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‘/Cop,epmm noapobHble CBeAEHUS O BapuaHTax fiedeHns onyxoren,
KOTOpble MOryT AaTb MakcManbHbI 9OMEKT.

‘/OCHOBaHO Ha KINMNMHN4YEeCKNX peKoMeHaaUun4ax, KOTOpPpbIMU NOJb3YyHTCA
Bpa4un rno BCeMy Mupy.

‘/I'I0M0>KeT npu o6CYyXAEHUN NEYEHMs C BpadyaMMu.
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HacTosiiee pykoBoACcTBO cOCTaBNEHO Ha ocHOBe KnMHuvecknx pekomeHgauum NCCN B o6nacTtu oHkonoruun (NCCN
Guidelines®), nocBsileHHbIX MyenonponudepaTMBHLIM HOBOOGpasoBaHUAM (pedakumns 3.2019 ot 4 ceHTAGps 2019 r.)

© 2019 National Comprehensive Cancer Network, Inc. Bce npaBa 3awuuieHbl.
3anpeLyaertcsi B nto6oi hopme v B N06bIX LENsX BOCNPOU3BOAUTL PYKOBOLACTBO
NCCN gns naumentoB (NCCN Guidelines for Patients®) n conepxatumecs B Hem
unnocTpaumm 6e3 nucbMeHHoro paspeteHnst NCCN. Hukomy, B Tom uncne Bpayam
1 NaumeHTam, He pa3peLuaertcs ncnonb3osath 310 pykoBoAcTBO NCCN HUM B Kakux
KOMMEPYECKVX LIeMNsiX, ¥ HUKTO He MMEET NpaBa 3asiBNsTb, NPeACTaBNATL MU aBaTbh
OCHOBaHUs nonaratb, YTO M3MEHeHHast NtobbiM 06pa3om BeEpCUsi ITOro pyKOBOACTBA
6epet cBoe Ha4yano ot ouumanbHoro nananus pykosogctsa NCCN aAnsa naumeHTos,
COCTaBreHa Ha ero OCHOBe, CBsi3aHa C HAM Uny NpoucTekaeT u3 Hero. PaboTa

ctpaHuue NCCN.org/patients.

Hap pykoBogcTBamu NCCN He npekpaliaeTcsi, 1 nx cogepxaHune obHoBnsieTcs

Nno Mepe NosIBNEHUSI HOBbIX 3Ha4YMMbIX AaHHbIX. NCCN He 4aeT HUKaKnX rapaHTuit
OTHOCUTENbHO COAEPXKaHUS], UCMONMb30BAHWS UM MPUMEHEHNSI 3TOMO PYKOBOACTBA
1 He HeceT HUKaKoN OTBETCTBEHHOCTU 3a NOCNeAcTBUs NoGbIx cnocobos ero

NPUMEHEHNA UNU UCMOJTb30BaHUA.
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®oHg NCCN Foundation® ctapaetcs nogaepxaTb MUMIMOHbI Mtogen

C OHKOMNOrMYeCKMMIN AnarHo3amm v YreHoB UX ceMelt 3a cHeT MHaHCMPOBaHUS

n pacnpoctpaHenus pykosoactB NCCN ans naumentos. Kpome toro, NCCN
Foundation cunTaeTt cBoMM [ONrOM COAeNCTBOBaTL COBEPLLEHCTBOBAHMIO

METOLOB NEYEHNs paka nyTem CroHCOPCKON NOAAEPXKKN NepCneKkTUBHbIX Bpadew
CTpaHbl, LieneHanpasneHHo 3aH1MaLLMXCA MHHOBALMOHHBIMW NCCNEAOBaHUAMMN
OHKonornyeckux 3abonesaHunit. [JoNoNHUTENbHYIO MHCOPMALMIO U NOMHYH0 NOAGOPKY
MaTepuanos AN NaUMeHTOB U TeX, KTO 32 HUMU YXaXWBaET, MOXHO HaNTU Ha

National Comprehensive Cancer Network® (NCCN®) / NCCN Foundation®


https://www.nccn.org/patients/
https://nccn.org/cancercenters

Halwun napTtHepbl

3naHue pykoBoacTBa
npodmMHaHCMpoBanu

M PN RESEARGH
FOUNDATION
GHANGE YOUR PROGNOSIS

dPoHA NnopaepKKU HayvHbix uccnegosanum MIMH
(MPN Research Foundation)

B Pykosoactee NCCN no muenonponudgepaTMBHbiM HOBOOOpa3oBaHUSIM Bpauu 1 NaumeHTbl
HanayT YeTKoe onMcaHne BapuaHTOB AMArHOCTUKMN U NIEYEHUS], @ Takke NepCreKkTus,
KOTOpble eCTb Yy TeX, KOMy MOCTaBMeH AMarHo3 UCTUHHAsA NONULMTEMUS, SCCEeHLManbHas
Tpombouutemusi unn Mmmenodropos. CoobLlecTBy NaLMEHTOB C 3TMU 3a00NEBaHUSIMM
[AaBHO HyxXHa bblna Takas MHopMaLms U Mbl 04eHb pafbl, YTO OHa HaKoHeL, Ony6rnMkoBaHa.

mpnresearchfoundation.org

3naHue pykoBoaCTBa nogaepxanu

O6wecTBO NO 6GopbLOe ¢ nenkozamu u numdomMmamm
(Leukemia & Lymphoma Society, LLS)

HeaTenbHocTb LLS HanpaeneHa Ha goctkeHne 6onee 6naronpusTHbIX MCXOO0B

Y NaLUMEHTOB CO 3M10Ka4eCTBEHHLIMU 3a00NEeBaHMSAMM KPOBY 3a CHET HaYy4YHbIX U3bICKaHWUNA,
NPOCBETUTENBCKOW paboThbl 1 MHOAMBUAYANbHOW NOAAEPXKKU, MOITOMY Mbl padbl, YTO
nauueHTam Tenepb AOCTYNEH 3TOT cofepKaTenbHbin pecypc. LLS.org/PatientSupport

doHa nomowm naumeHtam ¢ MIMH
(MPN Cancer Connection)

MPN Cancer Connection cuntaet nauneHToB ¢ MyenonponudepaTMBHbIMU HOBOOBpa3oBaHUSMN
(MITH) oHKoMorMYeckUMM NaumMeHTamm, NO3TOMy UM AOSKEH BbITb OTKPLIT JOCTYN KO BCEM
nporpammam, pecypcam 1 nbrotam, npegHasHavyeHHbIM Ans 3TON kateropuy 60nbHbIX. Mbl
ropsi40 NpUBETCTBYEM Mybrvkauuio cogepxatensHon nHopmaLumm, NPeacTaBieEHHON B 3TOM
Pykosogctee NCCN ans naumerTtoB ¢ MIMNH. MPNCancerConnection.org

®doHp obpas3oBaTenbHbIX nporpamm B o6nactu MIMH
(MPN Education Foundation)
MHbopmMmnpoBaHne oTHOCUTENBHO Hay4YHO 0BOCHOBAHHbLIX MPOTOKOOB ANArHOCTUKM U NeYeHns
MuenonponudepaTMBHbIX HOBOOOPA30BaHN OOVMHAKOBO BaXXKHO 41151 Bpaven 1 NauneHToB
N, HECOMHEHHO, MOBbLICUT AOCTYNHOCTb 3TUX METOAOB AJ151 TEX, KTO B HUX HyxaaeTca. MPN
Education Foundation ¢ pagocTbto nogaepxuBaeT 370 3HaKOBOE COObITME OT nuua Tex, Ans
koro pabotaeT Haw ¢oHA. mpninfo.org

NCCN Foundation® nsgaet pykoBoAcTBa Ans NaLMEHTOB
NCKNIOYMTENBHO 3a CYET A00POBOMbHbIX NOXEPTBOBAHMUMN.

COENATb NMOXEPTBOBAHWE

Cpenatb noxeprteoBaHune MoxHo Ha ctpaHuue NCCNFoundation.org/Donate

NCCN Guidelines for Patients®
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OcHoBHble cBeaeHmnsa oo MI'H

KpoBb

3nokavyecTBeHHbIe 3aboneBaHusd
KPOBM

Knaccuueckue MIH

Puckun ans 3A00pOBbSA

KpaTtkoe cogepxxaHue
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1 OcHoBsHble cBegeHnsa 06 MIMH

MwvenonponudepaTtnBHble
HoBoobpasoBaHuna (MINH) oTHocATcA

K 3r10Ka4yeCTBEHHbIM 3aboneBaHnAM

KpoBw. B aToM pasgene npueeaeHsbl
OCHOBHble cBegeHust o6 MINH, B YacTHoCTH
O TPEeX Krnaccu4eckmx 3aboneBaHnaxX 13
STOM rpynnbl.

KpoBb

YT0ObI MOHSTh, KaK pa3BMBAOTCS 3MIO0KAYECTBEHHbIE
3aboneBaHns KpOBM, HYXKHO CHavana nonyynTb
npeacTaBrneHne 0 CocTaBe U PyHKLMAX KPOBMU.
KpoBb — ofHa 13 )XMOKOCTEN, NPUCYTCTBYIOLLMX

B Hawem opraHmn3mMe. OHa npeacTasnseT cobon
MHOXECTBO 0CODbIX KMETOK, NnaBatoLLMX B NiasmMe.
lMna3ma cocTonT NPENMYLLECTBEHHO 13 BOAbI.

KneTtkun kpoBu
CyLLecTBYET TPM OCHOBHbIX TUMA KIETOK KPOBM
(cm. pucyHok 1):

> 3pPUTPOLMTBI (KpacHble KNETKM KPOBU);

> nenkouuThl (benble KneTkn
KPOBW) — rpaHynoLunTbl, MOHOLUUTbI
1 numdounTbl;

> TpOMOOLMTHI.

Y Kaxxgoro Tuna KrneTok KpOBU CBOW OYEHb
BaXXHble (PYHKLMU. DPUTPOLNTBI NepeHoCcAT
KMCnopog Ko BCEM opraHam 1 TKaHaM. JlenkoumnTbl
yyacTByoT B 6opbbe ¢ nHdpekumamu. TpomooLmnThl
MOMOraroT OCTaHaBMMBAaTb KPOBOTEYEHUS NP
NOBPEXOEHUN COCYAOB.

-~

PucyHok 1.
KrneTku kpoBum

CyLiecTByeT TPU OCHOBHbIX TUNa
KNeTOK KpOBU — 3PUTPOLIUTbI,

FemonoaTnyeckas
cTBOJIOBas KneTka

- v

MuenougHas NnmconagHan
KneTKa- KIneTKa-
npeAwecTBEHHUK npeAwecTBEHHUK

nenKouuTbl u TpombouunTbl. Bece

-

TUMbI KNETOK KPOBU 0bpa3sytoTcs Merakapuo6nact
M3 reMono3TU4YEeCKUX CTBOJIOBbIX
Knetok. C HUMK nponcxoauT QpuTpobnacT ‘ Mueno6nacT NumdobnacT
uenbii paa U3MeHeHUn, noka ‘ P P
OHU He NpeBpaTATCA B 3penble Merakanmo

rakapuouuTt
KINeTKN KPpOBW. l puoy l l
Mnnioctpauum © 2020 National Comprehensive ‘
Cancer Network® (NCCN®). www.nccn.org Aputpouut NenkounTtbl TenkouunThbl

Mpanynouut MoHouuT Nnmdouur
® ®
TpomGouut

L
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1 OcHoBHble cBegeHnss 06 MIMH

3nokayecTBeHHble 3aboneBaHNsA KpoBH |
Knaccuyeckne MIMH

npO,EI,OJ'I)KI/ITeJ'IbHOCTb XN3HW KINETOK KPOBU OorpaHn4yeHa.

MHorue 13 Hux XMBYT COBCEM HEL oMo, U B OpraHn3me
MOCTOAHHO MAOET npouecc nx 0BHOBMEHMS.

Kak o6pa3yroTcs KneTku KpoBu

KneTku kpoBu 06pasytoTcs NpemMyLLEeCTBEHHO

B KOCTHOM Mo3re. KOCTHbIN MO3r — 3T0
rybkoobpasHasi TkKaHb BHYTPU BOMbLUMHCTBA KOCTEN.

B kocTHOM MO3re ecTb 0cobble KNeTkn. X HasbiBatoT
remMono3Tn4eCKNMMn N KpoBETBOPHbLIMKX CTBOJSTOBbIMA
knetkamu. OHM OaloT Ha4Yano BCeM KIeTkam KpOoBW.

[eMonoaTnyeckme CTBOSIOBbIE KIETKN CMOCOGHbI
co3naBaTb CBOW TOYHbIe konuu. Kpome Toro, oHu
MOryT NpeBpaLlaTbCsi B ApYrue KIeTku, KoTopble Ha
OfHY CTyrneHb Grinke K 3penbim KneTkam KpoBu. Takue
KNeTKu Ha3blBaloT KNeTKaMu-npeawecTBeHHUKaMW.

B oTnnume ot CTBONOBbLIX KMETOK, KNETKN-
npeawecTBeHHUKM MOryT npeBpallaTbCA TOJNbKO

B KIETKN KPOBU onpeaeneHHbIX TUMoB. CyIJJ,eCTByeT
ABa ThMna KneTok-npealecTtBeHHNKOB:

» MuenougHble KneTkn-npeallecTBeHHUKN,

> J'II/IM(*)OI/IﬂHbIe KNeTkn-npeaecTBeHHUKN.

MvienovaHble KNeTku-npeaLecTBeHHMKMA NPOXoasT
pPSi4 U3MEHEHWI 1 NPEeBPALLATCS B 3pUTPOLIMTHI,
TpombouunTel 1 nenkoumTel. Obpasyomecs 13
HMX NENKOLUTELI NOAPa3nensioTca Ha rpaHynoLmTbl
1 MoHouuMTbI. K rpaHynountam oTHOCSITCS
HenTpodunbl, 303nMHOMMIbLI 1 6a3odunbl.

JInmdongHble KNETKN-NpeaLecTBEHHMKIN Nocrne
psga u3MeHeHUn NpeBpaLlatnTCcs B NENKOLUTHI,
HasblBaeMble nuMmdouutTamn. Ectb Tpu Tuna
numcoumToB: B-numdoumntsl, T-numdoumnTsl

N HaTypanbHble kunnepbl (NK-knetkn).

NCCN Guidelines for Patients®:
MuenonponudepatuBHblie HoBoobpasoBaHusi, 2019

3rokayecTBeHHble 3aboneBaHus
KpOoBU

CywiecTByeT Lienas rpynna 3rnokayecTBeHHbIX
3aboneBaHuii KpoBu. Bce 3TK onyxonu passmBatoTcs U3
KMETOK KPOBU, KOTOPbIE HAaxXoOaTCa B KOCTHOM MO3re.

K 3rnokayecTBeHHbIM 3a00NeBaHNAM KPOBM OTHOCATCS
nerkosbl, MMenogucnnactuieckne cungpomsl (MAC)

1 MyenonponudgepaTmMeHblie HoBoobpasosaHust (MIMH).

MIH

MwnenonponudgepaTnBHblie HOBOOOpa3oBaHMS
pa3BMBalOTCHA N3 reMOMO3TUYECKUX CTBOSOBbIX
KneTok muenouaHoro psga. lNpuctaBka «Mmueno»

B MepeBoe C JTaTUHCKOro 03Ha4YaeT «KOCTHbIN MO3I».
«[lMponudepaTnBHbIN» NEPEBOANTCA Kak «ObICTPO
pacTyLniA» U FOBOPUT O BbICTPOM YBENNYEHU
Konm4yecTBa KneTok. HoBoobpasoBaHNEM MPUHATO
HasblBaTb NtOOOI NaTONOrM4YeCcK1n pPocT.

Kak n MINH, m1enogucnnactuyeckne CUHOAPOMbI
BO3HMKAIT 13-3a 3110KA4YECTBEHHOIO NEPEPOXKOEHNS
reMornoaTU4YecKnX CTBOMNOBbIX Knetok. OgHako

B oTnnyune ot MIMH npu Takmx cMHapomMax KneTku
KpoBM 06pasyoTca B HE4OCTAaTOYHOM KOMNMYECTBE.

Knaccuyeckmne MINH

CyLuecTByeT MHOIro BUAOB MuUernonponndepaTnBHbIX
HOBOOOpa3oBaHuiA. B aTon OpoLutope peyb naet

0 NneveHun Tpex knaccuyeckux MIMH. B rpynny
knaccuyecknx MIMH BxoaaT:

> WCTMHHaaA nonuuutemus (UM);
> acceHumanbHas TpoMmooumnToneHus (3T);

> nepBUYHbIN Mrenodubpos (MVO).

XpoHnyeckuin mmenonenkos (XMJ1) — ato Toxe
MuenonponudepaTMBHoe HoBoobpasoBaHue. MHorga
ero npuyncngarT K knaccnyeckum MIMH, Ho He Bce
cneumanucTbl ¢ 3TUM cornacHsbl. JledeHne XMJ1
HanpaeneHo Ha crneuuguyecknii onyxoneBbIn Mapkep,
KOTOpbIN OTCYTCTBYET Npwu knaccuyecknx MIMH.



1 OcHoBsHble cBegeHnsa 06 MIMH

Knaccuyeckne MIMH

UcTnHHan nonuunTemMua
[Mpn UCTUHHON NonMLMTEMUN 0BPa3yeTCs CIIULLKOM
MHOrO apuTpoLmnTOB. Kpome Toro, MoXeT ObITb

NOBbILLEHO CoaepXaHne NenKounToB 1 TpOM6OLI,VITOB.

Bornbluoe KonM4yecTBo 3pUTPOLIMTOB HaKanIMBaeTcs
B KOCTHOM MO3re ¥ B KpoBW. 13-3a 3TOro KpoBb
cTaHoBUTCA Bonee BA3KOW, YeM OHa JOMmKHa ObITb
B HOpMe.

AcceHumanbHaa TpoMmbouuTeMus
OcceHuymnanbHasa Tpombountemus (AT) oTnmyaeTcs
MOBbILUEHHbLIM COAEPXKAaHNEM MErakaproLnTOB

1 TpoMboumToB. MerakapnouunTbl — ogHa nU3
pa3HOBMOHOCTEN KPOBETBOPHbBIX KIETOK B KOCTHOM
mo3sre. OT MerakapmoLmMTOB OTLLENNATCH Menkue
dparmMeHTbl, KOTOpblE CTAHOBATCA TPOMOOLIMTaMMU.
MNoBbiLEHHOE coaepXaHne TPOMOOLMTOB

WMHorga mmnenogmbpos passueaetcs y nauneHTos ¢ AT
unun JT. Takon BTOPUYHbIN M1MeNodunbpos HasbiBakoT
noctnonuuutemuydecknm (noct-UN Mo), ecnm oH
NnosIBMIICA B pe3yrkrate MCTUHHOW NONULUTEMUK, UK
noctrpombountTemmyecknm (noct-OT M®), ecnm oH
pas3BuIics Ha hoHe 3CCeHUManbHOM TPOMOOLUTEMUN.

1

Korza Bbl caMu 3a60j1eBaeTe peKou
60JIe3Hb10, OHA YXKe He KaXKEeTCS
TaKOM pegKO.

