuua 22)

Hadvano noucka AOHOpa npu nepBoM peungnBe Ond TeX, KTO ABNnAeTCA KaHAnOgaToM Ha TpaHCniaHTauuo n He uMeet

coBmMecTUMoro 6parta/cecTpbl

Pykoeoacteo NCCN Guidelines ans naumneHToB®:
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CumntomaTtuydeckas Tepanus | Kpatkoe cogepkaHue pasgena

CumMmnTomaTnyeckas Teparnuda

CvmnTomaTtuyeckasn Tepanusi HanpaeneHa Ha obneryexHve
CMMMTOMOB, BbI3BaHHbIX 60ME3HbI0, U NOBbILLEHNE
KayecTBa XM3HW. CuMNTOMaTMYecKas Tepanust He neynT
pak. OHa MOoXeT BkNnto4vaTh B cebsa obesbonueaHme
(mannuaTrMBHY NOMOLLb), SMOLMOHANbHYO UK
AYXOBHYIO NoAAepKY, (PMHAHCOBYHO MOMOLLb MM
CEMENHYI0 NCUXoTepanuio.

Mpu OBINAK cumnTomaTuyeckas Tepanus MOXeT
BKMOYaTb B cebs Ny4eByto Tepanuio Unm xmpypruyeckoe
rnie4yeHre o4aroB nopaxeHus koxu. Bo Bpems npvema
Tarpakcodycna Hy)kHa cuMnToMaTuyeckasi Tepanus.
Bcem naumeHTtam ¢ OBIMNAOK Heobxogumo HabnogeHne
aepmaronora.

HOepmaTtonor

Ba)KHO, YTOOBbI BbI nocewanu gepmarosnora n YyTOOBI
BallK Bpa4vn BMecTe pa60TanM Hag I'IpOFpaMMOﬁ Bawlero
nedyeHud.

Tarpakcodyycn

JleyeHne TarpakcodycnoMm MOXET NoBreyb 3a cobon
OYeHb cepbesHble NoboyHbIe addpekThl. Bam OyayT
NPOBOAWTbL aHanM3bl KPOBU, YTOObI BHUMATENBHO
KOHTPONMpOBaTh Balle COCTOSIHME.

Cpeau cepbesHbIX XU3HeYrpoXxatoLmx npobnem, KotTopble
MOTYT BO3HMKHYTb BO BpeMsi Tepanum Tarpakcogycrnom, —
CMHOPOM MOBbILLEHHO NPOHULAEMOCTM Kanunnsapos

1 rMnoansoyMmHemMus.

CuHApPOM MOBbILLEHHOM MPOHULLAEMOCTH
Kanmunndapos

BBegeHwue Tarpakcodycna MOXeT Bbl3BaTb CEPbE3HYI0
XXU3HEYTPOXaloLLyH0 peakLuio, KoTopast HOCUT Ha3BaHune
CMHAPOMA MOBbILLEHHON NPOHWULIAEMOCTU Kanumnnispos.
MNpwn aTOM CMHAPOME XMOKOCTb M Benkn BbIXogaT
HapyXy M3 MEMNKMX KPOBEHOCHbIX COCYAOB, YTO NPUBOAUT
K OMacCHOMY CHWXEHMWIO KPOBSAHOIO AaBneHns. BosmoxHoe
CrneacTBMe — HeOCTaTOMHOCTb PasfNYHbIX OPraHoB

n cmepTb. 3a Bamu ByayT HabnogaTs, YTOOLI He
NpPONyCTUTb NOSIBNIEHNE 3TOro cuHApoma. Bo3amoxHo, Bac

PykoBoacteo Guidelines for Patients®:
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MOMNPOCAT eXXeQHEBHO B3BELUNBATLCS HA NMPOTSKEHUN
Tepanuu TarpakcodycrioM: BHe3anHasi peskasi npnbaska
B BECE MOXET ObITb NMPU3HAKOM CMHAPOMA NOBLILLEHHON
NPOHMLIAEMOCTU Kanumnnsipos.

MMnoanbbymmHemuns

MMnoanbbyMmMHeMuns — COCTOsIHME, NPU KOTOPOM B KPOBU
onpegensieTcsa 04eHb HU3KMIN ypoBeHb berka ansbymuHa.
Yalle Bcero oHa BO3HMKAET Kak CreacTBue cuHapoma
MOBbILLIEHHOW NMPOHULIAEMOCTM KanusipoB.

KpaTkoe coaepxaHue pasgena

» Onyxonb 13 GnacTHbIX NNasmMouUMTOMOHbIX
aeHppuTHbix knetok (OBINAK) — pegkoe
N arpeccuBHOE 3roKavyecTBeHHOe 3aboneBaHne
KPOBETBOPHOW CUCTEMBI.

» OBMNAOK nopaxaeT KpoBb, KOCTHLIA MO3r 1 KoXy. OHa
Takke MOXET PacrnpoCTPaHATLCS Ha NMMMAEOY3nbl,
CEeneseHKy U LieHTparbHY HEPBHYHO CUCTEMY

(LIHC).

» Yacto OBINOK obHapyxmnBaeTcs no pesynsratam
Buorncmm Koxu nocne BU3MTa Kk Aepmartoriory fno
NnoBOAY KOXHbIX O4aroB.