HasblBaeTcst TPOMOOoUMTEMUEN. «DCCEeHLNANBHONY
TPOMBOLIMTEMMIO HA3bIBAKOT NOTOMY, YTO ee

NPUYMHA NEXWT B HApyLLEHMX CaMoro npoLecca — xuH,
KPOBETBOPEHMWSI B KOCTHOM MO3re. MMalMeHTKa C UCTMHHOM
IOJNIUIIUTEMUEN

MepBUYHBLIN MUenodndpos

Mwnenodunbpos — ato obpasoBaHue pybLIOBOM
(dbnbpo3HoM) TkaHM B KOCTHOM Mo3re. Ecnn

y nauueHTa paHee He anarHoctuposanu MIMH gpyroro
TUna, Takoe 3aboneBaHve Ha3bIBaKOT NEPBUYHbBIM
muenogudposom (MM®). Ha paHHux ctagmnsx NMVo
hnbpO3HbIE U3MEHEHMS B KOCTHOM MO3re MOTyT eLle
He NOoSIBUTLCS.

Co BpemeHeM obpasytoLlasncsa pmbposHas TkaHb
MOXET 3aMeCTUTb KOCTHbIM MO3TI. C yMeHbLLEHVEM
o6bema HoOpManbHOro KOCTHOTO MO3ra YMeHbLUIAeTCs
N KONNYECTBO NPOM3BOANMBIX UM KIMETOK KPOBW.
YT100bI BOCMONHUTL 3TY NOTEPH, (PYHKLIMIO
KPOBETBOPEHNSI MOTYT B3ATb Ha cebsi ceneseHka

M NeYeHb, NP1 3TOM OHW YBENNYMBAIOTCS B pa3mepax.
MpuynHON yBENNYEHNSA 3TUX OPraHOB MOXET

ObITb M TO, YTO OHW 3aXBaTbIBAKOT MU HaKannIMBawoT
naTonornyeckne KreTku KpoBW.

NCCN Guidelines for Patients®
MwuenonponudgepaTnBHblie HoBoobpasoBaHus, 2019 9



1 OcHoBHble cBegeHnss 06 MIMH

Puckn aons 300poBbs

Pucku ons 300poBbs

MIMH — 370 rpynna XpOHWYECKMX 3r1I0Ka4€CTBEHHbIX
3aboneBaHui kKpoBKn. OHM HE NPOXOAAT camm Mo
cebe n 6e3 neveHnsi Co BpEMEHEM NPOrPECCUPYIOT.
C momeHTa Bo3HMKHOBeHus MIMNH oo pa3sutus
CYMMNTOMOB MITN CEPbE3HBLIX OCITOXXHEHUI MOXET
NPOWTN MHOTO NET.

CumnTombl

Y HEKOTOpPbIX Ntogen CUMNTOMbI NOSABIIAKTCA 33405110
00 Toro, kak um ctaeat anarHo3 MINH. Hanbonee
YyacTbl CMMNTOM — YnagoK cun (YyBCTBO YCTanocTu
HECMOTPS Ha HOPMaribHbIN COH). Takke BO3MOXHbI
KOXHbIN 3y, HOYHasA NOTNMBOCTbL, 6Osb B KOCTSAX,
nnxopagka n noteps Beca. CUMNTOMbI MOryT ObITb
pasHbIMK B 3aBUCMMOCTM OT Tuna MIMH.

Tpom0603bl M KpOBOTEYEHUS
Y nogen ¢ MINH noBbIWeH PUCK KPOBOTEYEHMWI

N OCMNOXHEHWI, CBA3AHHbIX C 06pa303aHV|eM TpOM6OB.

KpoBoTeueHnst 06bI4HO ObIBAKOT HE3HAYUTENBHBLIMMY,
HO MOTYT ObITb M TSXKemNbIMU. TPOMObI (CryCTKM
KpOBM) CMOCOOHKI MepeKkpbiBaTe KPOBEHOCHbIE

cocydbl U co3aaBaTtb yrposy Ans Xu3Hu. OHWM MOryT
cTaTb NPUYUHON NErOYHON aIMBONMN UNN NHCYNbTa
(cm. pUCyHOK 2).

HApyrue onyxoneBble 3aboneBaHusA
MuenonponudgepatmBHbie HOBOOGPa3oBaHMS MOryT
TpaHCOPMMPOBaTLCS B Apyrne 3aboneBaHus.

Y nrogent ¢ AT n UM moxeT pa3BuTbCa Mnenonbpos.
Xots a1o cnyyaetcsa pegko, MIMH mMoxeT nepentu

B OCTpbI MuernoungHbli nenkos (OMIJ).

HOTeHuuaanoe YMeHbLlueHue
npPpoAOITKUTENIbHOCTU XU3HU

MITH oTHocATCS K MeaneHHO Nporpeccmpyowmnm
3r10Ka4yeCcTBEHHbIM 3abonesaHuam. MNpu ycrnosum
aeKBaTHOro fieYeHnst MHorme naumeHTbl ¢ TakumMun
3aboneBaHns MK XMBYT gonrue rogbl. OgHako B LENom
Hanunyue MIH cokpallaeT npogomKkUTeNnsHOCTb
XWU3HW. YTO Kacaetcs pasHbix Tunos MIMH, To

y nauneHToB ¢ M® npoaormKMTENbHOCTb KU3HU
00bI4YHO MeHbLUe, YeM y naumeHToB ¢ AT unu AT,

-~

PucyHok 2.
Tpom603

Ha pucyHke nokasaH npouecc
c¢opmupoBaHusa Tpomba

B BeHe Ha Hore. Ha nocnegHem
M3006paxeHUn cnpaBa NokasaH
oTpbIB (pparmeHTa Tpomba.
Mponasa yepes cepaue,
OTOpBaBLUMNCS TPOMO MOXKeT
nonacTb B Jierkoe U 3akynopuTb
apTeputo. Takoe ocrnoxHeHue
Ha3blBaeTcs JIero4yHom
amb6onuen. JlerouHasa ambonus
MOXeT CTaTb MPUYUNHON CMEpPTH.

.

)

i

~

dopmMupoBaHue TpoMGa B BeHe Ha Hore

/
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OcHoBHble cBegeHusa 06 MIMH

KpaTtkoe cogepxaHue

>

KneTtku KpoBu 06pa3yr0Tc;| npenmMmyLecTtBeHHO
B KOCTHOM Mo3re. Bce Tunbl KNeTok KpoBK
o6pa3yr0Tc;| N3 reMonoaTn4eCcKmnx CTBOSOBbIX
KNeToK.

MuenonponudepaTMBHbie HOBOOOPa30BaHNS
OTHOCSATCS K 31T0OKa4YeCTBEeHHbIM 3a060rneBaHnsaM
kpoBu. OHM pa3BMBaIOTCS 13 FEMOMOITUYECKNX
CTBOMOBbIX KNETOK MUENOUAHOIO psiaa.

K knaccuyecknum MIMH oTHocATCA UCTUHHASA
nonuuutemuns (UIM), acceHumansHas
Tpombouutemus (3T) 1 nepBUYHbIN
mMunenocunopos (MVP).

Y HEKOTOpbIX Nogen CUMATOMbI NOABASIOTCA
3a40mro 4o Toro, Kak UM ctaBaTt guarHo3 MIH.

Cnepgctemem MIH moryT cTaTtb Takme
COCTOSAHMS, Kak Tpomb0o3 n OMJ1,
NpeAcTaBnsaoLLMe Cepbe3Hyto yrposy Ans
300pOBbA.

NCCN Guidelines for Patients®
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KpaTkoe coaoepxaHune

1

11

MHe 6110 39, KOr[Ja MHEe ITOCTaBUJIN
nuarsos3 MITH, u 3To cTano ajsi MeHsI
HaCTOSAULIMM IIOTpsiCceHueM. PaHblIe
1 HUKOTOa He CJIblllIajia O TaKOM
3a60JIeBaHUMN.

— Cb103€H,
HalMeHTKa C MICTUHHOM
HONIUIIUTEMUEN
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[NunarHoctnka MI'TH

OueHKa obLlero coctoaHusA
300pPOBbSA

OueHka cMuMNTOMOB

AHanusbl KpoBHU
UccnepoBaHUA KOCTHOro Mo3ra
FeHeTn4eckme nccnenoBaHus
HLA-TunupoBaHue

UccnengoBaHme cuctemsbl
CBepTbIBaHUA

KpaTkoe coaepxaHue

NCCN Guidelines for Patients®
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OueHka obLLEero CoCTosiHMS 340POBbS

B sTom pasgene onucaHbl 06cnenoBaHms,
KOTOpble NPOBOASAT ANSA BbISIBNEHNSA
(amnarHocTtukmn) MINH. Kpome Toro, 3gecb
pacckasaHo 0 Apyrmx Bugax obcrnenoBaHum,
HeobxoaMMbIX AN NOATOTOBKM K NIEYEHMIO.

[Mpw cocTaBneHnn nnaHa nevyeHnst Bpadu 1cronb3yroT
LienbIv psia UCTOMHUKOB MHAopMaummn. Cpean HUX
BaXKHOE MeCTO 3aHUMaloT pe3ynbTaThl 06cneaoBaHum,
nepeYncrieHHbIX B CripaBoYHon Tabnuue 1. Ewe oguH
WCTOYHMK MHGbOpMaLmM — 3TO Bbl camu. [lenntecb

C Bpa4yoM CBOUMM OMAaCEHUSIMU 1 TOBOPUTE O TOM,

KaKux pesyrnbsTaTtoB Bbl XXOETE OT fle4eHus. Tak Bbl
CMOXeTe COBMECTHO Y4acTBOBATb B MpoLecce NpUHATUSA
peweHuii. Bonee NoagpobHO O NPUHATUN pPeELLEHNIA
pacckasaHo B pa3gerne 6.

OueHka obLero coctosiHUA
300POBbS

CG6op aHamMHe3a

Bpauy BaxHo 3HaTb 060 Bcex npobrnemax co
300POBbEM, KOTOPbIE ObINN B BaLLEN XN3HM,

1 060 BCeX NlekapcTBax, KOTopble Bbl koraa-nubo
npuH1Manu. byabte rotoBbl K BONpocam:

> 0 3aboneBaHusX;
0 TpaBMax;
0 OpYrvX HapyLUEHUSIX 300POBbS;

>
>

> 00 MMerLwmxca cumnTomax;

> 0 NPUHMMaeEMbIX JIEKapCTBEHHbIX Npenaparax;
>

O NepeHeCeHHbIX nepenmBaHNAX KpoBU.

Bpayam o4yeHb BaXXHO OLIEHUTb COCTOSIHWE BaLLEero
cepaua 1 KpOBEHOCHbIX COCYAO0B (CepaAeYHO
cocyaucTon cuctemel). [MoaTomy He 3abyabTte
€coo0WNTL, ecnn y Bac ectb Unn 6bino YTo-HUOYOb
13 NEepPEYNCIIEHHOrO:

> BbICOKOE apTepuanbHoe faBrneHue
(apTepuanbHas runepTeHans);

> caxapHblii gnaber;
> Tpombo3;

» MaTonorn4yeckne KpoBoTe4eHus.

NCCN Guidelines for Patients®
MwuenonponudgepaTnBHblie HoBoobpasoBaHus, 2019
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CnpaBoyHas Tabnuua 1.

OwnarHoctnka MIMH

C6op aHamHesa

dursnkanbHbIN OCMOTP

3anonHeHne OonpocHMKa anda oueHKn cCMMnTomMmoB

O6LmMIA aHanM3 KPOBU C NENKOLMTapPHOW
dopmynon

MVIKpOCKOﬂI/I‘-IeCKoe nccnegoBaHne Ma3ska Kposu

Buoxmmunyecknii aHanna Kpoeu

ConepxxaHne MO4YeBOW KICINOTbI

YposeHnb J1A

MokazaTenu pyHKUUM NeveHn

YpOoBEHb 3pUTPOMNO3TUHA

YpoBeHb xenesa

ACI'II/IpaLI,I/IOHHaFI owuoncusa n TpenaHo6moncv|;|
KOCTHOIo Mmoa3ra

TecT Ha xumepHbI reH BCR-ABL 1

LinToreHeTnyeckoe nccrnegoBaHmne KOCTHOrO Moara

MonekynspHoe nccrnegoBaHune

HLA-TunupoBaHue (npm HeOBX0aUMOCTH)

WNccnenoBaHue cucTeMbl CBEPTbIBAHWUS KPOBW
(Mpn HeobxoanMocCTH)

JlekapCTBeHHEbIE
IIperapaThbl

lMonesHo Byaer, ecnu Bbl MpUHECETE Ha
npuem K Bpady Cl1COK BCeX Npenaparos,
KOTOpble NMPUHMMANK paHbLUe U NpUHUMaeTe
B HacTosiLLEee BPeEMS.
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OueHka cumnToMoB | AHanun3bl KpoBK

Bo3MOXHO, Bpay 3axo4eT y3HaTb O TOM, Kak Bbl
NUTaeTechb M HACKOMNbKO Bbl PU3NYECKM aKTUBHBI.
Ecnu Bbl KypuTe, Bac MOryT CNpOCUTb O CTaxe

N MIHTEHCMBHOCTMN KYPEHUSI 1 O APYrnX NoapOGHOCTSIX.

MpenpacnonoxeHHOCTb K HEKOTOPbIM BuaaM
onyxornen 1 ApyrMMm HapyLLeHVsSIM 300POBbS MOXET
nepepaeaTbcs Mo HacneacTsy. byabre roToBbl
pacckasaTb O 3[0pOBbe BalUNX GnvKanLmnx
POACTBEHHMKOB. K HMUM OTHOCATCS poaHble bpaTbs
N CecTpsbl, poautenu, 6abyLwkn 1 gegyLku.

®dunsnkanbHbLIN OCMOTP

dursmKanbHbI OCMOTP 3aknto4YaeTcs B M3nyYeckom
obcnegoBaHuM opraHnama nauuenTa. B xoge

Takoro ocMOTpa Bpay CTapaeTcs BbIABUTb MPU3HAKM
3aboneBaHust. Kpome Toro, pesynsratbl OCMOTpa
MO3BONAOT PELUNTD, KAKMe BapuaHTbl Ne4yeHus
No4ONAYT NALUMEHTY, a Kakne eMy npoTUBOMNOKa3aHbl.

OO6bI4HO B Xoae hmamKanbHOro ocMoTpa Bpad
OLEHMBAET criedytoLmne nokasartenu:
> Temneparypy Tena;
> apTepuvarnbHoe OaBneHue;
> NyNbC 1 YaCcTOTY ObIXaHus;
> BEC;
> (PYHKLMOHUPOBaHWUE Nerkmx, cepaua
N KMLleYHMKa (C NOMOLLIbIO cTeTOCKOMA);

> COCTOsIHME a3, KXW, Hoca, yLen 1 NonocTu
pTa (Bu3yanbHo);

> pa3mepbl U KOHCUCTEHLMIO BHYTPEHHMX OPraHoB
(nyTem nanbnaumn);

> Hanuyne 6One3HeHHOCTU npun HagasnnBaHUN.

M3-3a MIMH MoryT yBenmMunTbLCA NeYeHb M CeneseHka.

NCCN Guidelines for Patients®
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14

OueHka cMMnNTOMOB

WHoraa MIMH BbI3bIBAET Y NAUNEHTOB ONpeaerneHHble
CMMNTOMBI. 1S OLEHKN 3TUX CUMNTOMOB UCMNOMb3YHOT
cneumanbHble onpocHWKN. OguH U3 HUX Ha3biBaeTCH
MIMH-10 (ananor onpocHuka MPN-SAF TSS,

MPN Symptom Assessment Form Total Symptom
Score). B onpocHuke nepeuncrniensl 10 cumntomoB
3aboneBaHns. BblpaXXeHHOCTb KaXaoro U3 Hmx
nauueHTam npegnaratoT oueHUTb no wkane ot 1 oo
10. Bonee BbicokMe HGanmbl COOTBETCTBYIOT OOnbLUEN
TSHKECTU CUMMTOMA.

AHannabl KPoBU

AHanu3abl KPOBK JatoT BaXKHY0 MHopmaunto ons
anarHoctuku MIMH. MIHorga ¢ nx nomMoLLbo MOXKHO
BbISIBUTb M pyrvue 3abonesaHus. [ns aHanmsa
noTpebyeTcsa obpaseL, kpoeu. [Npoueaypa ero
nony4YeHnst HasblBaeTCca 3a6OPOM KPOBMU.

Mpouenypa 3abopa KpoBU

B HekoTopbIX cnyyasax nepeq 3abopom KpoBu
HeobX04MMO B TEHYEHNE HECKOSBbKMX YacoB HE eCTb

1 He nNuTb. [Ina 3abopa KpoBM B BEHY BBOAAT WITy.
MonyyeHHble 06pa3subl KPOBK OTNPABIAIOT HA aHanu3
B nabopartoputo.

O6wWwmnn aHanu3 KPoOBM C NeNKOLUTaPHOMN
cdopmynon

O6wwui aHanus kposu (OAK) no3sonseT y3HaTb
cogepkaHne pa3HbIX KOMIMOHEHTOB KPOBW. B xoge
aHanm3sa onpenenatoT:

> KOSNMUYeCTBO NENKOLUTOB;
KONMYECTBO 3PUTPOLINTOB;

>
» KOnn4yecTtBO TpOM6OL|,I/ITOB;
> TeMaToKpuT,

>

YPOBEHb reMOrnobuHa.

KonunyecTBo Ka)goro Buaa KneTok KpOBU M3MepPsItoT
B eQuHuLIEe 0ObeMa. [leMaToKpUTOM Ha3biBalOT
NPOLEHTHYO foSto 06LLero obbema KpoBu, koTopast
NPUXOANTCS Ha 3pUTPOLMTLI. FemornobuH — aTo
0coObIn 6enok, coaepKalluincsa B apuTpoumTax.
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AHann3bl KPOBU

Mpy OHKONMOTMYECKNX U HEKOTOPBIX APYrMX
3aboneBaHMaAX 3TV NOKa3aTenu MOryT CHUXaTbCS
unu ysenuymeatbcd. Y naumeHToB ¢ MIMH o6bl4HO
MOBbILLEHO KOMNNYECTBO OOHOIO UM HECKONbKNX
KOMMOHEHTOB KPOoBW. [Mpn MCTUHHOW NONULUTEMUM
MOBbILLAIOTCS reMaToKPUT U YPOBEHb reMorniobunHa.

JlerikoumTtapHasa gopmyna

JlenkounTbl 6GbIBAIOT HECKONBKMUX BUOOB.
JlenkoumTtapHas popmyra nokasblBaeT, CKOSbKO
B KPOBW COOEPXKMTCH NENKOLMUTOB KaXaoro Buaa.
Kpome Toro, oHa oTpa)KaeT COOTHOLLEHMEe Mexay
pasHbIMU BUAaMu nenkounToB. o pesynsratam
3TOro aHanusa Bpay MOXET onpeaennTb NPUYnNHY
OTKIMOHEHUS KONMYECTBa NENKOLMTOB OT HOPMbI.