> [Onsa nevennsa OBIMOK ncnone3yetcs Guonornyeckuii
npenapat nog HazBaHUeM Tarpakcodycn nnm
KOMOMHauus npenapartoB xMmuotepanuu. lMocne
3TOr0 NeYEeHNss MOXET NPUMEHNATLCS anforeHHas
TpaHcnnaHTauus ctBonosbix knetok (TKCK).

> Cpeau cepbesHbIX XMU3HEYTPOXaloLLUX Npobnem,
KOTOpble MOryT BO3HUKHYTb BO BpeMsi Tepanum
Tarpakcodycrnom, — CUHAPOM MOBbILLEHHOM
MPOHMLIAEMOCTU KanunsapoB v rmnoansoyMuHeMust.

> [lpu peungmsax n pedpakTepHOM TeHEHUN
OBINOK npegnoYTMTENbHO y4acTe B KITMHUYECKOM
nccnegoBaHum.
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BaxxHO, 4TOObLI Bbl Ob1IM YBEPEHDI

B NPaBUSIbHOCTU BbIBPAHHOTO fleYeHns.
Mpexae Bcero HeobxoamMm OTKPbITbIN

N YEeCTHbIN pa3roBop C BPa4YoM, KOTOpPbIN
MOMOXET BaMm caenaTtb BblOOop.

Bbibop 3a Bamu

B npouecce COBMECTHOrO NPUHATUSA peLLEHUS Bbl
obmeHVBaeTeChb MHpOpMaLMe Co CBOMMN Bpadamu,
obcyxxgaeTte BO3MOXHbIE BapuaHThbl 1 NpUxoanTe

K 0OLLEMY MHEHUIO OTHOCUTENBLHO MaHa NeyYeHus.
MepBbIn Wwar npu BbIGope nNnaHa nevyeHns — OTKPbITbIN
W YECTHbIV Pa3roBOP C BPa4oMm.

PelweHuns o Bbibope neveHnst 04eHb MHOUBUAYamNbHbI.
To, 4YTO BaXXHO ANs Bac, MOXET HE UMETbL 0COO0ro
3HayeHusa ansa apyrux nogen. MNogymanTe, YTO MIMEHHO
Bbl Obl XOTENn Nony4nTb OT feveHns. O6cyanTe puckm
W NpeumMyLLecTBa KOHKPETHbIX NOAXOA0B K Tepanuu.
B3BecbTe pasHble BapuaHThbl. [logenmMTeck CBOMMU
onaceHusmu. MNocTapanTecb CO BpEMEHEM BbICTPOUTb
C BpayoM J0BepUTENbHbIE OTHOLLIEHUS.

Bropoe MHeHue

|_|pl/l OHKONOrn4yeckomM 3aboneBaHnn MHOMMe XOTAT Ha4YaTb
ne4vyeHne Kak MOXXHO CKopee. OTO eCTeCTBEHHO. O,EI,HaKO,
XOTA pakK Henb3da UrHopupoBaTh, BCE Xe 00bI4HO ecTb
BpeMs NSl Toro, 4Tobbl Apyrov Bpay NOCMOTPEr Ha
pesynbraTbl Ballnx O6CJ'IeLI,OBaHVIIZ N npegnoXxwun nnad
neveHus. Takasa npouedypa Ha3blBaeTCH NonyyYyeHnem
BTOPOro MHEHUA, 1 3TO HOpMaribHaaA NpakTuka

NPU OHKONOIrnN4YeCcKnx 3aboneBaHusaX. ,El,a>|<e Bpa4un
obpaluatotcsa 3a BTOpbIM MHEHMeM!

[axe ecnu Bbl JOBEpsieTE CBOEMY Bpayy M yBaxaere

€ro, None3Ho Nony4YnTb BTOPOE MHeHMEe. Ecnn HOBbI
Bpay AacT Kakue-To Apyrve pekomeHgaumm, MoXHO
BCTPETUTLCS C BaLLUM NEPBLIM Bpayom v o0bCcyamTb aTu
pa3nunuus. [enavite Bce, YTO Bbl CUMTaETE HEOBXOANMBIM,
4YTOObI ObITE YBEPEHHLIM B CBOEM AMArHO3€e U nnaHe
ne4veHus. [NycTb N0 BO3MOXHOCTW KTO-TO COMPOBOXAAET
Bac BO BpeMs BU3UTOB K Bpady. Bo Bpems noceLueHnn
3ajaBanTe BONpPOChHI U AenanTe 3anncu.
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Bbibop 3a Bamu
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BoTt 4TO MOXHO caenaTb Ans NOAroTOBKM:

> CMPOCUTE CBOI CTPaxOBYH KOMMaHUIO, KaKoBbl
ee npasuna, kacarLlnecs nofy4yeHns BToporo
MHeHUs. Bo3aMOXHO, 3a nocelleHns Bpaden, He
npeaycMOTPEHHbIe BallMM NNaHOM CTPaXOBKW,
npuaertcs NNaTMTb U3 CBOEro KapMaHa;

> cOenanTe KonuMm BCeX CBOMX MEeOULIMHCKMX
OOKYMEHTOB, YTOObI OTNPaBUTbL UX Bpauy,
K KOTOPOMY Bbl cOBUpaeTeck 06paTnTLCS 3a BTOPbIM
MHEHUEM.