MVIKpOCKOI'IVI'-IeCKOG unccriegoBaHue
Ma3Ka KpoBM

[ins 3TOro aHanu3sa kanmw KpoBu pacnpeaensior no
NPeaMETHOMY CTEKIY U U3y4atoT Nofd MUKPOCKOMOM.
Mpu 3TOM yZaeTcst NonyYnTb MHOTO LlEHHOWM
MHDOPMaLIMK O KNeTKax KpoBM.

> [lo Ma3ky KpOBM MOXHO OonpeaenuTb, Kakue
KneTkn B Hel npucyTcTBYOT. OAMH 13 NPU3HAKOB
MIMH — nosiBneHve B KPOBU «MONOAbLIX»
(He3penbIx) (OpM KMNETOK U3 KOCTHOIO MO3ra.

> Kpowme Toro, npu nccnegoBaHum maska MOXHO
yBUOETb OTKIOHEHNSI BO BHELLHEM BUAE KINETOK
KpoBu. BeisiBneHne kneTtok HeoObluHOM hOpMbI
Unun pasmepa NoOMoraeT onpeaennTb TUnM
nmetoLLerocst 3abonesaHus.

Bunoxnmmnyeckmmn aHanums KpoBu
MpucyTCTBYOLLIME B KPOBM XMMUYECKME BELLECTBA
0bpa3syloTcs B NeveHn, KOCTaX, MovKax U Apyrux
opraHax. PasBepHyThI OMOXMMNYECKNI aHann3
npegycmartpusaeT onpegenenne 4o 14 XumMn4eckux
BELLECTB B KPOBU. YPOBEHb HEKOTOPbIX N3 HUX

MOXET 0Ka3aTbCs CIMLIKOM BbICOKMMM UITN CIIMLLKOM
HU3KUMW MO CPaBHEHUIO C HOPMOW. OTKIOHEHMS OT
HOPMbI MOTYT ObITb Bbl3BaHbI OMyXONeBbIM NPOLECCOM
N1 apyrumm 3abonesaHnsiMu.

MoueBas kucnorta
Ha HekoTopbix cTagusax pa3sutmua MIMNH obpasyetcs
GonbLIOe KONMYECTBO KNETOK KOCTHOro Mo3ra. /3-3a

3TOro B KpOBM NOBbILLAETCA YPOBEHb MOY€EBOW KNCNOThI.

Bbicokoe cogepxaHne MOYEBOW KMCIOTbl MOXET

NCCN Guidelines for Patients®
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NPMBOONTL K PasBUTUIO Nodarpbl 1 06pasoBaHmIo
KaMHen B no4ykax. buoxnmmyecknn aHanms no3sonsaeT
BbISIBUTb OTKIMOHEHME 3TOro NokKasaTensi OT HOPMbI.
MoBbILWEHHOE coaep)KaHMe MOYEBOI KACNOTbI B KPOBU
Has3bIBaETCs rMnepypuKeMmen.

nar

JlakTatgerngporenasa (J1I4IN) — ato 6enok,
NPUCYTCTBYHOLLMIA B BOMBLUMHCTBE KIETOK OpraHn3mMa.
Korpa knetku normnbator, JI[I" BbicBOOOXOaeTcs

B KpoBb. Bbicokuin ypoBeHb JIIN MoXeT 6bITb
npu3HakoM mMmnenodmnbposa.

MNokasaTenu ¢pyHKUUN NneYeHn

lMeyeHb — opraH, pacnonoXeHHbI cnpaBa B BEpXHEN
yacTtu 6ptoLHon nonoctn. OHa BbIMOMHSAET MHOIO
BaXKHbIX PYHKUMI, B TOM YNChe yaanseT TOKCUHBI

13 kpoBu. MNokazatenamm yHKLUM NeYeHn cnyxat
XMIMUYECKMNE BELLECTBA, KOTOpble 0b6pa3ytoTcs Unm
nepepabatbiBaloTcs B 3TOM opraHe. OTKIOHeHNe

OT HOpPMbI 3TUX NokKasaTtenen y nauneHtos ¢ MIMNH
MOXET YKa3blBaTb Ha Nopa)KeHne KOCTeN Unu neyYeHn
B pesynbrate pacnpoCcTpaHeHnsi OnyXornu.

YpoBeHb 3pUTPONO3TUHA

OpuTponoatuH (3MO) — 37O ropMoH,
BblpabaTbiBaembli novkamn. Huakum yposeHb 3MO
MOXET CTaTb MPUYNHON MOHWXEHHOIO COAep)KaHus
3pPUTPOLMTOB Y aHEMUU. Y aHEMUU MOTYT BbITb

1 apyrue npuymHel. Onpegenve yposeHb N0, MOXHO
y3HaTb, B HEM COCTOMUT MPUYMHA aHEMUMN UM HET.

Kpome Toro, pesynsraThl 3TOr0 aHanu3a nomorawT
AMarHoCTUPOBAaTb UCTUHHYIO nonuumMTeMmio. MNpu aTom
3aboneBaHun BbipaboTka AINMO nogaenseTca ns-3a
N30bITOMHOrO coaepKaHust 3pPUTPOLIUTOB.

YpoBeHb Xxene3sa

XKene3o — MUHepanbHoe BeLecTBO, HeOBXoAMMoe
Ans cuHTesa remornobuHa. OnpegeneHuve

YPOBHS ene3a No3BoMnseT yCTaHOBUTb NPUYMHY
BbICOKOIO coAepxaHunsi TpomooumToB. lNoBbIweHVEe
KonuyecTBa TPOMOOLIMTOB MOXET ObITb BbI3BAHO
He Onyxorbto, a xenesofeduLnMTHON aHEMUEN.
Kpowme TOro, pesynsratbl 3TOr0 aHanu3a nomorartT
AMarHoCTMpOBaTh UCTUHHYIO NonuumTemMuto. MNoyuTn
y BCex naumeHToB ¢ UM ypoBeHb enesa B KPOBU
MOHWXEH HECMOTPS Ha BbICOKOE codepkaHue
reMorrnoouHa.
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MNccnegoBaHUA KOCTHOMO Mo3ra

AccnepgoBaHust KOCTHOrO Mo3ra

WccnegoBaHMsa KOCTHOMO Mo3ra MoryT AaTthb

OYeHb BaXHY0 MHOpMaLmMio. PesynsraTtbl 3Tux
nccreaoBaHuii NO3BOMNSOT YCTaHOBUTL AMarHo3
MITH »n npeackasatb BEPOATHbLIN UCX0A 3aboneBaHns
(coenatb nporHo3). Kpome Toro, no HUM MOXHO
OLleHWTb cTeneHb hnubposa KOCTHOro Mo3ra.

AcnupaumoHHas 6uoncus

n TpeI'IaHOGVIOI'ICVISI

Mpu NnpoBeaeHUn acnupaunoHHon Gruoncum
3abupatoT HeOOoMnbLLON 06BEM XNOKOrO KOCTHOMO
Mo3ra 13 BHyTPEHHEN YacTu kocTu. TpenaHobuoncus
3aKMYaEeTCs B U3BMEYEHNM KyCOYKa KOCTM BMECTe

C HebOMbLUMM KONMYECTBOM KOCTHOrO Mo3ra. MHoraa
o6e aTn npoueaypbl NPOBOAAT OAHOBPEMEHHO.
OG6bIyHO BO Bpems 3abopa KOCTHOro Mo3ra naumeHT
nexuT Ha BoKy, Kak MoKa3aHo Ha pUCYHKe 3.

JNlaGopaTopHble uccneaoBaHUs TKaHEN
B3aTble o6pasubl TKaHen oTnpasnsoT B nabopaToputo
ans uccnegosaHus. Bpad-natomopdonor nayyaet
o6pa3supl nog Mukpockonom. MNatomopdonor — 310
crneumarnucT, KOTOpbI 3aHUMaeTCca UccnefoBaHNeEM
KNeTok, YTo6bl 06HapyXuUTb NpU3Hakn 3abonesBaHus.

1

CHauasia [UarHo3 MHe IIOCTaBUJIM Ha
OCHOBAHMM XXaJyIo6 Ha TOJIOBHYO 60JIb,
KOTOpasi 6blJ1a CBSI3aHa C IIOBbILIEHHBIM
YPOBHEM TPOMOOIIMTOB, a 3aTEM
AHaJIN3bl KPOBU U pe3yJIbTaThbl 6MOIICUM
KOCTHOTO MO3ra IIOATBEePANUIIN, YTO

y MeHsa OT.

— AHTbe,
MMallMeHTKa C 9CCEHIIMAJIbHOM
TpoMOOLIMTEMUEN

-~

PucyHok 3.
AcnupaumoHHas 6uoncus
M TpenaHo6uoncus
KOCTHOro mo3ra

Mpw npoBegeHun acnupaunoHHOM
6uoncum oTbumparoT HebonbLIOMn
00bEM XKMAKOro KOCTHOro Mo3ra
M3 BHYTPEeHHen 4acTu KOCTM.
TpenaHo6uoncusa 3aknro4vaeTcsi

B U3BJIeYEHUM KyCOUKa

KOCTU BMeCTe C HeGonbLUnM
KOSIN4eCTBOM KOCTHOro Moa3ra.
O6pa3ubl 06bIYHO OTOMpaloT U3
3agHen 4YacTy Ta30BOM KOCTU.
MpenocraeneHo opraHnsauuert Cancer Research
UK. OpuruHan coobLieHns no anekTpoHHOM noyte

ot CRUK, CC BY-SA 4.0 https://commons.wikimedia.
org/w/index.php?curid=34332967

.

Koxa
KocTb
KOCTHbIA MO3r

BuoncunnHas nrna
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[eHeTUyeckne uccrnegoBaHus

[eHeTu4yeckne nccnegoBaHus

leHeTMyeckast HOPMaLMSA COAEPXKMUTCS NOYTU BO
BCEX KINeTKax Hallero opraHuama v ynpasnsieT ux
Xn3HeaesaTenbHoCTbio. OHa XpaHUTCS B LEHTparnbHON
YacTu KNeTkK, Ha3blBaeMon S4pOM (CM. PUCYHOK 4).

leHeTMyeckasn nHpopmauunsa 3anmcaHa B 46 ANVHHbIX
monekynax AHK (ge3okcuprnboHyknenHoBom
KMCNOThI). [eH — 3To HebOoNbLUOW y4acToK

OHK, oTBevatowumn 3a onpegeneHHble pyHKUMm
knetkn. Kaxxgast monekyna [AHK o6pasyet
XPOMOCOMY — CTPYKTYpY, B koTopon [HK ynakosaHa
BMecTe ¢ benkamm.

leHeTnyeckasa nHopmMaumsa nepegaeTcs ot
poauTenen k getam. Y 6onbLUMHCTBA Ntoaen
N3MEHEHMS B FeHax, CB3aHHbIe C Pa3BUTUEM
Onyxonewn, BO3HMKaOT Nnocre poxaeHus. Takue
N3MEHEHMS OOHAPYXMBAKTCS TOMBKO B OMyXOSEBbIX
knetkax. ViHorga nogm poXxaarTesi C reHeTUYEeCKUMI
aedektamu, yBeNMUnBaoLLMMK puck 3abonesaHuns
pakoM, HO 3TO BblBaeT HaMHOro pexe. B Taknx
crny4vasx M3MeHeHHbIe reHbl NPUCYTCTBYHOT BO BCEX
KreTkax opraHmama.

LleJ'Ib reHETUYECKMNX UCCNEAOBAHUN — BbISIBUTb
aHoOMarllbHblE NUBMEHEHUA B NreHax N XpoMOCOMax
BHYTPU ONyXOJ1€BbIX KNETOK. Pe3yJ'IbTaTb| ITUX
nccnegoBaHum MCnonb3ykT Anda YTO4YHEHUA AnarHosa
N COCTaBfeHUs nnaHa nevyeHuns. NeHeTnyecknmm
ncenegoBaHNAMM 3aHMMaKTCA Bpavn-LUUTOreHETUKNA.

TecT Ha xumepHbIK reH BCR-ABL1
XpoHuyeckuin mmenonenkos (XMJ1) Toxe
OTHOCUTCS K MyenonponugepaTtuBHbIM
HOBOOOpPAa30BaHUAM. XapaKTepHbI NpU3HaKk

3TOro 3aboneBaHns — HanUune XMMepPHOro

reHa BCR-ABL1. B HopMarnbHbIX KNeTKax KpoBu
aToro reHa HeT. OH 0bpasyeTcs, Korga XpoOMOCOMbI
9 1 22 obmeHmBaTCs CBOMMU hparMeHTamMu.

Mpn nogospeHun Ha MINTH pekomeHayeTcs
NPOBOAWTL UCCNeaoBaHNe Ha Hanuyne reHa
BCR-ABL1, ytobbl uckntounte XMJ1. Matepuanom
Ansi 9TOro uccnegoBaHns MoxeT BbITb obpasel
KOCTHOro Mo3ra unu kposu. [ins BbISBNEHUS
XMIMEPHOrO reHa 1Ccnonb3yloT OAMH U3 OBYX
MEeTOA0B — (PryOpECLEHTHYI rMbpunansauumio

in situ (FISH) nnu mynstunnekcHyo nonmmepasHyto
uenHyto peakuuto (OT-MNLP).

-~

PucyHok 4.
FeHeTnyeckan
nHdopmaums

Knetka

FeHeTnyeckasa nHdopmauma
coAepXKUTCs B OONbLUNHCTBE
knetok. OHa onpegensiet
CTpoeHMue U (PYHKLUMU KIeToK

M XXU3HeAesaATeNbHOCTb BCEro
opraHusma. dta uHcdopmauus
3anucaHa B MoneKynax

OHK. N'eH — 310 HebonbLUOMN
yuyactok OHK, oTBevarowmm 3a
onpeaeneHHble hyHKLUN KNEeTKM.
Bo Bcex kneTkax, HecyLux
reHeTn4Yeckyro nHdgopmaumio,
copepXxuTca Habop n3 46 monekyn
OHK. Kaxxgasa u3 HMx ob6pasyeTt
oTAeNIbHYI0 XPOMOCOMY.

-

~

OHK
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2 [uarHoctuka MIMH

[eHeTnyeckne nccnegoBaHma

LiuToreHeTn4Yeckoe nccrnenoBaHume
KOCTHOIo mMmo3ra

3agava uMToreHeTu4ecKkoro

nccrefoBaHns — U3yvyeHne XpomMoCcoM Ans
BbISIBNEHNS BO3MOXHbIX OTKNOHEeHUA. OOauH 13
MCnosb3yemblX NS 3TOro nabopaTtopHbIX METOA0B
HasblBaeTCcst kKapuoTunmpoBaHuem. MHoroa
LIUTOreHeTUYeCcKoe nccnenoBaHns NPoBoAST METOAOM
FISH. Ecnun ecTb BO3MOXHOCTb Nony4nTb obGpaseL]
KOCTHOro Mo3ra, MMEHHO ero UCnosb3yT ANns
ncenegoBaHus. BMecTo Hero MoXXHo MCnornb3oBaTh
obpasel KpoBU, HO B 3TOM Cly4ae MHOr4a He yaaeTcs
0BHapyxuUTb AedEKTHbIE XPOMOCOMBI.

PesynbraThl LMTOrEHETUYECKMX UCCNEQOBAHUN
NO3BOMNSAOT OLEHUTb HECKOSTbKO BaXKHbIX
XapakTepucTyK 3aboneBaHus:

» KnoHanbHocTb: MIH — knoHanbHoe
3aboneBaHne. ATO 3HAYUT, YTO BCE OMNyXOreBble
KNEeTKM NPON30LLNM OT OOHOWN N TOW XKe KMNETKN-
npapoanTenbHuLbl. Yalle Bcero ans BbissBNEHUS
KNOHanbHOCTM NPOBOAAT MOMEKYISAPHbIE
nccnegoBaHus, HO 3Ty nHdopMaumto
MOXHO MONYYUTb U NPU LUTOreHETUYECKOM
nccnegoBaHuuy;

> KOMMMEKCHbIN KapuoTUn: KapmoTun — 3To
COBOKYMHOCTb BCEX MPU3HaKOB NOMHOro Habopa
Xpomocom. Kapnotun cumtaeTcst KOMMMEKCHbIM,
€CInn Y XpOMOCOM OOHapy>X1MBatTCA HE MEHee
TpexX HeCBA3aHHbIX Mexay cobon aedeKkToB
Oonee 4Yem B OHOW KIETKE;

> XPOMOCOMHbIE HapyLUEeHUA Ha NPOABUHYTbIX
CcTaguax: Ha NPOABUHYTBIX CTaaMsAX
MITH B onyxoneBbix Knetkax 0bbI4HO
0BHapyXMBAKTCA XPOMOCOMbI C AedhekTamMm.
Bo3moxHa notepsi oparMeHTa XpOMOCOMbI UMK,
HaobopoT, NosBNEHME NULLIHEro doparmMmeHTa.
WHroga cdparMeHTbl XPOMOCOM MEHSIHOTCS
MecTamu;

> pe3ynbTaTbl IEYEeHUA: eCcliv UccrnegoBaHme
MoKasbIBaEeT, YTO B KNneTkax bonblue HeT
AedeKTHbIX XpOMOCOM, 3HA4YUT neyeHne gaet
xopoLwwunn 3deKT. XpOMOCOMHbIE HAPYLLEHWS
MOTYT NOSIBUTLCS BHOBb, ECIN NleYeHne
nepecTaeT 4elCTBOBATh.

NCCN Guidelines for Patients®
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MonekynsapHble uccrnenoBaHus

3apava MoneKynsipHOro uccrnegoBaHus — UsydeHune
reHoB 1 Tex GenkoB, 3a NPON3BOACTBO KOTOPLIX 3TU
reHbl oTBeYatoT. ECTb Tpy MyTaumm, KOTopble 4acTo
BCTpeyvatoTca y naumeHtToB ¢ MIMH, HO BO3MOXHbI

N opyrne, MeHee pacrnpocTpaHeHHbIe MyTaLuWn.

[nsa aToro nccrneaoBaHUs MOXHO UCMONb30BaTh
06pasubl KpOBY MIN KOCTHOTO Mo3ra. PesynbraThl
MOSEKYNSPHBIX UCCIIEA0BAHNA HYXXHbI 45151 yTOYHEHMS
anarHosa. [porHo3 3aboneBaHnsa Takke 3aBUCUT OT
BbISIBITEHHbLIX MyTaLWN.

MyTauun reHa JAK2

Yawe Bcero npu MIMNH BcTpevaetca myTtaums V617F
B reHe JAK2. OHa 0BHapyXMBaeTcs B OMyxXOneBbIX
KrneTKax NpakTU4ecKn y BCex NaLMeHToB C MCTUHHON
nonvumutTemmen. bonee yem y NONOBUHbLI NALUEHTOB
C 3CCeHUManbHON TpOMOOLUTEMMEN 1 NEPBUYHBIM
Mnenocubpo3om ToXe ecTb 3Ta MyTauus.
WccneposaHme Ha mytauuto V617F B reHe JAK2
HeobXoaMMO BCEM MauMeHTam C NO4O3PEHNEM

Ha MIH.