Mpynnbl noanepxku

MHorve ntogy ¢ OHKONMOMMYEeCKUMM AMarHo3aMm OTMEYaloT,
YTO UM MOMOITN TPYNMbI NoAAepPXku. B aTu rpynnbi

4acTo BXOAAT NMOAYW, HaxoAALWMeCs Ha pasHbIX aTanax
rneyeHusi. Komy-To HejaBHO NOCTaBUNM AMArHo3, a KTo-To,
MOXeT OblITb, y)Xe 3aBeplLuunn neyeHve. Ecnu B Ballen
KMUHWUKE UMW B BalLeM PErMoHe HEeT rpynn noaaepxku Ans
OHKOGOSbHbIX, MONPOBYiiTe NOCETUTL UHTEPHET-CANATHI,
nepeyncrieHHble B 31OV GpoLutope.

Bbl Takke MoxeTe 06paTUTbCA K COTPYAHUKAM
coumanbHbIX CNyX6 UNK KOHCYMNsTaHTaMm. Bo3aMOXHO, OHM
MOMOTYT BaM CMPaBUTLCSA C CUTYyaLMel UMK HanpaBaAT Bac
B CNy0Obl Noaaepxk1. BoaMoxHO, 3Tu Cryx0bl Takke
MOMOTYT BaLUUM POAHBLIM U APY3bAM.

Kakue BOMPOCbLI 3aaTb Bpayy

Ha cnenyowmx cTpaHuLax nepevmcrieHbl BONPochl,
KOTOpble MOXHO 3aAaTb Bpayam. Bbl MoxeTe
MCnonb30BaTh 3TU BOMPOCKI UMK obpaLlaTkes

C COBCTBEHHBLIMU. Hy>HO YETKO NOHUMATb, YEro Bbl XOTUTE
[0BUTLCA B pesynkTaTe NeyYeHns, U BbIACHUTb, Yero Ha
camoM Jerne MOXHO OXuaaTh.



Kakue Bornpochkl 3agaTtb Bpady

Bonpockl Npo AnarHocTuky n obcneaoBaHus

1. Kakon y meHsi BapuaHt OMJ1? YTo 3T0 3HAUUT C TOUKM 3PEHUS BO3MOXHOCTEN NEYEHUS U NporHo3a?
2. Kakue obcnegoBaHusa MHe notpebytotca? Kakne gpyrme nccnegoBaHust Bel pekoMeHayeTe?

3. Kak ckopo S y3Hato pesynbrathl U KTO MHE MX OObACHUT?

4. Tpe OyoyT npoBoguTbecst ob6cnenoBaHma? CKOMbKO BPEMEHU OHU 3aMyT?

5. EcTb nv nobnnsocTy OHKOMOrMYeCKUi LeHTp unmn 6onbHuua, cneunanmanpyrolmecs Ha Moem 3abornesaHuu
N ero KOHKPETHOM BapuaHTe?

6. UYto Bymert caenaHo, YTOObI MUHUMM3MPOBATL HENPUSITHBIE OLLYLLIEHNSI BO BpeMsi ob6cneaoBaHmin?
7. Kak MHe noarotoButbcs k 06cnegoBaHam?

8. [lony4y nu A KONWIO 3aKMNYEeHUs remaTonaronora u Apyrux pesynsratoB MccrnegoBaHnin?

9. Krto noroBopuTt cO MHOM O cnedyowux warax? Korga?

10. A mory Ha4aTb NeYNTLCA A0 NOMyYEHUsI BCeX pe3ynsTaTtoB o6ernefoBaHuin?
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Kakue Bonpockl 3agatb Bpayy

Bonpockl npo Bblibop BapnaHTOB

1. Y70 Npousonget, ecnu s HUYero He Byay Aenatb?

2. Kak BnusoT Ha BbIGOp BapnaHTOB NeYeHMs MO BO3pacT, COCTOSIHME 300PpOBbs U Apyrue dhakTopbl?

3. Yto Bynet, ecnu g cetvac bepemeHHa? Yto genarb, ecnin s nnaHnpyto 6epemMeHHOCTb B Orivbkaniem oyayem?
4. MoryT N1 MHe NPOBECTM TPaHCMaHTALMIO KPOBETBOPHbIX CTBOMOBbLIX KIETOK?

5. Mory nu 5 noy4acTBoBaTb B KMMHUYECKOM MCCReaoBaHUN?

6. Kakow BapuaHT neveHus, no MMerLmnMcs AaHHbIM, Byaet onTMMarnbHbIM C Y4ETOM MOEro BapuaHTa
neriko3sa, Bo3pacTta u apyrmx oakTopoB pucka?

7. EcTb nu kakon-HWOYAb BapuaHT NeYeHNsi, KOTOPbIN MOXET NPUBECTU K U3NEYEHUIO UMK JOMTOBPEMEHHOMY
KOHTpOMto Hag 6onesHbio? ECTb N BapuaHT, KOTOpbIN AaeT MHe 6onblue waHcoB? TpebyeT MeHblue
BpemeHn? MeHblue aeHer?

8. Kak Bbl BbIicCHUTE, adheKTUBHO nn nedeHne? Kak s nonmy, apdeKkTnBHO Nn neveHme?

9. Kakue OyoyT BapuaHTbl, €crnv BblOpaHHOE NeyeHne nepecTtaHeTt pabortatb?

10. EcTb N1 y 3T0r0 neveHuns xusHeyrpoxatowme noboyHble agpdpekTol? Kak nx 6ygyT oTcnexusarb?

11. Yero MHe cnegyeTt oxuaaTtb OT NeveHna?

12. Mory nu 9 npekpaTuTb nevyeHune B Nob6or MOMeHT? YTo NponsonaeT, ecnu 9 Tak noctynno? Kak s cmory
MOHATL, KOrAa MHe e OyayT HE HYXXHbl NepenMBaHnS KpOBU NN aHTUBNOTUKIN?
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Kakue Bornpochkl 3agaTtb Bpady

Bonpockl npo neyeHne

1. Kakve y MeHs eCTb BapunaHTbl NiedyeHnsa? Kakve npeumyLectsa u puckyu C HUMMK CBA3aHbI?

2. Kakylo Tepanuio Bbl pekomMmeHayeTe 1 noyemy?

3. CKorbKo BPEMEHU Yy MeHs1 BydeT Ha NPUHATNE peLLUeHns?

4. Tlpugetcd nu MHe npuesxartb B 60NbHULY unu ewle Kyaa-to Ha neveHme? Kak yacto? CKonbKO BpeEMEHU
OyneT 3aHMmaTh kaxgoe nocelleHune? MNpugeTca nv MHe HodeBaTb B 6onbHULE? CTOUT N MHe

nnaHnpoBaTb noesnkn?

5. Mory nu s BbIGMpaTb MOMEHT Hayana nedveHus? A AHU 1 Bpems CYTOK, Korda MeHs OyayT neuntb? [ormkeH
1 KTO-TO MEHS COMPOBOXAATb BO BPEMS BUIUTOB?

6. 3710 BonesHeHHOe neyeHne? Yto Byamet caenaHo, 4ToObI 4 Nydlle ero nepeHocun (-a)?

7. Ckonbko ByneT cToMTb 3TO NiedeHne? YTo NoKpbIBaeTCa MOEN CTpaxoBkon? ECTb N nporpaMmbl, B pamkax
KOTOpbIX 51 MOTY MOMNYy4YXTb NOMOLLb B onnare nedeHnsa?

8. Kakon gomaluHuim yxoa MHe notpebyetca? Kakoe neyeHue B JOMaLLHWUX YCNOBUAX MHE noTpebyeTcs?

9. Yro 9 Mory caenatb A4S NpefoTBpaLLeHns nnm obnerdyeHus no6oYHebIx adhdekToB? YTo Bbl ByaeTe ans
aToro genatb?

10. Kakoe neyeHune obecneunt MHe Haunyyllee KayecTBo Xn3Hn? Kakoe nedeHue npoanut MoK XU3Hb?
Hackonbko?
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Kakue Bonpockl 3agatb Bpayy

Bonpockl Npo TpaHcnnaHTaumo KPOBETBOPHbBIX CTBOMNOBbIX
KINeToK

1. Kakon Bug TpaHcnnaHTaumMm KpOBETBOPHbBIX CTBOMOBbIX KIETOK Lienecoobpa3eH B MoeM cryyae?
2. Kak MHe noarotoBUTLCS K 3TOMY JIEYEHMNIO?

3. Yto BbI coenaete A1is NOArOTOBKN K HEMY?

4. KakoBbl puCKky Ans MEHS W/vnu ons goHopa?

5. Kak B MoeM criyyae TpaHcnnaHTaums NOBAUSIET Ha NPOrHO3?

6. Kak B MoeM crnyyae TpaHCMnaHTaums NOBMUSIET HA KAYECTBO U MPOAOIHKUTENBHOCTb XKNU3HN?

7. Yero MHe oxuaaTb OT TPAHCMAHTALMMW KPOBETBOPHbIX CTBOINOBbIX KIETOK?

8. Kak MHoro BpemeHu s npoBeny B 60mnbHULE?

9. Kak a 6ygy cebst yyBCTBOBaTbL 40, BO BPEMS U MOCIE TpaHCnnaHTaumm?

10. CkonbKO TpaHCcnnaHTauuin KpOBETBOPHbIX CTBOMOBLIX KMETOK NMPOBOAUMOCH B 3TOM LieHTpe 60nbHbIM ¢ MOVUM
BapuaHtom OMJ1?
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Kakue Bornpochkl 3agaTtb Bpady

Bonpock! Npo onbIT Bpayewn

1. KakoB Ball onbIT nevyeHnss moero BapmaHta OMJ1?

2. KakoB onbIT ApYrMx Y4aCTHVKOB BaLlen KOMaH4bl Bpayen?

3. Bobl neunte Tonbko OMJ1? Ha kakux ewe 6onesHsax Bbl cneumMannsmpyerecsh?

4. MHe Gbl xoTenocb NONy4YnTb BTOPOe MHeHUe. Bbl Mornu Bbl NnopekoMeH40BaTh KOHKPETHOrO cneumanmcTa’?

5. MHe 6bI xoTenock, 4ToObl Mou 61o0Bpa3Lbl KPOBK NOCMOTPEN APYron NaTtoMopdOror UM remaTonaTosior.
Bbl mornu 66l nopekomMeHa0BaTh KOro-HMoyab?

6. CKomnbko NauMeHTOoB Bpode MeHs1 (MOero BospacTta, nona, 3THNYECKOro MpouUCXoXaeHuWs1) Bbl YXXe nevmnun?
7. bBygete nu Bbl KOHCYNLTUPOBaTbLCS ¢ akcnepTamm no OMJT no noBogy Moero cnyyas? C KEM UMEHHO?