Y HebonbLuor gonu nauuneHToB ¢ UMM BbisBNsSieTcs
apyras mytauus reHa JAK2 — B ak3oHe 12. Ecnu
myTaums V617F B reHe JAK2 He obHapyxeHa, cnegyet
NpOBEPUTb, HET N MyTauuu B 3K30He 12 3Toro reHa.

MyTauwmn reHoB CALR n MPL

B cnyyae otcytctBus y nauneHTta ¢ 9T unn MO
myTaumm V617F B reHe JAK2 He0GX0OUMO NPOBECTU
nccrnegoBaHue Ha Hanuume myTtauun reHos CALR

n MPL.Y HeDonbLLOW A0NM TakMX NaLUEeHTOB HET
MyTauuin HA B O4HOM U3 3TUX Tpex reHoB (JAK2, CALR
n MPL). B Takmnx cnyyasix MINH Ha3biBalOT TPOMHBIM
HeraTUBHbIM.

MynbTureHHoe cekBeHnpoBaHue

MeToa MynbTUreHHOro CEKBEHMPOBAaHUS CreayrLLEero
nokonexus (aHrn. next-generation sequencing,

NGS) nosBonsieT 06Hapyxu1BaTb Cpasy HECKOIbKO
MyTauun. o cpaBHEHUIO C UCCregoBaHUAMN Ha
OTAEenbHble MyTaLMmn 3TOT METOA MOXET ObITb 6onee
nHgpopMaTmBeH. B cnyyae npumeHeHns meTtoga
NGS B nepeveHb npoBepsaeMbixX MyTauummn cnegyet
BKMtovaTh MyTaumm JAK2, CALR n MPL. Kpome TOro0,
MOXHO MPOBEPUTL 0OpasLbl Ha Hanu4Me MyTaLlun
reHoB ASXL1, EZH2, TET2, IDH1, IDH2, SRSF2

n SF3B1.



2 [wnarHocTtuka MIMH

HLA-tunmnpoBaHue | Blood clotting tests

HLA-TunnpoBaHue

Yenoseyeckune nemkounTapHble aHTUreHbl (aHrm.
human leukocyte antigens, HLA) — aT1o 6enku,
HaxogsLmecs Ha NOBEPXHOCTY BOMbLUMHCTBA
KNeToK. YHuKanbHbIn Habop aTux 6enkos
CMYXWT OMO3HABATENbHBbIM 3HAKOM 1Sl BCEX
KneTok opraHuama. C 1x NOMOLLbIO OH OTNINYaeT
COOCTBEHHbIE KIETKU OT YYXKMX.

HLA-TunupoBaHmne npoBoasT, YTOObI onpeaennTb
MHOMBMAYaNbHbIN TKaHeBbIN Tun nauneHTa (HLA-
TvN). OTO UccnegoBaHWe NPOBOAST B TEX Criyyasx,
Korga oAHMM U3 BapUaHTOB NEeYeHUst MOXET ObITb
TpaHcnnaHTaums 300pOBbIX CTBOMOBbIX KINETOK

oT AoHopa. lNogpobHee 06 3TOM MeToAE fnedYeHns
pacckasaHo B pasgene 5. [1ng HLA-TunnposaHus
noTpebyeTca B3ATb 0OpaseL, KPOBMU.

HLA-TunupoBaHne HeobxoamMmMo Ans novcka
noaxoasulero goHopa. Ytobbl 370 neyexHune
cpabotano, HLA-Tunbl peunnmMeHTa n 4OHOpa AOMKHbI
MoYTM NOSHOCTbLIO coBnagaTth. B npoTnBHOM criyyae
Ha4YHETCS OTTOPXXEHNE JOHOPCKUX CTBOSOBbIX KIETOK
WM OHW HAYHYT aTakoBaTb OpPraHn3M peuunueHTa.

91

TTogpepxka ceMby, MHPOPMaLIMOHHBLE
MHTEePHET-PECYPCHL ¥ Be6-CaMThl
MmarueHTCKMX coobuiecTB (MPN-NET)
CBIT'PaJIX OTPOMHYIO POJIb B COXpaHEeHUN
MoOeM SMOIIMOHaNIbHOM CTabUIIbLHOCTH

¥ IIOMOTJIX MHe MHOT0€ Y3HaTh O MOEM
3a60JIeBaHUMU.

— Cb103€eH,
MalMeHTKa C UICTUHHON
OJNIUIIUTEMUEN
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NcecnepgoBaHue cuctemsl
CBEpPTbIBAHUS

B Hawuem opraHu3ame ecTb 0cobbIi MEXaHV3M
OCTaHOBKM KPOBOTEYEHWI — CBEPTLIBAHUE KPOBU MpU
noBpexaeHun cocyaa. B pesynsrarte cBepTbiBaHNA
KpOBb CTaHOBUTCSA renieobpasHoi u obpasyet

B MeCTe MOBPEXOEHUS NMOTHbIN CrYCTOK (TPOMB).

B dopmmnpoBaHuu cryctka npuH1MaroT yqactue ocobble
6enkn, HasbiBaeMble (hakTopamu CBEPTLIBAHNUS.

Y naumeHtoB ¢ MINH BcTpevatoTca HapyLleHns

B CUCTEMe CBepTbiBaHUSA kKpoBu. OgHOM U3 NPUYUH
YXyALIEHUs CBEPTHIBAEMOCTU KPOBU MOXET ObITb
nNpnobpeTeHHbIN cuHapom BunnebpaHga. Passutue
3TOro CUHAPOMA CBSA3aHO C O4€Hb BbICOKUM
konuyecTsom TpomboumToB. BonbLioe cogepxxaHue
TPOMOOLINTOB OrpaHN4MBaEeT CrnocoOHOCTb

Genka, HasblBaemoro aktopoM BunnebpaHaa,
y4yacTBOBaTb B 0Opa3oBaHMM CrycTka KpoBU B MeCTe
noBpexaeHus cocyaa.

AHanus kpoBu Ans onpeaeneHns nokasarenei
CUCTEMbI CBEPTbIBAHNSA 0OLIYHO Ha3HavaloT
B CNeayoLmMx cnyyasx:

> TMpU NaToNormM4ecknx KPoBOTEHEHUSAX;

> NPV NOBbILLEHHOM KON4ecTBe TpOM6OLl,VITOB,
0CODEHHO npn 3Ha4eHUAX BblLLE 1 MUNNNOHa;

> NPV YBENNYEHNN CENE3EHKMN;

> NpW 3annaHnpoBaHHON onepaLuy C PUCKOM
3HAYUTENBHOIO KPOBOTEYEHMSI.

Yalle Bcero B Xxo[le Takoro aHanvaa onpeaensior
crieqyloLme nokasartenu:

> MNPOTPOMOUH, NPOTPOMOMHOBOE BpeMs
M MeXxayHapoaHoe HopManusoBaHHoOe
oTHoweHne (MHO) no3BonstoT oueHnTb
AedununT hakTopoB CBEPTLIBAHWSA U aKTUBHOCTb
BHELLUHEro MyTN CBEPTbIBAHNS;

> aKTUBMPOBaAHHOE YacTU4YHOEe
TpombonnactuHoBoe Bpems (AYTB)
“NM akTUBMPOBaHHOE NapuunanbHoe
TpombonnactuHoBoe Bpema (AMNTB) B uenom
OTpaxaeT COCTOsIHME CBEPThIBAIOLLEN CUCTEMDI;

> aKTMBHOCTb (PMGpPUHOreHa rnokasblBaer,
HacKOmnbKO aKTUBHO 3TOT Genok y4yacTByeTt
B hOPMMPOBaHNM CrycTKa KPOBMU.
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[narHoctunka MINH

KpaTtkoe cogepkaHue

>

AHaMHe3 — 3T0 cobpaHHble Bpa4oM CBeAeHUs!
060 BCEX MPOUCXOAUBLLMX B BaLLEW XXN3HM
COObITUSIX, CBA3AHHbIX CO 340POBLEM, N 060
BCEX NekapcTBax, KOTopble Bbl KOraa-nmbo
npuHUManu. Bygete rotoBkl, 4TO Bac OyayT
cnpallMBaTb He TOMbKO O BalleM 340POBbe, HO
N 0 300POBbE BaLLNX KPOBHbIX POACTBEHHUKOB.

[ns oueHkn obLuero cCocTosHMS 300pOBbS

Bpay npoeefeT hmsmkanbHbIi ocMoTp. B xone
OCMOTpa Bpay npoLLynaeT BHyTPEHHUE opraHbl,
YTOObI NPOBEPUTL, HET NN B HNUX U3MEHEHUI.

PesynbtaTbl aHanM3oB KpoBu, UCCrneaoBaHuM
KOCTHOIO MO3ra U reHETUYECKMX UCCIeqoBaHui
MOMOryT BaLleMy Bpayy MOHSTb, €CTb NN y Bac
3aborneBaHve 1 ecnn ecTb, TO Kakoe UMEHHO.

Ecnu Bam npeacTouT TpaHcnnaHTaums
reMornoaTUYeCKNX CTBOSOBbIX KMETOK OT A0HOpPA,
notpebyetca nposectn HLA-TunMpoBaHue.

Bam moryT HasHauuTb UccnefoBaHne cUCTeMbI
CBEPTbIBaHWS KPOBW, ECNM Bpay NOA03peBaeT,
YTO ee nokasaTesnv OTKIMOHSIKTCS OT HOPMbI.
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KpaTtkoe cogepxaHue
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Tak 3M0pOBO, KOI'Zla MOXXHO IIOTOBOPUTH
C TeM}, KTO IIOHMMaeT, UYTO C TO60MI
ITPOVICXOLUT.

— II>XuH,
MalMeHTKa C UICTUHHOMN
OJNIUIIUTEMUEN
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VI\CTUHHaga nonuuuteMuns

OwnarHoctuka

HayanbHbIX 3Tan neyeHus

IdnHamunyeckoe HabnogeHue

CmeHa Tepanuu

KpaTKoe cogepxaHue
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3 WctnHHasa nonvumMtemMus

[narHoctuka

OTOT pa3gen NOCBSILLEH NTEYEHUIO OAHOrO

13 sngoB MINH — nctnHHOM nonuunTeEMUN,
obo3Hauvaemom cokpalleHnem WM. Pasgen
Ha4YMHAETCA C ONUCaHMA METOOOB ANArHOCTUKMN
NTl. B Hem Takxke paccmaTpuBaloTCs MeTOAbI
neyeHns N BO3MOXHble BapuaHTbl. Obcygute
CO CBOWM BpayoM BapuaHTbl Nle4eHus,
KOTOpble BaM NoaxoasT.

[lnarHocTtuka

Kak npaBuno, npusHakm UM oBHapyxusarotcs npum
npoBegeHWN aHanm3a KpoBum No APYron NpuydmHe.
AHanuns MoXeT NoKa3aTb NOBbILLEHHbIN YPOBEHb
reMornobuHa unm NoBbILLEHHOE KONNYECTBO
3pUTPOLUTOB (BbICOKMI remaTokpuT). MNonyyuns Takue
pesynbsrathl, Bpay MOXET Ha3Ha4YUTb JOMNONHUTENbHbIE
ncenegoBaHns Anga noaTeepXxaeHusa gunarHosa Ar
(cM. pucyHoK 5).

MHorga U BbIABASIOT Npy NOSIBNEHNN XapaKTepPHbIX
CYMNTOMOB MITN CBSA3aHHBIX C 3TUM 3aboneBaHnem
npobnem co 3gopoBbeM. K umcny Takux npobnem
OTHOCATCA TPOMOBO3bI 1 KpOBOTEHEHUA. YacTo

BCTpevatoLwwumics cumntom UM — HenpuaTHble
OLLYLLIeHMS Ha Koxe, 0BbIMHO BO3HMKaoLWMe cpasy
nocne NPUHATUS BaHHbI nnu gywa. Mpu atom
MOTYT NOSBAATLCS 3y, LEKOYYLLME OLLYLLEHNS,
nokanblBaHNE UMW XOKEHNE.

EcTb MHOro gpyrux 4acto BCTpeyatoLLmxcs
CMMMNTOMOB — rofloBHasi 605b, FONOBOKPYKEHME,
HapyLUEHUS 3pEHNS U ynafdoK cun. Bo3aMoxHbI
6onesHeHHbIE OLLYLLEHNS B XXUBOTE U BbICTPO
NOSIBNSIIOLLEECs YYBCTBO HaMOSIHEHNS Xenyaka BO
BpeMS efpl.

Ha nanuume U ykasbiBaloT criegyrolime pesynsrathbl
ncenegoBaHun:

> MOBbILLEHHAs KNETOYHAs Macca 3pUTPOLMTOB,
BbICOKMIA reMaTOKpPUT U YPOBEHb reMorfiobnHa;

> N3BbITOYHOE KOMUYECTBO KINETOK B KOCTHOM
MO3re;

> XapaktepHas gnga UM mytaums reHa JAK2
B NATOMOMMYECKMX KNeTKax KPOBU U HU3KWI
YPOBEHb 3PUTPONOSTUHA.

-~

PucyHok 5.
MpusHakmn UM P
Ha Hanunuune Ul ykasbiBatoT
Mnasma
noBbILWEHHas KneTo4YHasi
Macca 3pUTPOLMTOB, BbICOKUN
reMaToKpuUT UM ypoBeHb
remornobuHa. KnetouHyro maccy "
3pPUTPOLIMTOB OLIEHUBAIOT MO
3aHMMaeMoMy UMM O0GbeMy. lemaToKpUT - %
FeMaToKpuT — 3TO NpoLeHTHaA MpoueHTHas aons %3
0,
pons ob6lero o6bema 3puTpoLMTOB (%) 45 %
Femorno6muH —
KpPOBMW, KOTOpasi npuxoauTcsa KneTouHas macca 0COBLI BenoK
Ha 3PUTPOLIUTLI. YPOBeHb apuUTpoLUTOB 4.5 mn B 3pUTpOLMTaX
remorno6uHa noka3sbIBaerT, O6bew, saHnMaembIi
apuTpoumTamm (M) "
CKOJIbKO ero cogepxutcs \ J
B KPOBM.
\ Hopma un /
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3 WcTuHHasg nonvumMtemMus

HayanbHbIN 3Tan nedyeHunsa

HayanbHbIV 3Tan nedyeHus

V3BecTHble B HACTOsILLEE BPEMSA METOAbI JIEYEHMS HE
NMO3BOMNSAOT NMONMHOCTLIO BbleYnTb nauneHToB ¢ Ul,
HO MpPOANEBAIOT MM XM3Hb Ha gonrue rogbl. OgHa n3
3a4a4 Takoro fiedeHnst — He JOoMNyCTUTb PasBUTKUS
OCNOXHeHUI, BbidbiBaeMbix UI1. B ocHoBHOM 3TO
AOCTUraeTcsi 3a CYET COKpaLLEeHNs KonmyecTea
aputpounToB. BTopas 3agaya neveHus — obneryntb
MMeLMEecs CUMNTOMBbI.

TakTuKa ne4YeHnsa onpenenseTcs BEpOATHOCTbIO
TPOMBOTUYECKMX OCMOXKHEHWI, NO3TOMY BaLl Bpay
[IOIMKEH OLIEHUTb, HACKOMbLKO ANSA Bac BENvK 3ToT
pvck. B cnpaBo4Hon Tabnuue 2 nepedmcneHsi
BapUaHTbl NeYeHns: B 3aBUCUMOCTU OT pucka
TPOMBOTUYECKMX OCIOKHEHUN.

> Husknn puck: nayneHTsl Mmonoxe 60 ner,
Y KOTOPbIX HUKOrga He ObIno TPOMOO30B.

> BbIicokumn puck: nauneHTtbl 60 neT n ctapLue
1 naumeHTbl Ntoboro BospacTa, y KOTopbIX
Habntoganucb TpoMO03bl.

CnpaBo4Has Tabnuua 2.

Tpomb6o3blI

ﬂ.]‘lﬂ NPOBEPKU HA Hann4yne TpOM6OB nHorga
NpUXoaAnTCcA NCNoJib30BaTb METOAbI BU3yann3aunn.
C MOMOLLbIO 3TUX METOA0B MOXHO Mnony4aTb
n300pakeHNs1 BHYTPEHHNX OPraHoOB N CTPYKTYP
opraHuama. Bpaun moryT yBmMaeTb TOK KpOBHU

B COCYAaX U MOCMOTPETb, HET NN B HUX TPOMOOB.

K aTMm meTogam nccnegoBaHust otHocaTes Y3U,
KomnbtoTepHasi Tomorpadus (KT) n marHuTHo-
pe3oHaHcHas Tomorpadums (MPT). Ewe oanH
METO/ MccrneaoBaHus CoCya0B — BeHorpadus.
M306paxeHunst nony4atoTcs C MOMOLLbHO
PEHTIEHOBCKOIO M3MNy4YeHns Nocne BHYTPUBEHHOIO
BBEAEeHNS KOHTPaCTHOrO BELLEeCTBa.

Mpwn obHapyXeHun Tpomba Bam MOryT Ha3Ha4UTb
AHTUKOAryNSAHTHYIO Tepanuio. AHTUKOArynsaHTbl MHoraa
Ha3bIBaKOT CpeacTBaMU Ans paxuwkeHns kposu. OamH
npenapaToB 3TON rpynnbl — HU3KOMOIEKYNSIPHbI
renapuH (HMIM) ansa nogkoxHoro BBefeHus. Ero MoxHo
CaMOCTOSITENIbHO BBOAWTL B OMALLHWUX YCIOBUSIX.
BapdpapuH, gaburatpaH, puBapokcabaH, annkcabaH

1 30okcabaH — aHTUKOArynsaHTbl Ans npuemMa BHYTPb.

Mpy o4eHb BbICOKOM KONMUYECTBE TPOMOOLIMTOB
NHorga NpoBoAAT npoueaypy Tpomboumntadepesa.
B xopge aton npoueaypbl cneynansbHbld annapar
3abupaeT y naumMeHTa KpoBb U yaansieT U3 Hee
Tpombountel. OcBOOOXAEHHASA OT N30bITKa
TPOMOOLMTOB KPOBb BO3BPALLAETCA NALUEHTY.

HavyanbHbIM 3Tan ne4yeHUsa B 3aBUCUMOCTHU OT rpynnbl pucka

» KoHTpornb 1 npodmnakTka TPoMO030B 1 CEPbE3HbIX KPOBOTEYEHUIA
Huskuih puck * KoHTpornb 1 neyeHne akTopoB pucka cepaedHO-COCYANCThIX OCITOXHEHNIA
* AueTuncanvuunosas kucnota (acnupuH)

» KoHTponb 1 npocumnakTnka TpomMB030B 1 CEPbE3HBIX KPOBOTEYEHUN

* KoHTpornb u1 nevyeHne hakTopoB pucka cepaeyHO-CoOCyaUCTbIX OCNOXKHEHNI
Bbicokuii puck * AueTuncanuumnosast KucrnoTa (acnvpuH)

» Tnapokcukapbammug unm MHTepPgEPOHLI
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HayanbHbI 3Tan nevyeHus

KpoBoTeueHus

B nnaH nevenna UMM sxoant npocmnakTnka

1 nevyeHne KpoBoTeveHun. Y naumeHTtos c UM
KPOBOTEYEHWS BCTPEYAIOTCS 4acTo, HO OBbIYHO OHU
He TSxenble.