8. CKornbKo Bbl Y>xe NPOBOAMITM NpoLeayp, NoAo0OHbIX TOW, KOTOPYH Bbl cenvac npegnaraeTte?

9. 4BnseTcsa nu 310 NleYEeHNe OCHOBHOW YacTblo Balle MEQULIMHCKON NPaKTUKN?

10. Y MHOMMX Ny NaumeHTOB, KOTOPLIX Bbl NIEYUNN, ObINN OCNOXHEHNA? Kakne UMEHHO OCITOXHEHNA?
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Beb-canTbl

Aplastic Anemia & MDS International
Foundation (AAMDSIF)

MexayHapoaHbin hoHa conencTBus 60NbHbLIM

annacrtuyeckon aHemuen n MAC
aamds.org

Be The Match®
Mporpamma nopgaepXku AOHOPCTBA
KOCTHOro mo3ra

bethematch.org

BMT InfoNet
MHdopmaumoHHasa ceTb No 3aboneBaHnAM
M TPaHCMNJIaHTauMm KOCTHOro mo3sra

Bone Marrow & Transplant Information Network
bmtinfonet.org

The Leukemia & Lymphoma Society
O6LwecTBO NoaAepKKM 60NbHbIX NenKo3amMm
n numdomamu

LLS.org/PatientSupport

National Cancer Institute (NCI)
HaunoHanbHbIM MHCTUTYT OHKONOIUMU

cancer.gov/types/leukemia

National Bone Marrow Transplant Link
HaumoHanbHasa accounauma TpaHcnaHTauum
KOCTHOro mMo3ra

nbmtlink.org

NCCN for Patients®
HaunoHanbHas BceobLias OHKonormyeckas
ceTb — PYKOBOACTBa AN NaUWMeHTOB

nccn.org/patients

NCCN Reimbursement Virtual Resource
BupTtyanbHble pecypcbl HaumoHanbHomn
BCeoOLuen OHKONMOrn4eckon ceTu nNo Bornpocam
BO3MeLLeHUs1 pacxoaoB

ncecn.org/reimbursement_resource_room/default.aspx
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Beb-canThbl

1

«MoxeT OblTh, BaM IIOJIESHO OymeT

y4dacTHe B I'DYIIIIC IOOIOEePEHKH IIJIA

IDIaoHueHTOB H UX OJIHSKHX).

— DsEmm

National Organization for Rare Disorders
(NORD)

HauunoHanbHasa opraHusaums No pegkum
3aboneBsaHuAM

https://rarediseases.org/

Patient Advocate Foundation
®doHA 3aWmnTbI NpaB NauueHToB

panfoundation.org/apply



http://aamds.org
http://bethematch.org
http://bmtinfonet.org
https://www.lls.org/patient-support
http://cancer.gov/types/leukemia
https://www.nbmtlink.org/
http://nccn.org/patients
https://www.nccn.org/reimbursement_resource_room/default.aspx
https://rarediseases.org/
http://panfoundation.org/apply
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CnoBapb TEPMUNHOB

CBF-OMI

BapuaHT OMIJ1, accoummnpoBaHHbIv C HapyLLUeHNeM
komnnekca CBF (core binding factor); npu Hem Bo3HMKaeT
HegoCTaToOK BCeX TUMOB 3perbiX KNETOK KPOBMU.

AnnoreHHas TpaHcnaHTauusi KPOBETBOPHbIX
cTBonoBbIx Knetok (TKCK)

MpoTmBOONyX0ONeBoe neyeHne, B xoge KOToporo
aHOMarbHble reMonoaTu4eckune (KPOBETBOPHbIE)
CTBOMOBbIE KMNETKN 3aMeLLaloTCs 340POBbIMU
[OOHOPCKUMUM KneTkamu. MiHoraa HasblBaeTcs anfioreHHomn
TpaHcnnaHTauuen ctonosblx knetok (TCK) nnm
remMornoaTM4Yecknx CTBonoBbIx knetok (TFCK).

AHemuns
CocTosiHW1e, NpU KOTOPOM CHUXKEHbI YNCIO 3PUTPOLUTOB U
YPOBEHb remorfnobuHa.

AHTUMmeTabonut
JlekapcTBeHHbIN Npenapart, KOTopbIA MeLuaeT
HOpMarnbHOMY AeNeHNo U YHKLNOHUPOBAHMIO KMETOK.

AcnupauumoHHasa 6uoncus KOCTHOro Mo3sra
MNpouenypa B3aTMA obpasua XXnAKoro KOCTHOrO Mo3ra Ans
nccnegoBaHWn Bo BpeMs 6onesHu.

AyTonoruyHasi TpaHcnnaHTauusi KPOBETBOPHbIX
ctBonoBbIix knetok (TKCK)

MpoTmBoONyX0OneBoe neyYeHne, B Xo4e KOTOPOro KOCTHBIN
MO3r YHUUTOXaEeTCs, a 3aTeM CHoBa chopmumpyeTcs U3
COBCTBEHHbIX 3[J0POBbIX CTBOMOBbLIX KNETOK MaLueHTa.
Takke roBopaT 0 BbICOKOAO3HOM Tepanuu ¢ ayTonornyHbim
BBEJEHMEM CTBOIOBBIX KIETOK.

Bnact
Hespenbivi nevkouunt (6enas kneTka Kposu).

BoccTtaHoBneHune
Mepuopn Ges Tepanuum, BO BpeMsi KOTOPOro cofepxkaHue
KMETOK KPOBM [IOMKHO BEPHYTLCA K HOPME.

FemaTtonatonor
Bpau, koTopbIn n3yyaet 6ones3Hn KpoBK, B TOM Yncne
3r10Ka4eCcTBEHHbIE, NCCreays KNeTkn nog MUKPOCKOMOM.
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FeMonoaTMyeckne CTBONOBbIE KNeTKU

KneTku, U3 KOTOpPbIX pasBUBalOTCA BCE BUAb! KNETOK KPOBMU.
TakKke UCMonb3yeTcs TEPMUH «KPOBETBOPHbLIE CTBOMOBLIE
KNETKU».

leH

3akogupoBaHHast MHCTPYKUMS B KNeTke, koTopast
onpegensieT 06pa3oBaHne HOBbIX KIETOK U KOHTPONUpyeT
NX NnoBedeHue.

He3okcupuboHyknemHoBas kucnota (QHK)

Monekyna B Buae ANMHHON LIENOYKN, KOTOpas CoaepxuT
3aKOAMPOBAHHbIE MHCTPYKLUMW AN CO3AAaHUS U KOHTPOMSA
paboTbl KNETOK.

AndhepeHUNPOBOYHBLIA CUHAPOM
CouyetaHue onpenerneHHbIX NPU3HAKoB U CUMMTOMOB,
KOTOpPOE MOXET ObITb BbI3BAHO NEVKO30M UK €70 NEYEHNEM.

UmmyHornctoxumums (UrX)

JTabopatopHbIin aHanusa, HanpaeneHHbIA Ha MOUCK
crneunuryeckmx xapakTepucTMk aHoMarnbsHO
Pa3MHOXaIOLLMXCS KMETOK.

UmmyHobeHOTUNPOBaHME

JTabopatopHbIln aHanu3, B Xoge KOTOPOro TUMbI KNETOK,
NMPUCYTCTBYIOLLMX B OpraHM3ame, onpeaensoTcs Ha
OCHOBaHUM X NOBEPXHOCTHLIX BENKOB.

UHaykuusa
MepBbI aTan nevyeHusl, KOTOPbIV NaLMEHTLI NOTyYaroT
C LIeNbo PE3KOr0 CHUXXEHMS YMCIa OMyXOneBbIX KIETOK.

KapuotunupoBaHue (cTaHAapTHOE LiIUTOreHeTu4Yeckoe
nccnenosaHue, CLIN)

JTabopatopHkIln aHanus, rge XpPOMOCOMbI KapTUPYHOTCA
4nst obHapyxeHnsa 0edeKkToB.

KomnbrotepHasa Tomorpadus (KT)

WccnepoBaHue, npy KOTOPOM NOMyYaoT n3obpaxeHne
BHYTPEHHMWX CTPYKTYp Temna, Hanpaensas Ha Hero
PEHTITEHOBCKME MNy4un No4 pasHbIMU yriamMu.

KoHconupauus

OTan nevyeHus, HanpasneHHbI Ha ganbHenwee
COKpaLLEeHMe Yncna OnyxoneBblxX KNETOK nocre atana
WHAYKLUMKW. DTO BTOPOW 3Tan NeyeHuns nemnkosa.

KocTHbIN MO3r
ly6uaTas TkaHb, pacrnonoXeHHas BHyTpW OOMNbLUMHCTBA
KocTen.



KpoBeTBOpHbIe CTBOMOBbLIE KNEeTKU

KneTku, U3 KOTOpLIX pasBrBaloTCA BCe BUAbI KNETOK
KpoBu. Takke UCMONb3yeTcst TEPMUH «FeMOMNO3TUYECKMe
CTBOJIOBbIE KINETKWY.

Nakrataerngporenasa (NAI)
Benok, npuHuMatoLLmiA yyacTve B BbIpaboTke SHEprum B
KneTkax.

TNenkouuTtapHasa opmyna
PesynbraT nabopaTtopHOro aHanvaa, nokasblBatoLuii
KONMUYECTBO pasHblX BUAOB NENKOLUTOB.

JlenkouuTbl
KneTkun kpoBu, Heobxoammble Ans 6opbbbl ¢ MHEKLMAMN B
opraHusme. Takke HasblBaloTCA GenbIMU KNeTkamm KpoBW.

JllomGanbHas nyHKumA

Mpoueaypa, B xoae koTopon Yepes urny bepetcs
obpaseL, CMHHOMO3roBOM XWUOKOCTM (MK B 3TY XUOKOCTb
BBOASTCS XMMonpenaparhbl).

MaruutHo-pe3oHaHcHas Tomorpacdusa (MPT)
WNccneposaHue, B xode KOTOPOro n3obpaxeHus
BHYTPEHHUX CTPYKTYP Tena nony4atoT C MOMOLLbI0
PaavoBOMH U MOLLHBIX MarHUTOB.

Muenopgucnnactuyeckun cuigpom (MAC)
3nokayecTBeHHOe 3aboneBaHue, KOTOpoe 3aTparneBaet
KPOBETBOPHbIE KNETKM U MPUBOAUT K TOMY, YTO 300POBbIX
KIeToK KpoBu 06pasyeTcs CrMLLKOM Maro.

MuenonponudeparnsHoe HoBoob6pasoBaHue (MIMH)
3nokayecTBeHHOe 3aboneBaHune, KOTOPOe 3aTparvBaet
KPOBETBOPHbIE KMETKM 1 MPUBOAUT K TOMY, UTO HEKOTOPbIX
KNETOK KpOBM 0OpasyeTcs CMLLKOM MHOrO.