Jlerkoe obpa3oBaHMe CUHSIKOB, HOCOBbIE
KPOBOTEYEHWUS!, 0OMIbHbIE MEHCTPYaLun — BCe
3TO NPOSIBNEHMWS NOBbILUEHHOW KPOBOTOUYMBOCTM,
cBasaHHon ¢ UIM. Kpome Toro, ns-3a N moxet
pa3BUTLCS KPOBOTEYEHME B XKEMYAOYHO-KNLLEYHOM
TpakTe MM B MOYEBbLIX NyTSX. B cnyvae BHe3anHo
HayaBLUEerocsi KPOBOTEYEHMSI MOXET NOHAA00OUTBLCS
KOHCyNnbTauusa cneuumanucrta no 3aboneesaHunsim
NeYeHn NN KULLEYHMKA.

CDaKTOpr PUCKa cepaevYHO-COCyaAUCTbIX
OCINOXHEeHNN

HekoTopble dakTopbl p1cka, CBsiI3aHHbIE C cepaeyvHo-
COCYLMCTOM CMCTEMOMN, MOBLILLAIOT BEPOATHOCTb
Tpombo3a. K Hum oTHocATCS:

> BbICOKOE apTepuanbHoe AaBneHve
(rnepTeH3us);

> caxapHblin anaber;

> KypeHwue.

Mpu HeobxoaMMOCTM Bpayn, KOTOPblE 3aHNMALOTCS
BaLLMM Nle4eHneM, MOryT MOMOYb BaM CHU3UTb
BMMsSIHWE 3TMX PaKTOPOB pucka. Npodunaktuka
CepAeYHO-COCYANCTbIX OCNIOXHEHWUI Heobxoamma
naumeHTam Bcex rpynn pucka.

CHM3WTb BbICOKOE apTepuanbHoe AaBrieHne

N KOHTPONMPOBAaTb YPOBEHb caxapa B KPOBM MOXHO
C NMOMOLLbIO NeKapCTBEHHbIX NpenapaTtoB. EcTb
Takke npenaparbl, TOMOratoLLMe CrpaBUTbCS

C 3aBMCHMOCTbIO OT HUKOTUHA. Ecnu Bbl KypuTe,
Ba)XXHO 136aBUTLCS OT 3TOW NPUBBLIYKN.

300poBbI 06pa3 XKMU3HN TaKKe MOXET CHU3UTb PUCK
cepaeyYHoO-CoCyaANCTbIX OCNOXHEeHU. CneumanmcTsl
MOMOTYT BaM COCTaBWTb NPOrpaMmMmy 340POBOro
0obpasa X13HW 1 NpUOEPKMBATLCS €€ NMPUHLIMMOB.

B cocTaB Takow nporpammbl MOTyT BXOAUTb 300pPOBOE
nuTaHve, uU3nYeckne ynpaxHeHs N NPaBUbHbIN
npuem BCEX Has3Ha4YeHHbIX NekapcTs. Bam Takke
MOryT NOMOYb BPOCUTL KYpPUTb.
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AueTuncanuuunoBas KUCSIOTA
BonblmnHecTBy nauneHToB ¢ I HasHavatoT
aueTuncanuumnoByto kucnoty. Mprem
aueTUIcanumumMnoBO KUCIOTbl PEKOMEHAYETCA
naumeHTam mn3 Bcex rpynn pucka. NpnmeHeHne
aLeTnncanMumnnoBOr KNCNOThbl 4aeT uenbii pag
NpPenMyLLEeCTB:

> npegoTepalLaet obpasoBaHme TPOMOOB;

» YMEHbLUAET BEPOATHOCTb VIH(*)apKTOB
N NHCYNbTOB;

» CHWXaeT pUCK CMepTH OT CepaeyHO-COCYANCTbIX
OCNOXHEHWUN.

KypeHue BnokupyeTt AencTBue aueTmncanmumnioBom
KMCNOTbI, MO3TOMY HEOBXOAMMO BPOCUTL KypUThb,
4YTOGbI NeYeHne AaBano HY>XHbIN 3PdEKT.

Mpu UMM aueTuncanvumnoByto KUCAOTY Ha3HavyaoT

B HU3KMX Ao3ax. Hu3knmm cuntatotes gosbl ot 80 oo
100 mr B cyTkn. Cneayet nsberatb npuema 6onee
BbICOKMX [03, TaK Kak Npy 3TOM yBeNnuynBaeTCcs puck
KMLLEYHOro KPOBOTEYEHMS.

Bpau moxeT nopekomeHaoBaTb BaM He NpUHUMAaTh
aueTuncanMuuoByt KUCINOTY, eCNK B NMPOLLIOM Y Bac
ObIN0O cepbe3Hoe KpoBOoTeYeHMEe. ALeTUncanmumnoBas
KMCroTa NoBbILWAET PUCK KpoBOTEYEHMI. [oaToMy 3a
Hegento oo Noboro XMpypruyeckoro BMeLlaTenscTea
npveM 3Toro npenapara HeobxoaumMo NpeKpaTUTb.
Ecnu HeT pucka KpoBOTEYEHUS, MPUEM MOXKHO
BO30OHOBUTL Yepes 24 yaca nocrne onepauuu.

1

S IOHSAJI, HACKOJIBKO BaXXHO OBITH I10]]
HabJogeHeM crenuanucta rmo MITH
Y reMaToJIora I10 MeCTY XXUTeJIbCTBa.
BMecTe OHM [jej1aloT BCe, UTO HYXXHO
0719 MOEro 3I0POBbSI.

— OpHK,
IaIllMEeHT C UCTUHHOM IOJIUIIUTEMUEN
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HayanbHbIN 3Tan nedyeHunsa

KpoBonyckaHue

OpHa 13 uenen nevexms npu UM — cHmkeHne
remaTokpuTa. [emaTokput — 3To NpoLeHTHasa Aons
obuero obbema KpoBu, KoTopas MPUXOAUTCS Ha
apuUTpPOLNTLI. Y BOMNbLUMHCTBA Ntoaen HopMarnbHbIe
3Ha4YeHUs1 remaTokpuTa He npeBbIwatoT 45 %.

Y XXEHLLMH HOPMOW CYMTatoTCA 3HaJYeHUst Hmxe 42 %.

3a CYEeT CHUXEHUSI reMaToKpUTa yAAEeTCA YMEHbLUUTD
BSI3KOCTb KPOBU, @ 3HAYNUT 1 BEPOSITHOCTb pPa3BUTUS
Tpom6o3a. Kpome Toro, MOXeT yMEeHbLUNTLCS
BbIPaXXEHHOCTb FOfIOBHbIX OONen, KOXXHOro 3yaa

1 npobriem co 3peHnem.

KpoBonyckaHne — nedyebHas npoueaypa,
ucnonb3yemasi ons cCHmkeHus rematokputa. OHa
3akntovaeTcs B 3abope KpoBY C NOMOLLBIO UMb,
TOYHO TaK Xe, Kak 3T0 NPOUCXOAUT Npu caadve KpoBu
AoHopamu. AP dEKT KpOBOMYCKaHUA OCHOBaH Ha
cosgaHun geduumTa xenesa, N03TOMY He crnegyet
NPUHUMAaTL Npenaparbl Xenesa Ans ero BOCNOMHEHNs
(cM. pucyHOK 6).

[MepnoanyHOCTb KPOBOMYCKaHWIN 3aBUCUT OT
VHAMBWAYanbHbIX OCOOEHHOCTEN NaLMeHTa.
HekoTopbIM nogam ata npouenypa Heobxoanma
oavH pas B ABe Hedenu. [pu BbICOKMX 3HAYEHUSX

-~

PucyHok 6.
KpoBonyckaHue

KpoBonyckaHue — npoueaypa,
KOTOPYHO YacToO NPUMEHSIOT
OIS KOHTPONA CUMNTOMOB

WM. Mpoueanypa 3akntovyaetca
BO B3AATUU HEKOTOPOIrO
ob6bema KpoBM Kak npu caaye
KpoBu aoHopamu. Llenb
KPOBOMYCKaHUA — YMEHbLUUTb
reMaToKpuT, YTOObl CHU3UTb
PUCK TPOMOBOTUYECKUX
OCnoOXHeHUN. PesynksTraTtom
3TOW npoueaypbl MOXeT ObITb
1 obneryeHne CUMNTOMOB.

.

reMmaTtokpuTa KpoBOonyCKaHne npnxogmnTca NOBTOPATb
OdVH U ABa pa3a B Hedernto.

F'mppokcukap6amma unu nHtepdepoHbl
Mmppokcnkapbammng n nHTepdepoH — npenaparbl,
NpUMeHsieMble AN LMTOPeayKTUBHOW Tepanum

y nauueHTtos ¢ WM. LutopeayktmeHasa Tepanus
HanpaerneHa Ha CHWXEHWNE KONMYeCTBa KINETOK KPOBM.
MaunenTtam ¢ UM 13 rpynnbl HU3KOrO pycka Takas
Tepanus He HyxHa. JkcnepTbl NCCN pekomeHayoT
LUMTOPEnyYKTVBHYIO Tepanuio NnauueHTam C BbICOKUM
PUCKOM TPOMBOTUYECKMX OCITOXHEHUIA.

O6bIYHO Ona 3TOro NPUMEHSIHOT rmapoKcMKkapbamma.
BepeMeHHbIM XeHLUHaM UM MonoabiM naumeHTam
MOTYT Ha3Ha4nTb APYrov BapuaHT LUTOPeayKTUBHOM
Tepanun — nHTepdepoH. HekoTopble naumeHTsbI
OTKNaabiBaloT NprMeM rmgpokcrkapbammga

N HA4YMHaIOT NeYeHne ¢ MHTepdepoHa.

Mmapokcukapbammg n MHTEpdEPOH MOTyT BbI3bIBaTb
HexxenaTenbHble CUMMTOMbI, Ha3blBaeMble NOBOYHBIMM
appektamu. NonpocuTe Bpayemn, 3aHNMatOLLNXCA
BaLLMM JNle4eHneM, pacckasatb Bam 000 Bcex
No60oYHbIX ahheKkTax HasHa4YEeHHbIX BaM Npenaparos.
Y3HanTe, Kak MOXXHO NpeaoTBpaThTb U NeYnTb 3TU
no6oyHble 3PEKTHI.
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[nHamunyeckoe HabntogeHne

[lnHamun4yeckoe HabnogeHne

Mocne Havyana rnevyeHnst BamM Hy>XHO OyaeT perynsipHo
BCTpeYaTbCs CO CBOVMMM fieyallummn Bpadamm.
OkcnepTol NCCN pekomeHayoT noceluaTb Bpaya
Kaxable 3—6 mecsueBs. [Mpyn BO3HNKHOBEHNN
Kakux-nmbo npobrem co 30opoBbEM BaM MOryT
noTpeboBaTbCsl JONONMHUTENbHbIE BU3UTLI. Bo Bpems
npuema Bpayum OyayT oLeHUBaThL Balle COCTOSIHUE,
TeyeHne 3aboneBaHns 1 pesynsTaThl NeYeHus.

CraTyc 3aboneBaHus

lMocne Havana neyeHus B TedeHun UMM moxet
NMPOU30NTM yNy4lleHne, HO 3aboneBaHne MOXET

n ycyrybutbces. [nga oueHkm ctatyca WM HasHavatoT
aHanusbl KpoBu. 3anornHeHne onpocHuka MIMH-10

NMOMOraeT OLEHUTb TKECTb CUMNTOMOB 3a00neBaHus.

Havyano uutopeaykTUBHOM Tepanuu
JTiobomy naumneHTy Ha onpeaeneHHoOM STane fnevyeHns
WM moxeT notpeboBaTbCs LUTOPEAYKTUBHAS
Tepanusa. Ha Takyto Heob6XoaAMMOCTb MOTyT yKasblBaTb
cnegyoume npusHaKku:

> BbISIBNIEHME HOBOIO TPOMDO033;
> CepbesHOe KPOBOTEYEHNE;

> YacTble KpOBOMyCKaHUs;
>

HECHWXaOLLLasiCs CO BpeMeHeM NoTpeBHOCTb
B KPOBOMYCKaHUSIX;

yBenn4yeHne cenes3eHKu;
NoBbILLEHHOE KOJTM4YeCTBO TpOM6OL|,I/ITOB;

NOBbILLEHHOE KONMYECTBO NENKOLINTOB;

Y VY VY VY

ycyrybneHue cumntomoB MIH.

LiMTopeayKTMBHYIO TEpanuio HA4YMHAKT NPU YCNOBUM,
yTO 3aboneBaHne He NepeLuio B Mmenogundpos
(M®). YTo6bI NpOBEPUTL, HET NN Y NAUMEHTA
Muenodunbposa, nccnegyot obpasiibl KOCTHOrO
Mo3ra, nonyyYeHHble METOAOM acnypaunoHHON Unu
TpenaHobuoncuun. BapuaHTbl nie4eHns B cny4vae
TpaHcdhopmMaLn B MMeNogmbpos onmcaHbl

B pasgene 5.
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BepeMeHHOCTD U UII

HecmoTps Ha CcBOW AnarHo3, HEKOTOpbIE NMaLNEHTKN
¢ U xotat umeTb aeten. lNepen 3avatnem
nornesHo obcyauTb 3TOT BOMPOC C aKyLUEpPOM-
TMHEKOMOroM, CneumanuampyoLwmnMest Ha

BeAeHUM BepeMEeHHOCTU NPU HanM4YnUmn NaTonornu.
CnewmanucT pacckaxeT, Kakas MeauLmMHcKast
nomoLlb NoHagobuTcs B xoae 6epeMeHHOCTH.

OkcnepTel NCCN pekomeHayHT npuem
avLeTnncanuumnoBon KUCMOTbl BO BpEMS
HepemMeHHOCTM 1 B TeYeHMe HEKOTOPOro neproaa
nocne pogos. [Npy HN3KOM pucke TPOMBOTUYECKUX
OCINOXXHEHNIN BMECTO aLleTUncanuLmMnoBon KUCMOTbI
B nocrnegHvie 2 Hegenv nepea pogamu nHorga
Ha3Ha4aloT HU3KOMOMEKYNSPHbIA renapuH (HMI).
lNpwn BLICOKOM pUCKe ero NpUMeHsItoT BMecTe

C aLeTurcanmuuiioBon KUCNOTOM Ha MPOTSHXKEHUN
BCel 6epeMEHHOCTMN.

[Mprem aueTnncanmumnoBon KUCIOTbl MOXET ObITb
npekpaLleH 3a 1-2 Hegenu 4o ponos. BeeaeHue
HMI npekpaLwiatot 3a 12—-24 yaca go pogos. lNocne
pPOOOB fleYeHne BO30OOHOBNAT U NPOAOIKaT

B TeYEeHue eLle 6 Heaenb.

mapokcmkapbamug Hernb3s NPMHUMAaTh BO BpeEMS
©epeMeHHOCTU 1 KopMreHus rpyabto. OH MoXeT
npu4nHUTL Bped pebeHky. Mepen 3avaTtvem

1 BO Bpemsl BbiHallMBaHus pebeHka BMeCTO
rmagpokcmkapbamuga npuMeHsIoT MHTEPdEPOH.
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[dnHamunyeckoe HabnogeHne

OTBeT Ha LUMTOpPEeaAyKTUBHYIO Tepanuio
lMocne Havana neyeHnst ero apPEKTUBHOCTb
OLEHMBAIOT MO U3MEHEHNSM B aHanm3ax kposu. OauH
13 OLeHMBaeMbIX NokasaTenen — KONMYecTBO KeToK
KPOBM, KOTOPOE HE AOIMKHO ObITb CIINLLKOM BbICOKUM
UM CIIULLKOM HU3KUM.

CyuiecTByt0oT CTaHOapThl 415 OLEHKM OTBETa Ha
neveHve, KOTopble NMPUMEHSIIOT NPU NPOBeaEHUN
KNHU4Yecknx nccnegosaruin. CriegyeT MMeTb B BUAY,
YTO NeYeHne MOXET OeCTBOBATb, JaXe eCriu ero
pe3ynbTaTthbl He YKNaAbiBaTCA B 3TV CTaHOApThI.
[Mpn NpoBeAeHUU KNMHUYECKUX UCCNeaoBaHU
HabnogaeMbl OTBET Ha NeYeHne OTHOCAT K O4HOWN
U3 YeTbIPEX KaTeropuii:

NonHas pemuccus
Pemuccuns cumtaetcs nofiHon npu BeINOMHEHNN
crnegyroLLmx yCroBum:

> OTCYTCTBME CUMMTOMOB W Npu3Hakos W
B TedeHue 12 Heaenb 1 bonee;

> remMaTokpuT Huxe 45 % 6e3 KpoBonyckaHuin
N HOpMarbHbI€ UMK NOYTU HOPMarnbHble
Konmn4yecTBa KIeToK KpoBM B TeueHne 12 Hegenb
n bonee;

> OoTcyTCTBME TpombBo3a, anM3040B
KpoBoTeyeHuin n TpaHchopmauumn UMM B gpyroe
3rioka4yecTBeHHoe 3aboneBaHue;

> B KOCTHOM MO3re HopMarbHO€e KOnM4ecTBO
KINeToK, OTCYTCTBUE Y HUX BUOAUMBIX OTKITOHEHWI
N MUHMMarnbHas cteneHb pmbposa (ecnu oH
nmeetcs).

YacTtuyHas pemuccus

[MpK YaCcTUYHOM PEMUCCUM BbINOMHSATCH Te Xe
YCOBUS, YTO U NPW MOMHON, HO Y KINETOK B KOCTHOM
MO3re COXPaHSITCA BUOUMbIE OTKIOHEHWS.

OTCyTCTBI/Ie OoTBEeTa
Ecnu He OOCTUrHyTa aaxe 4Yactn4yHada pemMmmuccusa,
CYUTaeTCAd, YTO OTBETA Ha Jle4eHne HeT.

MporpeccupoBaHne 3aboneBaHns
B cnyyae nporpeccupoBaHusa TedeHne 3aboneBaHns
ycyrybnsertcs.
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Xupyprudyeckue
BMeIIaTeJIbCTBA BO BpeMs
nevenus UII

Bo Bpems nevenuns VN Bam moxeT notpeboBaTbcs
XUPYpruyeckoe BMeLLaTenbCcTBO. XMpypru, KOTopble
OyayT ero NpoBOAWTb, OLIEHSIT PUCK KPOBOTEYEHMS
N TPOMOOTUYECKMX OCNOXHEHMI. ByabTe rotoBbl
pacckasaTb BpadyamM 060 Bcex CobbITMSX B Ballel
KMU3HU, CBSA3AHHbIX CO 300poBbeM. Ecniv Bam
NpeacTonT onepauusl, MOXXHO 3apaHee NPUHATb
Mepbl 4ns NPoUNaKTUKMA KPOBOTEYEHMWN

N TPOMOOTUYECKMX OCIOXKHEHWIA.

lMepen onepavmen y Bac JOMKHO ObITb
HopMmarbHoe 1y 6rmM3koe kK HopMe KONMYeCTBO
KrneTok kposu. Bam moryT noHagobutbcs
OOMONHUTENbHbIE KPOBOMYCKaHMWS, YTOObI

B TedeHne 3 MecsiLeB nepeq onepauunen
remaTtokpuT ocTtasarcst Hmke 45 %.

Ecnu Bbl NOCTOSIHHO NpUHUMaeTe
aueTMIICanMuUnIoByHO KACMOTY, NpekpaTtuTe Nnpuem
3a Hegento 0o onepauwuu. MNepen onepauven
HeobXoanMo OTMEHUTL BCE npenaparsl

ONs pasxkmkeHns kposu. Ecnn HeT pucka
KPOBOTEYEHMS, NIeYeHNEe MOXHO BO30OHOBUTL
yepes 24 yaca nocne onepayuu.

LinTopenykTnBHYIO Tepanmio MOXHO NPOAOIKaTb
BMNOTb [0 Onepauuy, ecnv Ball XMpypr He gact
OPYrvx ykasaHun.
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CmeHa Tepanum

CmeHa Tepanuu

BbiBaeT, 4TO UMTOPEAYKTMBHASA Tepanus cHavana gaet
apchekT, a NoTOM nepecTtaeT AencreoBaTb. VHoraa
3bdeKT ObIBAET HEAOCTATOYHBIM UM €70 HET COBCEM.
B cnyyae HeadhdekTMBHOCTM OOHOro npenapaTta
BO3MOXEH Nnepexop, K Apyromy.

HeobxoammocTb CMEeHbI LI,I/ITOpe,D,yKTVIBHOIZ Tepanun
MOXET ObITb Bbl3BaHa cnegywowmnMmm npnvnHamm:

> Tsbkenble NoboyHble adhekThl;
> Hea(EKTUBHOCTL NlEYEHMS;
> BbISIBNEHNE HOBOro Tpomb03a;
> Cepbe3Hoe KPOBOTEYEHME;

> YacTble KpOBOMYyCKaHWUS;

> HeCHMXxarLLascs notpebHocTb
B KPOBOMYCKaHUSAX;

yBEJIMYEHNE CENE3EHKMN,
NOBbILLEHHOE KONMN4eCcTBO TpOM60LI,VITOB;

>
>
> MOBbILLUEHHOE KONNYECTBO FIENKOLIUTOB;
>

ycyrybnenue cumntomoB MIH.

BbiGop crnegytoLlen nMHUK Tepanum 3aBUCUT OT
npenbiayLero neYyeHms n ot Toro, npounsoLuna nm
TpaHcopmauma UMM B gpyroe 3nokavyecTBeHHOE
3aboneBaHne. BoamoxHOCTH, MetoLLmecs B cnyyvae
TpaHcdopmaumm B mnenogpunodpos unm OMJI, onucaHsbl
B pasaene 5. Ecnu TpaHcdopmaumm He Npou3oLLso,
MOXET NOHaZobUTLCS CMeHa LUMTOPeayKTUBHOMN
Tepanun. BapmnaHTbl nie4eHms nepeyncreHbl

B CNpaBoYvHoN Tabnumue 3.

BeiBaeT, 4TO rMapoKcukapbammg nepecraert
AENCTBOBATL UK BbI3bIBAET Tshkerble NoboYHbIe
appekTbl. B Takmx criyyasx BO3MOXeH nepexopn

Ha PYKCONMUTUHNG. PYyKCONMUTUHNG OTHOCUTCSA

K rpynne MHrmbmntopos knuHa3. OH GroKMpyeT KnHaay,
HasblBaeMylo siHyc-kmHason (JAK), B pesynsrate yero
OMyXoreBble KIETKN NepecTaroT Nofy4vaTb cUrHansl,
3acTaBnsoLme nx pactum n genuteces. MNonpocute
Bpayel, 3aHMMatLWUXCH BalWMM eYeHneMm,
pacckasaTtb Bam 060 Bcex Nobo4YHbIX adhdekTax
pyKconutmuHuba.
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Ecnun oo aToro rugpokcmkapbammng He NpUMeHsInu,
Ha 3TOM aTarne MOXHO HayaTb ero npmem. Tak

e 1 C MHTepdEepoHOM — OH MOXET OKa3aTbCs
noaxoAsilliMM BapuaHToM, ecniv 4o 3Toro
NHTEPXEPOHDLI HE NPUMEHSITIN.

Ewe ogHa BO3MOXHOCTb — yyacTue B KIMHUYECKOM
nccnegosaHun. KnnHMYecknmmn HasblBatoT Hay4YHble
nccnenoBaHus ¢ ydacTMeM Nogen, HanpasneHHble
Ha M3y4YeHne NePCneKTUBHbIX METOOO0B ANArHOCTMKN

1 nevyeHusi. B xoge KNMHWMYECKNX nccnegoBaHum
MOXXHO NONYYNTb fIeYeHne, KOTOPOE NoKa HegOCTYMHO
OpYyrvM nauuneHTaMm. Y3HanTte y Bpayen, KoTopble
3aHMMAalOTCA BalLMM NIEYEHNEM, eCTb N nNoaxoasiiee
KNMHUYECKOe nccrneaoBaHue, B KOTOPOM Bbl MOrnu Gbl
NPUHATL yyacTue.

MpumeHeHne GycynbdaHa He peKkOMEHLOBaHO
akcneptamm NCCN, Tak Kak 3ToT npenapar
noBbILLAET BEPOATHOCTb pa3sutisa OMJT n gpyrux
310Ka4eCTBEHHbIX OMyXOnewn.

CnpaBo4Has Tabnuua 3.

BapuaHTbl Tepanum BTOpPOM NUHUMK

PykconuTuHnG, ecnu ruapokcukapbammg
He nogxoauT

rI/I/J,pOKCVIKap6aMI/Iﬂ, €CIn He NPpUMeHANn paHee

NHTepdepoH, ecnu He NpUMeHaNy paHee

KnnHnyeckoe nccnegopaHme




3 WcTuHHasg nonvumMtemMus

KpaTtkoe cogepxaHune

KpaTtkoe cogepkaHue

> |/|CTI/IHHy|O nonnunTeEMMIO 4acTto BbIABIIAKT MpU

NpoBeAEHUN aHann3a KpoBW No APYrovi NpUYnHe.
XapakTtepHbir npusHak UM — Gonblioe
KONMU4eCTBO 3PUTPOLIUTOB.

Bbibop BapnaHTa neveHns 3aBUCUT OT

CTEeNeHN pucka TPOMBOTUYECKNX OCMOXHEHWNA.
AueTuncanuuuioByt KACNOTY MOXHO
NPUMEHSITb A5 KOHTPOSS CUMNTOMOB Kak npu
HWU3KOM, TaK U Mpu BbICOKOM pucke. CHU3NTb
reMaToKpuT MOXHO C MOMOLLbIO KPOBOMYCKaHWUNA.
Mpy BbICOKOM pUCke TPOMOOTUYECKNX
OCINOXXHEHWUI NOAXOASALLMM BapyaHTOM MOXET
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MHe nnoctaBuinu guaruos MUII B 57 ser.
Cenuac MHe 72. BOonbuIy1o 4acTb
BpeMeHMU Moe 3ab60JIeBaHMe y4aBaJioCh
KOHTPOJINPOBATh.

— l'en,
IallMeHTKa C MICTUHHON
HOJNIUIIUTEMUEN

ObITb LMTOpEAYKTUBHaAA Tepannd, HanpaelieHHas
Ha CHUMXXeHMNe Kom4vecTBa KIeToK KpoBU.

» Bam npuaetcst perynspHo npuxoauTb Ha npuem
k cBoeMy Bpayy. Bo Bpems npuema Bpay
OyaeT oueHMBaTb Balle COCTOsIHWE, TeYeHNe
3aboneBaHVsa 1 pe3ynbTaTbl NeYeHns.

> Ecnu 3abonesaHne Ha4HET nporpeccmposaThb,
BaM MOTyT Ha3Ha4uTb ApYron npenapar ans
unTopedykTuBHom Tepanun. MNMoaxoaawmmm
BapuaHTaMu TaKkxke MoryT OblTb PyKCOMUTUHNG
M y4acTue B KIMHUYECKOM UCCNefoBaHuu.
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4 3ScceHumanbHasa TpomMBoLMTEMUS

[narHocTtuka

70T pa3gen NnocBdALleH JIe4EHUO

ogHoro n3 snaos MINMH — acceHuunanbHoOM

TpombounTemmm, o6o3Ha4aemon
cokpaileHnem IT. Pasgen HaunHaeTcs
C ONnUcaHus MeToaoB AMarHoCTuku AT.

B Hem Takke paccmaTpmBaloTcsi METOAbI

Jie4eHUA N BO3MOXHbIE BapPUaHTbI. O6CyD,VITe

CO CBOMM Bpa4oM BapuaHTbl J1e4eHnA,
KOTOpble BaM MNMOAXOOAT.

[lnarHocTtuka

Kak npasurno, npusHakm 3T obHapyxmBatoTcs
cryyaviHO B pe3ynbratax aHanmsa KpoBsM,
HasHayeHHoro no apyromy nosogy. MHorga 3T

BbIABNAKOT Mpu NOoABrEeHUN XapakKTepHbIX CUMMTOMOB

UMK CBA3aHHbIX C 3TUM 3abonesaHneM npobrem
co 300poBbeM. Camble pacnpocTpaHeHHbIe 13
cumnTomoB 3T — ynagok cun, ronoBHas Gorb,

rOrIOBOKPY)XEHUE U HapyLleHusi 3peHusi. CneacTBmemM

OT moryT GbITb TPOMOO3bI, MATONOrMyeckue

KpOBOTEYEHMS (KPOBOU3NUSIHWS) U HEBbIHALLMBaHNE
6epeMeHHOCTMW.

Ha Bo3aMoxHoe Hanuune AT ykasbiBatloT crieqyoLme
pesynbsTaTbl UCCriefoBaHUN:

» KOnn4yecTtBoO TpOM6OLI,I/ITOB OCTaeTCA O4YeHb
fonbLWMM B TEYEHME ANUTENBHOMO BpPEeMEHMU;
Npn 3TOM HET OPYrnx NpuYmnH, 00BACHAOLLMX
NnoBbllWEHNE Konn4yecTBa TpOM60LI,l/ITOB;

> B KOCTHOM MO3re npucyTcTeyeT 6onbluoe
KONM4eCcTBO MaToNorMyecknux MerakapmoumTos
(kneTok-NpeALIecTBEHHNKOB TPOMOOLIMTOB)
(cM. pucyHOK 7);

> UCKIoYeHbl gpyrne suabl MIMH,
mMuenoancnnactmyeckmx cuHapomos (MAC)
N MUENOWAHbIX ONyXOmnen;

> B NaATOMNOMMYECKNX KneTkax KpoBY BbISIBMNEHbI
xapaktepHble ans 9T mytauumn (JAK2, CALR
uwnn MPL).

-~

PucyHok 7.
XapakTepHble
npusHaku 3T

Ona 3T xapakTepHO Hanu4uue
6onbLUOro KonuMyecTea
MerakapuoLuuToB U TPOMGOLUTOB.
Merakapnountbi —
MarioYMCrieHHbIN TUMN KNeToK
KOCTHOro mo3sra. 3pernbie
MerakapuouuTbl BbiCBOGOXAaatoT
TPOMOOLUTLI B KPOBOTOK Yepes
NpocBeThbl B CTeHKax COCyAoOB.

-

Merakapuouut TpomMbouUTbI

NCCN Guidelines for Patients®
MwuenonponudgepaTnBHblie HoBoobpasoBaHus, 2019

31




4 BScceHumansbHas TpomboLUTEMUS

HavyanbHbI 3Tan nevyeHusa

HayanbHbIV 3Tan nedyeHus

B HacTosLLee BpeMs NonHoe nanedyenune ot 3T
HEBO3MOXXHO, HO MPUMEHSEMbIE METOAbI Tepanmm
obecneunBatoT 00bIYHYHO UK BN3KYHO K HEN
NPOOOIMKUTENBHOCTL XM3HU. OgHa 13 3agad
neYeHns — He OOoNyCTUTb Pa3BUTUST OCIIOXKHEHNIA,
Bbl3biBaeMblx JT. Elle ogHa 3agaya — obneruntb
MMEKLLMECH CUMNTOMbI.

TakTuka nevyeHunst onpenensieTcs BepPOSiTHOCTLIO
TPOMOBOTUYECKMNX OCNOXHEHUI. [1NSA OLEHKM

3TOro0 pucka Bpavv UCNoMb3yHT MEeXAYHapOOHYH
MPOrHOCTUYECKYIO LKAy pucka pa3suTust TPOMO030B
(IPSET-thrombosis). B cnpaBo4Hon Tabnuue 4
nepeyvncneHbl BapmaHTbl Ne4YeHUs B 3aBUCMMOCTM OT
CTENEeHn pucka.

> OuYeHb HU3KWUW PUCK — NaumeHTbl 60 net
NN MOMNOXe, Y KOTOPbIX HET MyTauun JAK2
1 HUKorga He 6b1no Tpomb6030B.

> Hunskun puck — naumeHTbl 60 NeT U Monoxe,
Y KOTOpbIX ecTb MyTaums JAK2 n Hukorga He
6b1N0 TPOMOO30B.

> TMpOMeXyTOUYHbIN PUCK — NaLMEHTbI CTapLUe
60 nerT, y KoTopbix HET MyTaumn JAK2 n Hukorga
He ObIno TPOMB030B.

> BbICOKMI pUCK — 1) NauMeHTbI, Y KOTOPbIX
Oblnv TPOMOO3bI, UMK 2) NaUUEHTbI cTapLue
60 net ¢ myTtaumen JAK2.

Tpom603blI

HesaBncKMMO OT rpynnbl pucka, neveHme BKoYaeT
NpodnNakTUKy 1 Tepanmio TPOMBOTUYECKMX
OCNOXHEHUN. [1na oueHKN KpOBOTOKA U Hanmung
TPOoMOOB MHOTAA MCMONB3YIOT METOALI BU3yanu3aumu.
C nomMOoLLbO 9TUX METOAOB MOXHO MonyyaTb
N300paeHNss BHYyTPEHHUX OPraHoB U CTPYKTYP
opraHmama. Bpaum moryT yBmaeTb TOK KpoBum

B COCydax 1 MOCMOTPETb, HET NN B HUX TPOMOOB.

K aTm meTtogam uccnegoBaHust otHocaTes Y3U,
KomnbtoTepHas Tomorpadus (KT) n marHUTHO-
pe3oHaHcHas Tomorpadums (MPT). Ewe oanH

MeTOoA UCCrenoBaHusa cocyaoB — BeHorpadus.
M306pakeHns nonyyaroT C NOMOLLbI0 PEHTTEHOBCKOIO
N3MyYeHnsl Nocrne BHyTPMBEHHOIO BBEAEHUS
KOHTPaCTHOro BeLLECTBa.

NCCN Guidelines for Patients®
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Mpu obHapyxeHun Tpomba Bam MOryT Ha3HaunTb
AHTMKOArynsHTHYO Tepanuio. AHTUKOArynsiHTbl MHoraa
Ha3bIBalOT CPeACTBaAMU ANA padxmkeHus kposn. OamH
npenapaTtoB 3TOW rPynnbl — HU3KOMOSEKYSAPHbIN
renapvH (HMI'), npeaHa3HadYeHHbI Anst NOAKOXHOro
BBeAeHus. Ero MoxHO camocToaTenbHO

BBOAWTb B JOMALUHUX ycnoBusx. BapdapuH,
paburatpaH, puBapokcabaH, anvkcabaH

N 3pgokcabaH — aHTUKOArynsaHTbl AN npuemMa BHYTPb.

[Mpn o4eHb BbICOKOM KONMYeCcTBE TPOMBOLIMTOB
NHorga NpoBoaaT npoueaypy TpoMmbountadepesa.
B xofe aton npouenypsl cneLmanbHbIn annapar
3abupaeT y naumeHTa KpoBb 1 yaanseT us Hee
TpombounTtbl. OcBobOXOEHHASA OT M30ObITKA
TPOMOOLIMTOB KPOBb BO3BPALLAETCSA NALMEHTY.

MpuobGpeTeHHbIN cuHapom BunnebpaHpa
B nnaH nevexHuns 3T BxoauT obcnegoBaHue Ha
Hanuyne npnobpeTeHHoro cnHapomMa Bunnebparnaa
(MCB). Us-3a pa3suTtua NCB MoOXeT yxyawmTbcs
CBepThbIBaHME KPOBM W Ha4yaTbCs CUMbHOE
KpoBoTeyeHne. ObcnegoBaHme Ha Hanu4vme NCB
HasHa4yalT NpU yBENUYEHUN CENE3EHKN, NMOBbLILLEHNN
KonmyecTtBa TPOMOOLMTOB, NOSIBNIEHMMN NPU3HAKOB
KPOBOTEYEHMS UMK Nepes NnaHoBbIM XMPYPruieckumM
BMeLLaTenscTBoM. [Ansa gunarHoctukm NCB npoBoasT
aHanu3 KpoBW 1 OnpeaensitoT nokasaTeny CUCTEMbI
CBEpPTbIBaHNS.

CunbHble KPOBOTEYEHUSA

B xone neveHnst 3T Bpaum OLEHMBAIOT BO3MOXHOCTb
BO3HWKHOBEHMS CUIbHbIX KPOBOTEYEHWUI N NPUHUMAIOT
Mepbl ANnst X NPOMUMIAKTUKL U NIeYeHns. Y nauneHToB
¢ OT KpOBOTEYEHNSI BO3HUKAIOT HE OYEHb YacTo.

VX BEPOSITHOCTb MOBbLILLAETCS NMPU OYEHb BbICOKMX
KonmyecTBax TPOMOOLINTOB.

Jlerkoe o6pa3oBaHMe CUHSIKOB, HOCOBbIE
KpOBOTEYEHMS1, 0OUNbHbIE MEHCTPYaLMM — BCe

3TO MPOSIBNEHNSI NMOBbILLEHHON KPOBOTOYMBOCTH,
cBsAzaHHom ¢ JT. Kpome Toro, cneagctenem 3T

MOXET CTaTb KPOBOTEYEHMNE B XKENYO0YHO-KULLEYHOM
TpakKTe Unn B MOYEBbLIX NMyTSAX. B crnyyae BHe3anHo
HavyaBLUErocsi KPOBOTEUYEHMSI MOXKET NMOHAA00UTLCS
KOHCynbTauus cneumanuncta no 3abonesaHusiv
nevyeHu Unn KuweyHuka. Npu TskenbiX KpOBOTEYEHMSIX
MHorga npoBoaaT TpoMbouuTadepes.



4 3ScceHumanbHasa TpomMBoLMTEMUS

HayanbHbIn 3Tan nedyeHunsa

dPakTopbl pUcKa cepaevyHO-COCYyAUCTbIX
OCJI0KHEHUU

HekoTopble hakTopbl pucka, CBSi3aHHbIE C CepaeqHO-
COCYAWCTOM CUCTEMOM, NOBbLILLAIOT BEPOSITHOCTb
Tpomb603a. K HUM oTHOCATCS:

> BbICOKOE apTepuanbHoe AasreHue
(runepTeHsus);

> caxapHblii Anaber;

> KypeHue.