MonekynsipHoe uccnegoBaHue

JlabopaTtopHbI aHanu3 Ha nobyo Monekyny B
opraHuame, KoTopasi BaXkHa AJ151 OLieHKW COCTOSHUS
30poBbsl. Takke Ha3bIBAETCH aHaNM3oM Ha Guomapkepsl.

MyTauus
AHOMarnbHOEe N3MEHEeHWe B reHax — UHCTPYKUMSX,
KOTOpble onpeaensoT pasMHOXEHUE U paboTy KNEeToK.

Ha6nopgeHwne

Mepwvon, koraa naumeHT npoxoaut obcnenoBaHKs no
noBoAY U3MEHEHUIA CBOEro COCTOSIHMS, KacatoLLMXCs
OHKororuyeckoro 3aboneeaHus.
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HeadcdhekTMBHOCTb UHAYKLUMU
Cutyaums, korga nocne AByX KypcoB XMMmMoTepanun He
HacTynaeT nosiHas PEMUCCHUSI.

O6weknuHu4eckun aHanus kposu (OAK)
JlTabopaTopHbI aHanus, B Xo4e KOTOPOro U3MepsitoTcs
KONM4ecTBa KNeTOK KPOBMU.

OnTumanbHas cuMmnTomMaTUYeckas Tepanusa
JleyeHne, HanpaBreHHoe Ha NoBblleHne Ka4ecTBa XNU3HU
n cMmAar4eHme ,EI,I/ICKOM(bOpTa.

Onyxonb U3 6n1acTHbIX NNa3MOLUTOUAHBLIX
AeHapuTHbIX knetok (OBIMNAK)

Penkoe, arpeccrBHOe 3rnokavecTBeHHoe 3aboneBaHne
KPOBETBOPHOW CUCTEMBI, KOTOPOE coveTaeT B cebe
XapaKTEPUCTUKKN Neikosa, NIMMEOMbI U paka KOXW.

OcTpbit MuenonaHbIn nenkos (OMI)
BbIcTpo pa3ssuBatoLLeecs 3nokayecTBeHHoOe 3abonesaHue,
nopaatoLlee Hespernble NenkounTbl — MnenodbnacTbl.

OcTpbin npomuenounTapHbin nemko3s (OMJ)
BbicTpo passuBatowmiica sapmaHt OMI1.

MaTomopdonor
Bpay, KOTOpbIN N3y4aeT KMNeTkU 1 TKaHW ANs NOCTaHOBKM
anarHosa.

Mepudepuryeckasn KpoBb
KpoBb, LUMpKynupytoLlas no teny.

MNoapepxuBalowas Tepanus
OTan Tepanuu, HanpaeneHHbIA Ha NPOATIeHNe ycrexa
npeablayLLIero nevyeHus.

Mo3uTpoHHO-aMUCCUOHHas Tomorpacums (M3T)
WccnepoBaHue, B xoge KOTOPOro nHdopmaumio o opme
1 (PYHKLMOHUPOBAHMUM OPraHOB U CTPYKTYpP opraHusMa
nony4aloT C UCMOoMb30BaHNEM PaAMOaKTUBHOIO BeLLeCTBa.

MonumepasHas yenHasa peakuus (MLP)
JlaBopatopHhIn aHanu3s, B XxoAe KOTOPOro nomnyyatT
MHOro4YUcreHHble konuu parmerHta JHK.

MonHasa meTabonuyeckas naHesnb
Broxmmmyeckmin aHanms, B Xo4e KOTOPOro n3mepsieTcs
cogepxaHue 40 14 XMMU4YeCKMX BELLECTB B KPOBM.

MNMonHocTblo TpaHc-peTUHoeBas kucnorta (ATRA)
BeLlecTtB0, KOTOpOE CcO3aeTcs B OpraHM3me 13
BuTammnHa A. Takke ATRA npoussogutcs B nabopatopusix
ans nedvenus ONJ1.



MonHbIV MONeKynsipHbIA OTBET
OtcytcTtBue reHa PML-RARA nocne neyeHus no nosogy
OCTPOro NPOMMUENOLMTAPHOrO NEKo3a.

MonHbIn MOpdonornyecknuin oTeeT
Pe3koe cHmxkeHune konuyectsa 6nacToB nNocne nevyeHnst
no NoBoAgy OCTPOro Nerko3a.

MonHbIN oTBET

OTcyTcTBME Kakux Obl TO HY BbINIO NPU3HAKOB

1 CMMNTOMOB 3aboneBaHus nocne nedyeHus. Takke
NCMNONb3yeTCcsl TEPMUH «MOSTHAS PEMUCCUSAY.

MonHbIN LMTOreHeTUYEeCKUA OTBET
OTcyTCTBME OTNUYUTENBHOTO NPU3HaKa OCTPOro
NPOMMENOLIUTAPHOIO fIeNKo3a — TpaHcnokauum
t(15;17) — nocne nevenus.

MporHo3
BeposiTHble TeyeHne n ncxog 3abonesaHus.

MpoToyHas yuromeTpus

JTaBopaTtopHbIn aHanus, B Xo4e KOTOPOro KNeTku,
NpUCYTCTBYIOLLME B OpraHu3Me, aeHTUUUMpYOTCS No
MOSeKyrnaM Ha Ux NoBEPXHOCTH.

PecdpaktepHoe TeueHune
Cutyaums, korga 3aboneBaHme He pearMpyeT Ha JleveHue.