Mpu HeobxoaMMOCTM Bpayn, KOTOPbIE 3aHNMAIOTCS
BaLUMM NleYeHneM, MOryT NOMOYb BaM CHU3UTb
BMNUSIHNE 3TUX PaKTOPOB pucka. MNMpodmnaktuka
cepae4HO-COCYAMNCTbIX OCIOXHEHU Heobxoamma
nawuumeHTam BCex rpynn pucka.

CHM3NTb BbICOKOE aptepuanbHoe aasneHune

N KOHTPOJIMPOBaTb YPOBEHb Caxapa B KPpOBU MOXHO
C MOMOLLbIO NNeKapCTBEHHbLIX NpenapaToB. Ectb
TakKXKe npenapartbl, nOoMorarvwme cnpaBnTbCA

C 3aBUCMMOCTbIO OT HUKOTMHA. Ecnn Bbl Kypute,
Ba)KHO N30aBUTbLCH OT ITON MPUBbIYKNA.

300p0oBbI 06pa3 XKMU3HN TakKe MOXET CHU3UTb PUCK
CepaeyYHO-COCYaANCTbIX OCNOXHEeHUA. CneumanmcTbl
NMOMOryT Bam COCTaBUTb MNPOrpaMmy 340pOBOro
obpasa X13HU N NpuaepXKmnBaTbCa ee NPUHLIUMOB.

B coctaB Takom nporpaMmbl MOTyT BXOAUTb 340POBOE
nuTaHve, usndeckne ynpaxHeHus 1 NpaBumbHbIN
npuem Bcex Ha3Ha4YeHHbIX nekapcTts. Bam Takke
MOryT MOMOYb BpOCUTL KYypUTb.

CnpaBou4Has Tabnuua 4.

AueTuncanuuunoBas KUCSIOTA
BonbLlnHCTBY naumeHToB ¢ 3T HasHavaloT
aueTuncanmumnoByto KucnoTy. lMNpruem atoro
npenapara pekoMeHayeTcs naumeHTam BCex rpynn
pucka. lNpnmeHeHne aueTmuncanuunioBon KUCNOTbI
OaeT uenbin pag npenmyLecTs:

> npepoTBpallaeT obpasoBaHne TPOMOOB;

» YMeHbLUaeT BEPOATHOCTb VIH(*)apKTOB
N NHCYIbTOB;

> CHWXaeT PUCK CMEPTM OT CEpPAEYHO-COCYAUCTBIX
3aboneBaHun.

KypeHue BnokupyeT gencteme aueTmncanuumnoBon
KUCMOTbl, MO3TOMY Heo6XxoanMO BPOCUTL KypUTb,
4YTOOLI NNeYeHne gaBano HyXHbIN 3G EKT.

Mpu 3T aueTuncanmuunoByo KUCMOTY Ha3Ha4varoT

B HU3KMX Ao3ax. Hu3kmmm cumtatotres gosbl ot 80 oo
100 mr B cyTkn. Cneayet nsberatb npuema 6onee
BbICOKWUX [03, TaK Kak Mpu 3TOM yBENUYMBAETCH PUCK
KMLLEYHOro KPOBOTEYEHMS.

Bpau moxeT nopekomeHaoBaTk BaM He NpUHUMAaTh
aueTuncanmuuoByl KUCIOTY, eCNK B NMPOLLIOM Y Bac
ObINo cuUnNbHOE KpoBOTEYEeHMe. ALeTuncaniumnoBas
KMCnoTa NOBbILIAET PUCK KPOBOTeYeHUIA. Kpome

TOro, aLUeTMNCcCannuUMnoBYHO KACIOTY He Ha3HavatoT
nauuneHtam c MNCB.

HayanbHbI 3Tan nevyeHUs B 3aBUCMMOCTMU OT Fpynnbl pUcka

» KoHTponb 1 npodurnaktiuka HoBbiX TpoM6030B, pa3BuTtus [NCB 1 cepbe3Horo

O4yeHb HU3KUWN PUCK
Huskun puck .
MpomeXyToUHbIN pUCK

KpOBOTEYEHUS

KoHTpornb 1 neveHne hakTopoB pucka cepae"Ho-COCYANCTbIX OCMOXHEHUN
* AueTuncanuuunoBas KMcrnoTa (acnupuH)

» KoHTpornb 1 npodurnaktuka HoBbiX TpoM6030B, pa3BuTtus [NCB 1 cepbe3Horo

KpOBOTEYEHUS

Bbicokuni puck

+ KOoHTpOmb 1 neyeHne hakTopoB pucka cepaevHO-COCYANCTbIX OCTOXKHEHNI

* AueTuncanuuunoBas KucrnoTa (acnupuH)
* [mgpokcukapbamung, nHTepdepoH unu aHarpenng
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4 BScceHumansbHas TpomboLUTEMUS

HavyanbHbI 3Tan nevyeHusa

M'mapokcukap6amua, nHTepdepoH

unu aHarpenug

Mmopokcrkapbamua, MHTepdepoH

W aHarpenua — npenapatbl, TpUMeHsieMble ANns
LUUTOPEayKTUBHOW Tepanmm y nauneHToB ¢ JT.
LinTopenykTmBHasa Tepanus HanpaerneHa Ha CHKEHNe
KonmyecTBa Knetok kposu. Jkcrneptel NCCN
PEKOMEHAYIOT LMTOPEAYKTUBHYIO Tepanuio npn T

C BbICOKMM PUCKOM TPOMBOTUYECKNX OCTIOXKHEHUN.

OObIYHO Ans 3TOro NPMMEHSIOT r’MapPoKcMKkapdbamma,.
BepeMeHHbIM XXeHLMHaM UM MoroabIM naumMeHTam
MOFYT Has3HauYNTb APYror BapnaHT LMTOPeayKTUBHOW
Tepanum — nHTepdepoH. HekoTopble nauneHThbl
OTKNaablBakT Npuem rmapokcmkapbammaa

N HaYMHALT fniedeHne ¢ MHTepdepoHa. Tepanus
aHarpenuaom 4aeT XOpoLume pesynbTaThbl, HO Y 3TOro
npenaparta bbiBaloT bornee TsXenble NO6oYHbIE
aphekThl, YeM y rMapokcHKapbamnaa.

LinTopeaykTMBHasi Tepanusa MOXeT CONMpPOBOXAATbCA
HexenartenbHbIMU ABNEHNSIMU, TaK Ha3blBaEMbIMU
nobo4vHbIMK adhdhekTamu. NonpocuTe Bpaven,
3aHVMAIOLLMXCS BalLUM fIeYEeHNEM, paccKka3aTb

0060 Bcex NoBOYHbIX 3hdeKkTax HazHa4YEeHHbIX Bam
npenapartoB. Y3HalTe, Kak MOXXHO NPefoTBPaTUTb

1 NEeYNTb 3TU NOBOYHbIE 3 IEKTHI.
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O6BIYHBIYM aHAJIN3 KPOBU I10KA3aJl,
YTO Y MEHSI BBICOKOE COlepXXaHue
TpoM6b6oLUTOB. [IoTOM MHe chesnanu
O6MOIICHI0 KOCTHOI'O MO3Ta, ¥ OHa
nonTBepauiia auaruos JT.

— JIug,
IMal[MeHTKa C 9CCeHLIMaJIbHOM
TpoMboLIuTEMMUEN
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L[I’ITOpeI[YKTI/IBHaH
Tepalinsa

M'mppokcukapbamua

Mpapokcukapbamug — 3TO XMMUOTepPaneBTUYECKUN
npenapart. o cBoemMy MexaHU3My OerCTBUS OH
OTHOCUTCS K rpynne aHTuMmetabonumToB. [penaparbl
3TOW rpynnbl NOAABASOT akTUBHOCTb (PEPMEHTOB,
yyacTtBylowmux B cuHTese morekyn AHK. Tem
CaMbIM OHW NPensTCTBYOT 06pa3oBaHUI0 HOBbIX
OMNyXOreBbIX KMeTOoK.

UHTepdepoHbl

NHTepdepoHbl ecTecTBEHHbIM 06pa3om
obpasytoTcs B OpraHvM3me 1 y4acTBYyIOT B 3awiute oT
HonesHen, obecneyrBaemMor UIMMYHHOWN CUCTEMOMN.
MHTepdepOoHbl MOXHO Takke CUHTE3NPOBaTb
NCKYCCTBEHHbIM MyTEM M UCMOMNb30BaTb UX ANS
neveHunsa MIMH. Mpu ncnonb3oBaHUK B Ka4ecTse
neKapCTBEHHbIX NpenapaTtoB UHTEPAEPOHbLI BBOAAT
nauueHTaMm B HAMHOMO BOMbLUMX KOMMYECTBAX, YeM
Te, B KOTOPbIX OHW 0Opa3yrTCa B OpraHu3me.

Ona nevyeHns MIMH npumMeHs0T nHTepdepoH
anba-2b, nernHTepdepoH anba-2a
N nernHTepdepoH anbda-2b.

AHarpenupg

AHarpenug — 3T0 NeKapCTBEHHbIV Npenapar,
CHWXaroLLmMin konmyecTso Tpombouutos. OH
OeNCTBYeT 3a CYeT NofaBrneHns pepMeHTa,
Ha3sbliBaemoro gpocgonunason A2. bes atoro
dhepmeHTa MerakapmoumMTbl HE CO3PEBaloT U He
MOryT NPON3BOAUTb TPOMOOLINTHI.



4 3ScceHumanbHasa TpomMBoLMTEMUS

[dnHamunyeckoe HabnogeHne

[lnHamun4yeckoe HabnogeHne

lMocne Havyana nevyeHns Bam HyXHoO ByaeT
perynsipHo BCTpe4aTbCs CO CBOMMM fieyallumm
Bpayamu. PekomeHayeTcs nocellatb Bpaya Kaxable
3—6 mecsues. [Npy BOZHMKHOBEHNM KaKUX-NMGO
npobnem co 30opoBbeM BaMm MOryT notpebosaTtbcs
JononHuTenbHbIe BU3NTLI. Bo Bpems npruema

Bpay OygeT oueHMBaTh Balle COCTOSIHNE, TeYeHne
3aborneBaHVs 1 pesynbraThbl eYeHNs.

CraTyc 3aboneBaHus

MNocne Havyana neyYeHns MOXeT NPON30NTK
yrydieHue, Ho nHorga tedeHve 3T yxyawaerces. Ang
OLleHKM cTaTyca 3aboneBaHusi Ha3Ha4YalT aHanM3bl
KpoBu. 3anonHeHne onpocHmka MIMH-10 nomoraet
OLIEHUTb TsHKeCTb cumnTomoB JT.

Havyano uutopeaykTUBHOM Tepanuu
JTiobomy nauueHTy Ha onpegeneHHoM aTtane
NevYeHnda MoxXet HOTpGGOBaTbCH LMTOpEaAYKTUBHaA
TepanuA. Ha Takyko HeO6XO/J,VIMOCTb MOTyT yKa3bIiBaTb
cnegytowme npusHaku:

> BbISIBNIEHME HOBOIO TPOMDO033;
nprobpeTeHHbIn cuHapom Bunnebpanaa;
CUINbHOE KPOBOTEYEHWUE;

YBENUYEHNE CENE3EHKN;

MOBbILLEHHOE KONMNYECTBO TPOMOOLIMTOB;
MOBbILLIEHHOE KONMNYECTBO NENKOLMTOB;

ycyrybnexue cumntomoB MIMH;

YV ¥V VY VY Y Y VY

OTCyTCTBME 3hhekTa oT npuema
aueTuncanmuunoBou KMCMNOTbI.

LiMTopeayKTMBHYIO TEpanuio HA4YMHAKT NPU YCNOBUM,
yTO 3aboneBaHue elle He nepeLno B Mmenodpunodpos
(M®). YTo6bI NpOBEPUTL, HET NN Y NAUMEHTA
Muenodunbposa, nccnegyot obpasiibl KOCTHOrO
Mo3ra, NonyyYeHHble METOAOM acnpaLOHHOM

unm TpenaHobuoncuun. BoamoxxHocTh, umeromecs

B cryyae TpaHcdopmaumm B Muenodubpos, onncaHbl
B pasgene 5.
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BepemeHHOCTh U 3T

HecmoTpsi Ha cBOWM AMarHo3, HEKOTOPbIE MAaLMEHTKN
¢ 3T xoTtaT nmetb geten. MNepen 3avyatnem nonesHo
06CcyanTb 3TOT BOMPOC C aKyLLEPOM-TMHEKOOrOM,
cneunanmanpyLwmMMcst Ha BeaeHun 6epeMeHHOCTH
npv Hanu4um natonornn. CneumanmncT paccKaxer,
Kakasi MeauLMHcKasi MoMOoLLb NOHaA00MTbLCS

B xoge 6epeMeHHOCTH.

Okcneptel NCCN pekomeHayoT npyem
aueTuncanuuMnoBON KUCNOTbI BO BpEMS
GepeMeHHOCTM 1 B Te4EHME HEKOTOPOIO nepuoaa
nocre podos. [1pn HN3KOM pUCKe TPOMOOTUYECKMX
OCMOXHEHWI BMECTO aLeTUrcanumumnoBoi KUCMOTbI
B nocnegHve 2 Hegenv nepeq pogammn nHorga
Ha3Ha4atT HU3KOMOMEKYNApHbIA renapud (HMI).
Mpu BEICOKOM puUCke ero NPUMEHSOT BMeCTe

C aUEeTUICanuULMITOBON KMCINOTOM Ha NPOTSXKEHUN
BCcen 6epeMeHHOCTMW.

Mpuem aueTnncanMumUnoBon KUCNOTblI MOXET BbiTb
npekpalleH 3a 1-2 Hegenu go ponos. BeegeHne
HMTI npekpawatoT 3a 12—-24 yaca o popgos. ocne
POAOB fiedeHne BO30OHOBNSAOT U NPOOOIHKaT

B TeYeHue eLle 6 Heaenb.

Mmapokcrkapbamug Henb3s NPMHMUMaThL BO BPEMS
BepemeHHOCTU 1 KopMieHus rpyabto. OH MOXeT
NpuunHKTL Bpen pebeHky. MNepen 3avatvem

1 BO BpeMs BblHaLLMBaHUS pebeHka BMECTO
rmgpokcukapbammaa HasHavyarT UHTEPAEPOH.



4 BScceHumansbHas TpomboLUTEMUS

[dnHamunyeckoe HabnogeHne

OTBeT Ha LUMTOpPEeaAyKTUBHYIO Tepanuio
lMocne Havana neyeHnst ero apPEKTUBHOCTb
OLEHMBAIOT MO U3MEHEHNSM B aHanm3ax kposu. OauH
13 OLeHMBaeMbIX NokasaTenen — KONMYecTBO KeToK
KPOBM, KOTOPOE HE AOIMKHO ObITb CIINLLKOM BbICOKUM
UM CIIULLKOM HU3KUM.

CyuiecTByt0oT CTaHOapThl 415 OLEHKM OTBETa Ha
neveHve, KOTopble NMPUMEHSIIOT NPU NPOBeaEHUN
KNHU4Yecknx nccnegosaruin. CriegyeT MMeTb B BUAY,
YTO NeYeHne MOXET OeCTBOBATb, JaXe eCriu ero
pe3ynbTaTthbl He YKNaAbiBaTCA B 3TV CTaHOApThI.
[Mpn NpoBeAeHUU KNMHUYECKUX UCCNeaoBaHU
HabntogaeMbll OTBET Ha NeYeHne OTHOCAT K O4HOM
13 YeTbIpex KaTeropui, ykasaHHbIxX ganee.

NonHas pemuccus
Pemuccuns cumtaetcs nofiHon npu BeINOMHEHNN
crnegyroLLmx yCroBum:

> OTCYTCTBME CUMMTOMOB W NpusHakoB OT
B TedeHue 12 Heaenb 1 bonee;

> HOpPMaribHbIE UMM MOYTU HOPMaribHble
Konmn4yecTBa KIeToK KpoBM B TedeHne 12 Hegenb
n donee;

> OTCYTCTBME TPOMBO30B, 3N13040B
KpoBOTeYeHu 1 TpaHcdopmaumm 3T B gpyroe
3riokavyecTBeHHoe 3aboneBaHue;

> HOpPMaribHbIN BHELWHWUI BUA MerakapuoLlmnTos,
oTcyTCTBME (PMOPO3HONM TKAaHU B KOCTHOM MO3re
UM MMHUManbHasi cteneHb orbposa.

Yactnynasa pemMmuccuna

Mpy YaCTMYHOWM PEMUCCUN BbINOSHSOTCS Te Xe
YCNOBMS, YTO W MpPU NOSTHOW, HO Y MerakapuouuToB
UMEKTCS BUONMbIE OTKIOHEHUS.

OTCyTCTBI/Ie OTBETa
Ecnv He OOCTUrHyTa aaxe 4Yactnu4yHada pemMmmuccusa,
CYHUTAETCA, YTO OTBETA Ha JIe4eHNE HET.

[MporpeccupoBaHne 3aboneBaHus
B Clly4ae nporpeccmpoBaHuna TedeHune 3aboneBaHus
ycyrybnsaertcs.
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Xupypruuyeckue
BMeIllaTeJIbCTBa BO BpeMs
nevyeHus OT

Bo Bpems neyernss 3T Bam MOXET
noTpeboBaTbCsl XMPYpPrMyeckoe BMELIaTenbLCTBO.
Xupypru, KoTopble OyayT ero NnpoBoAuUTb,

OLIEHSAT PUCK KPOBOTEYEHUSI U TPOMOOTNYECKMX
OCNOXHeHW. byakTte rotoBbl pacckasatb

Bpayam 000 Bcex COObITUSIX B BaLLEN XKNU3HW,
CBsi3aHHbIX CO 340poBLEM. ECnin Bam npeactonT
onepawumsi, MOXXHO 3apaHee NpUHATbL Mepbl A4S
NPoMNaKTUKN KPOBOTEHEHUI N TPOMBOTUYECKMX
OCMNOXHEHWN.

Ecnu Bbl NOCTOSIHHO NPUHUMaeTe
aueTuncanuumMoByto KUCIOTY, NpekpaTuTe
npvem 3a Hefento oo onepauun. Mepen
onepauyuein HeobxoaMMo OTMEHUTbL BCe
npenapartbl NS pa3XuwkeHus Kposu. Ecnn
HEeT pucka KpOBOTEYEHUS], NIEYEHNE MOXHO
BO30OHOBUTL Yepes 24 yaca nocrne onepawmu.

LInTopeaykT1BHyt0 Tepanumio MOXHO NpoaoriKaTb
BNMOTb 4O Onepauuv, ecnv BaLl XUpypr He AacT
OPYrvX yKasaHum.