Peungus
BosBpalieHre unm gansHeriee pacnpocTpaHeHne
3aboneBaHunsl Nocrne nepuoaa ynyueHus.

CumnTomaTuyeckas Tepanus

Tepanusi no noBogy CMMNTOMOB M NMPOGNEM CO 300POBLEM,
KOTOpbIE BbI3BaHbl OHKONOrM4ecknM 3abonesaHmem mnm
€ro nevyeHnem. MoBOpPAT Takke O NanMaTMBHON Tepanuu.

CuHgpowm nusuca onyxonu (CIO)

CocTosiHme, KOTOpOe BO3HUKAET, Koraa NpoAyKThl pacnaga
MOrnGLLNX KIETOK OMYyXONW HEAOCTATOUHO GbICTPO
BbIBOASITCS U3 OpraHMama.

TpaHcnnaHTauua KPOBETBOPHbLIX CTBOJIOBbIX KMEeTOK
(TKCK)

MpoTuBoONyxoneBoe rievyeHne, B Xof4e KOTOporo
aHoMmarsbHble remMonoaTnyeckne (KpOBETBOPHbLIE)
CTBOMOBbIE KMETKM 3aMELLaoTCS 340POBbIMU KNETKaMM.

TpenaHoGuoncusi KOCTHOro Mo3sra
Mpouenypa B3ATUS TBEpAOro obpasLa KOCT! U KOCTHOrO
Mo3ra Ans uccrnenoBaHuin Bo BpeMsi 60nesHu.
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Tpuokcua mbiwbska (ATO)
JlekapcTBO, KOTOpPOE ncnonb3yercs npu neveHun ONJ1 ¢
XnmepHbiM reHoM PML-RARA.

TpombouuTbl
KneTkun kpoBu, HeOOX0AUMbIE ANt OCTAHOBKW KPOBOTEYEHUIA.

dnyopecueHTHaa rubpuagusaumsa in situ (FISH)
JlTabopaTopHbI aHanus, B KOTOPOM UCMONb3YOT
cneumarnbHble MevyeHble MONeKynbl AN noucka
aHOMarnbHbIX XPOMOCOM W FEHOB.

XumepHbIn reH

leH (TO ecTb 3aKOQMPOBaHHAsA MHCTPYKLNS B KIETKE),
00pa3oBaBLUNICS U3 YacTel OBYX FEHOB B pesynbrare
CIUSIHUS.

Xumunorepanus
IMpoTuBoOMNyXxoneBble NnekapcTaa, KOTOpble OCTaHaBMUBAOT
YKM3HEHHBIN LIMKI KIETOK 1 HE Aat0T UM OENUTLCS.

XpomMocombl
CTpyKTypbl B KneTkax, cogepxallime 3akoanpoBaHHbIe
WHCTPYKLMW, KOTOPbIE ONpedenstoT Xn3Hb 1 paboTy KNeTok.

LinToreHeTnka
M3yyeHne XxpomMocom nog, MUKPOCKOMOM.

LUntoneHus
CocTtosiHMe, Kora YMCrno KNeToK KpOBU MeHbLLE HOPMBbI.

YenoBeuyeckui nenkouuTapHbi aHtureH (HLA)
OpwvH 13 KNEeToYHbIX 6ENKOB, MO KOTOPOMY OPraHM3m
OTITNYAET «CBOM» OT «YYXKMX» KIETOK.

OkcTpameAynnsipHbINA
Haxopsumiica BHe KOCTHOro Moa3ra.

QputpounTbl

KneTku KpoBU, KOTOpbIE NEPEHOCAT KNCIOPOA OT NErknux
K OpyrMm YacTsim Tena. Takke Ha3blBaloTCs KpacHbIMM
KNeTKaMu KpoBM.



okerneptbl NCCN

OTO pYKOBOACTBO AN1s NAaLUMEHTOB OCHOBaHO Ha knnHuyeckom pykoBogctee NCCN (NCCN Guidelines®) no octpomy
MuenongHomy nevikosdy. B agantaumu, peueHavpoBaHumn 1 nybnvkauum pykoBogCcTBa y4acTBOBanmM ykasaHHbIE HbKe

npocpeccuoHansl.

Hopotu A. Wep,

MarucTp Hayk,

dupexkmop omderna
uHghopmauuu Or1s1 nayueHmos

Jlaypa Ox. XaHuw,
OOKTOP MCUXomnoruu,
meduyuHckuli nucamerns /
creyuasnucm ro uHgopmayuu
Ons nayueHmos

OpviH Bugny,
MarucTp UCKYCCTB,
MeOuyuHcKUl nucamerb

Penyen Knapk,
cmapuwuli pedakmop
MeOUUUHCKUX u3daHull

TaHs Ouwep, marucTp
negarorvku, MarucTp
OubnmnoteyHo-

MHOPMALIMOHHBIX PECYPCOB,

MeOuUUHCKUU nucamerb

Kum Yunbsamc,
KOOpPOUHamop KpeamueHbIX
ycnye

Cbto3eH KngHu,
creyuarsnucm rio eepcmeke
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OnTumanbHas cuMmnToMaTuyeckas Tepanusa 59, 66
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MonHbIi uuToreHeTUYeckui oreseT 32—33, 38
PecbpakrepHbiin 34

Peungus 34

CumnTtomaTtunyeckas tepanusa 46, 69, 79
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