4 3ScceHumanbHasa TpomMBoLMTEMUS

CmeHa Tepanuu

CmeHa Tepanuu

BbiBaeT, 4TO LMTOPEAYKTMBHANA Tepanusa cHavana
AaeT xopoLune pesyneraTthl, a 3aTeM nepecTaeT
aencteoBaTb. MIHoraa neyeHne cpasy okasblBaeTcH
HeoCTaTO4YHO 3(PIEKTUBHBIM MUITM COBCEM He
nomoraert. B crniyyae Heycnexa ogHoOro npenaparta
BO3MOXEH nepexos k apyromy. HeobxoonmocTb
CMEHbI LUTOPEayKTUBHOW Tepanum MOXET ObITb
Bbl3BaHa CriegylLmmmn npuyanHamu:

Tshkenble No6oYHble ahdEKTDI;
He3a(PEKTUBHOCTb NEYEHNS;

BbIsIBNEHNE HOBOro Tpomb03a;
npuobpeTeHHbIn cuHapom Bunnebpanaa;
CUIbHOE KPOBOTEYEHUE;

yBenuyeHne CeneseHku;

MOBbILLEHHOE KOMMYECTBO TPOMBOLIUTOB;
NOBbILLEHHOE KONNYECTBO NENKOLMTOB;

>
>
>
>
>
>
>
>
> ycyrybnenune cumntomoB MIH;

> OTCyTCTBUE apdekTa oT npuema
aueTuncanvuunoBou KMCNOTbI.

BbiGop crnegytoLlen nMHUK Tepanum 3aBUCUT OT
npeabIgyLLEero eYeHnst n oT Toro, nepetuna nm

OT B Apyroe 3nokadecTBeHHoe 3aboneBaHue.
B0o3MOXHOCTU NeveHns, MMerLLmecs B criydae
TpaHcopmauun 3T B Mmuenodpmnbpos nnn OMII,
onucaHbl B pasgene 5. Ecnu TpaHcghopmaumm
3aboneBaHNst He MPON3OLLIIO, MOXET NOHAZ00OUTLCS
CMeHa uMTopeayKTMBHOM Tepanun. BapmnaHThbl
neYyeHns nepedmncrieHbl B CnpaBoYHoOM Tabnuue 5.

ELwle oanH BapnaHT — yyacTune B KNMHUYECKOM
ncenegosaHmun. KnuHMYecknmmn HasblBatoT HayYHble
NCCreoBaHMs C y4acTUEM JOAEN, HanpaBneHHbIe
Ha N3y4YeHne NepcrnekTUBHbIX METOAOB ANArHOCTUKM
1 neyeHus. B xoge KNMHNYECKUX nccnegoBaHumn

MOXHO NOony4ynTb fie4yeHne, KoTopoe noka HeaoCTynHO

APYrMM nauueHTam. Y3Havte y Bpaden, Kotopble

3aHUMaKTCA BalLUUM JiedeHnem, eCTtb i nogxoadiiee
KINMMHU4YeCcKoe nccrnenosaHmne, B KOTOPOM Bbl MO Obl

MPUHSATL y4YacTue.
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MNMpvmMeHeHne BycynbdaHa He pekoMeHA0BaHO
akcneptamn NCCN, Tak kak 3ToT npenapar
noBbILLAET BEPOATHOCTb pa3suTtis OMJT n gpyrux
310Ka4€CTBEHHbIX OMyXOren.

CnpaBoyHas Tabnuua 5.

BapuaHTbl Tepanum BTOpPOM NUHUMK

Mapokcukap6amua, ecrnv He NPUMEHSINN paHee

VHTepdepoH, ecrniv He NPUMEHANN paHee

AHarpenuga, ecnv He NPUMEHSINN paHee

KnuHnyeckoe nccnegosaHne

91

C IOMOLIbIO MMEIOUIUXCSI BAPUMAHTOB
Tepaluy BpadyaM yZaBajyloCh
HoaoepXmUBaTh HOpMaJibHOE
KOJIMYECTBO TPOMOOIIMTOB Y MEHSI

B KpoBM B TeueHue 25 nneT. Korga ogue
IIperapar I1epecTaBall JeCTBOBATD,

s1 TIepexonuiia Ha OpYyron.

— AHTBe,
IallMeHTKa C 3CCeHIIMalIbHOM
TpoMbOLIMTEMMEN

37
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KpaTtkoe cogepkaHue

>

Kak npasuno, npusHakn 3T oBHapyXuBaroTcs
CryyariHoO B pesyrnbratax aHanmsa KpoBsM,
HasHa4yeHHoro no gpyromy nosogy. Ons 3T
XapaKkTepHO BbICOKOE KOMMYECTBO TPOMOOLINTOB.

Bbibop BapnaHTa neveHns 3aBUCUT OT
CTEeNeHN pucka TPOMBOTUYECKNX OCMOXHEHWNA.
Puck MOXeT ObITb O4EHb HU3KUM, HU3KMM,
MPOMEXYTOYHBLIM U BBICOKMM.

AueTuncanuuurioBasi KUCIOTa NoOAXoaNUT
naumeHTam Bcex rpynn pucka. Ons rpynnbl
BbICOKOIO puUCKa NOAXOASALLMM BapUaHTOM MOXET
OblTb LMTOPEAYKTMBHAS Tepanusi, HanpaeneHHas
Ha CHWXEHWE KONMYECTBa KIETOK KPOBU.

Bam npuaetcs perynsapHo npuxoauTb Ha npuem
K cBOoeMy Bpayy. Bo Bpems npuema Bpay

OyaeT oueHMBaTb Balle COCTOsIHWE, TeYeHNe
3aboneBaHVsa 1 pe3ynbTaTbl NeYeHns.

Ecnun 3aboneBaHne Ha4YHET NporpeccmpoBaThb,
BaM MOryT Ha3Ha4YMTb Apyron npenapat

Ona umTopenykTuBHom Tepanun. Ewe

OOWH BapuaHT — y4vacTue B KITMHNYECKOM
nccrneaoBaHui.
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KpaTtkoe cogepxaHue
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CeMbsi, APY3bS U MEAULIMHCKUMA
IIepPCOHAJI OKa3blBaJIXi MHE
9MOIIMOHAIbHYO ¥ MOPaJIbHY0

IO EPXKKY.

— PyT OHH,
IaIMeHTKa C 3CCeHIIMaNbHON
TpoMOb6OLIMTEMUEN
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5 Mwvenodurbpos

[lnarHocTtuka

B aTom pasgene npvBeaeHa cripaBodHas
MHdopMaums o nevyeHmn mmenogpnbposa
(M®). Pasgen HauymMHaeTca ¢ onmMcaHus
MeToaoB agnarHoctuku M®. B Hem Takxke
paccMaTpmBaloTCA METoAbl fleYeHus

1N BO3MOXHble BapuaHTbl. Obcyante

CO CBOMM Bpa4vyoM BapuaHTbl JleYeHuns,
KOTOpble BaM NogxoasT.

[lnarHocTtuka

Mwnenodnbpos — ato obpasoBaHune pybLIOBOM
(oMBpO3HON) TKAHM B KOCTHOM Mo3re. NHorga
Mnenogubpos pa3BMBaETCA y NALNEHTOB, Y KOTOPbIX
paHee He AnarHoCTMpoBanu HU oguH 13 sngos MIMH.

> Ecnu go atoro He Obino gnardHosa MIMH,
3aboneBaHNe Ha3bIBaOT NEPBUYHBIM
Muernogumdposom (MMP).

> Ecnn mmnenogpnbpos passuncsa Ha oHe
ncTuHHOM nonvumtemun (M), ero HasbiBaoT
noctnonuuutTemmuyeckum (noct-UN Mo).

> Mwnenocunbpos HasbiBatoT
noctTpoméouuTeMmyecknm (noct-OT M®), ecrnim
OH MOSIBUSCA Yy NaLMeHTa C 3CCeHUNansHom
Tpombounutemmen (3T).

MepBU4YHLIN MUenodndpos

MepBUYHbIN MUENogrbpo3 06LIYHO BbISBMAIOT NPK
NOSIBNEHUUN XapaKTepHbIX CUMMTOMOB. Yalle Bcero
nauuveHTbl XanytTcs Ha cunbHyto cnabocTb. Euwe
OAVH 4acTo BCTpeYaloLWMnca cMMNTOM — BbICTPO
NOSIBNAKOLLEECS YyBCTBO HAMOMHEHWS XKernyaka Bo
Bpems eabl. BO3MOXHbI HENPUSATHBIE OLLYLLEHMS

B neBoM nogpebepbe. B nepeyeHb ApyrMx cMMNTOMOB
BXOOAT HeOObSACHMMas NoTeps Beca, NOCTOSAHHAsA
cnerka noBbllWeHHas TemnepaTtypa, 60rnb B KOCTAX
1 HOYHasi NOTNMNBOCTb.

Kpome Toro, npmsHaku NM® nHoraa obHapyxuBatoT
npv NpoBeAeHUN UCCNef0BaHNN, Ha3HaYeHHbIX

no Apyrum npuynHam. Bpad MoXeT yBUAETb,

YTO Yy Bac yBenuyeHa nevyeHb 1nv ceneseHka.

B pesynbratax aHanm3a KpoBu MOryT Habnogatbcs
OTKITOHEHUS OT HOPMbI. B Takmx crniyyasx HazHayaroT
OOMONHUTENbHbIE UCCNEAOoBaHUs A8 NOATBEPXKAEHUS
awnarHosa NMo.

NCCN Guidelines for Patients®
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Boiaensaiot ase ctagum NMMO:
> npedunbposHas (paHHAs) cTaauns;

> (pubpo3Hasa cTagus.

Takoe pasgeneHue noHagobunock, YToObl OTNINYNTL
paHHtoto ctaguto MM ot OT.

MpecmnbposHan cragusa NP
Y Bac MoOXeT 6bITb NpecnbposHasn ctagusa NMO, ecnu
pe3ynbTaTbl MCCNeA0BaHNIA BbISBST:

> 0O0nbLLOEe KONMYECTBO NaToNorMyYecKkmx
MerakapmoumToB (KJ'IeTOK-l'Ipe}J,LIJeCTBeHHI/IKOB
TpOM60LI,I/ITOB) B KOCTHOM MO3re; HopmMalibHble
nnn cnerka CHM>XeHHble KoJim4vecTBa Opyrmx
KNEeTOK KpOBU N KOCTHOIO M0O3ra;

> OTCyTCTBME (PMOPO3HOIN TKaHM B KOCTHOM MO3re
UM MUHUMarnbHas cTeneHb rbposa;

» OTcyTcTBMe apyrmux Bugos MIMH,
mMuenoancnnactmyeckmx cuHapomos (MAC)
N MUENOWAHbIX ONyXonen;

> Hanuune mytaumn JAK2, CALR, MPL vinun
Apyrnx myTtauuin, xapaktepHsix ans NMo,
B MATONOMM4YeCcKnX Knetkax Kposu. B npoTnBHOM
cryyae HeT Opyrux MOMNeKynsapHbIX NPUYNH Ans
pa3sutns Mo.

Kpome Toro, JomkeH NpucyTCcTBOBaTb XOTH Obl OOUH
N3 CneayoLLmX YeTbIpeX KpUTEpPUEB:
> aHeMusi, He Bbl3BaHHasA ApyrmMm 3aboneBaHnem;
> MOBbILLEHHOE KONMMYeCTBO NENKOLUTOB;
» BblCcOKMI ypoBeHb JIAT;

> YBenn4eHmne cerneseHkun.



5 Mwuenodunbpos

[narHocTtuka

®dunbposHasa cragua MM
Y Bac MoxXeT 6bITb hnbposHasa ctagms MM ecnim
pesynsTaTthl UCCnegoBaHvin NOATBEPAAT:

> GOnbLUOE KONIMYECTBO MaToNOrMYecKkmx
MerakapuoLmMTOB B KOCTHOM MO3re;
3HauMTenbHas cteneHb pubposa B KOCTHOM
MO3re;

> uncknodeHune gpyrmx sugos MIMNH, MAOC
N MUENOUAHbIX OnyXonen;

> Hanuune mytaumn JAK2, CALR, MPL vinn
Apyrnx myTtaumin, xapaktepHolx ang NMo,
B NaTONOrM4eckux Knetkax Kposu. B npoTnBHOM
cry4vae HeT Opyrmx MONEKynsipHbIX NPUYMH 4N
passutns Mo,

Kpome Toro, fomkeH NpucyTcTBOBaThb XOTsi Obl OAMH
N3 CreayoLmx YeTbipex KpUTepmes:

> aHeMusi, He Bbl3BaHHasA ApyrMMm 3aboneBaHnemM;
> MNOBbILEHHOE KONMYECTBO NENKOLMTOB;

> BbICOKMI ypoBeHb JIIT;

> yBenu4yeHne ceneseHku;

» Hanu4yue B KPOBM HE3PETbIX KIETOK KPOBMU,
KOTOpPbIE B HOpME OO0JTKHbI MPUCYTCTBOBATb
TOJTIbKO B KOCTHOM MO3re.

1

Y MeHs Muenodmno6po3 65611
BSIJIOTEKYLIUM U IIPOrpeCcCUpoBal
ouyeHb MeJieHHOo. Pu3muyeckas
AKTMBHOCTD U ITPaBUJIbHOE IIUTaHUE
IIOMOTal0T MHE IOAAEPXUBATh
BBICOKOE KaUeCTBO XXU3HN.

— BuBues,
MalMeHTKa C IeEPBUYHBIM
Muenodpmu6posomM
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MocT-UIN mnenocpmnodpos

[narHo3 noctnonuumMtTeMmyeckoro mmenodpndposa
(nocT-UIM M®) noaTBEpKOaETCA NpU CreayLwem
YCIOBUN:

> Hanuune U ¢ BbiCOKOM cTeneHbio onbposa
KOCTHOro Mosra.

Kpowme Toro, anarHos noct-UlNM M® npegycmarpusaet
obs3aTenbHOE HanuuMe OByx 13 CNeayLmx YeTbIpex
COCTOSAHWUIA:

» aHeMus, He Bbl3BaHHadA gpyrum 3aboneBaHneM;

» Hann4yue B KPOBM HEIPETNbIX KITETOK KPOBMU,
KOTOpPbl€ B HOpME OO0JIKHbl MPUCYTCTBOBATb
TOJIbKO B KOCTHOM MO3re;

> YBENUYEHNE Cenes3eHKu;
> MOTepsi Beca U HoYHas NOTIIMBOCTb B CBA3M
c M.

MocT-9T muenocpubpos

[na AMarHocTuKM NOCTTPOMOOLIMTEMUYECKOTO
Muenodmbposa (noct-OT M®) Heobxogumo
criegytollee ycrioBue:

> Hanuumne 3T c BbICOKOW CTeneHbo hnbposa
KOCTHOro mMoara.

Kpome Toro, anarHos noct-OT M® npegycmarpuaet
0b6s3aTenbHOe Hanmuve AByX U3 CreayroLmx Natu
COCTOSIHUIA:

» aHeMus, He Bbl3BaHHas Opyrum 3aboneBaHuew;

> Hanuune B KPOBM HE3PESbIX KIIETOK KPOBM,
KOTOpbl€ B HOPME AOMKHbI MPUCYTCTBOBATL
TOMbKO B KOCTHOM MO3T€;

> BblCcOKuI ypoBeHb JIAT;
> yBenu4eHue CeneseHku;

> NOTepst Beca 1 HoYHasi MOTNMBOCTb B CBSA3M
c Mo.



5 Mwvenodurbpos

HavyanbHbI 3Tan nevyeHusa

HayanbHbIV 3Tan nedyeHus

JleyeHne M®P HanpaBneHo Ha TPU OCHOBHbIE LIENN.
lMepBas U3 HUX — yMEHbLUEHWE CMMNTOMOB.
CvmnTtombl y naumeHToB ¢ M® 00bl4HO GbiBatoT
CBSA3aHbl C YBENMYEHNEM ceneseHkn n aHemmen. ELle
O[Ha Lernb fleYeHnst — Hopmanuaaums nokasarenem
KpoBW. TpeTbs LieNb 3aKNYaETCsl B CHKEHUN
BeposiTHOCTM TpaHcdopMauum MIMH B ocTpbii
MuenouaHbIn nerikos (OMII).

BbiGop TakTuKu NeveHust onpeaensieTcsi NporHo3om
TeyeHns 3aboneBaHnst U UMEKLLMMUCS CUMITOMaMMW.
YT06bI caenatb BbIBOA, O NPOrHO3€, Bpayn UCMONb3yoT
cneumnanbHble LWKarnbl ¢ oLeHKkamy B 6annax.
HekoTopble cucTeMbI OLIEHKM U3BECTHBI Y)Xe AABHO, a
ApYrue eLle ToNbKo U3yyatoTcsi. B ocHoBE HEKOTOPbIX
npeaniaraeMbix CUCTEM OLIEHKM NEXUT MHOPMaLs
06 fedeKTHbIX XpOMOCOMaXx M reHax, KoTopasi MOXeT
MOBMUSITb Ha MPOrHO3 U NIAHNPOBAHUE NEYEHNS.

CnpaBoyHasa Tabnuua 6.

Bo Bpems neyeHus akcneptsl NCCN pekomeHayoT
NCMNONb30BaTh AMHAMUYECKYIO MEXAYHAPOLHYHO
LuKany oueHkn nporHosa DIPSS-PLUS (Dynamic
International Prognostic Scoring System-PLUS).
3anonHeHune onpocHuka MINH-10 nomoraeT oueHnTb
“metoLMecs cuMnToMbl. B cnpasovHon Tabnuue 6
nepeyncrieHbl BapuaHTbl IeYeHUs B 3aBUCUMOCTU OT
rpynnel pycka v HanMynst CUMMNTOMOB.

> Husknn puck — cymma 6annos no wkane
DIPSS-PLUS paBHa 0.

> TpomexyTouHbIN puck 1 — cymma 6annos no
wkane DIPSS-PLUS paBHa 1.

> [pomMexXyTouHbIN pUCK 2 — cymMa Gannos no
wkane DIPSS-PLUS pagHa 2 unu 3.

> BbICOKMI pucK — cymma 6annoB no Likane
DIPSS-PLUS nonagaet B nHtepsan ot 4 o 6.

HayanbHbI 3Tan nevyeHUss B 3aBUCUMOCTU OT Fpynnbl pUcka

* BbipknoartenobHas TakTuka (HabnogeHne 6e3 neveHus)

Huskumn puck 6e3 cumnToMoB .

KnuHuyeckoe nccnegosaHmne

* PykconmTnHub
* NHTepdepoHbl

Hu3knn puck npu Hanu4YuMm cCMMNTOMOB

Mmppokcrkapbammng

* KnnHunyeckoe nccnegopaHmne

* BbpkmpgartenoHasi TakTuka (HabniogeHne 6e3 neyeHns)
* PykconnTnHnb

MpomexyTouHbIN puck 1 .

KnuHuyeckoe nccnegosaHme

e AnnoreHHasa TICK

e AnnoreHHast TTCK
* KnnHnyeckoe nccnegopaHmne

MpomMeXKyTOUHbIN PUCK 2 .
M BbICOKUMN PUCK

PykconntnHmt
» degpatnHNG

e JleyeHne aHemuun
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BbikunaartenbHasa TakTUKa

B HekoTopbIx cryyasx Bpayu BbiGupatoT
BbDKMAATENbHYI0 TaKTUKY, KOTOpas 3akftoyaeTcs
B HabntoaeHun 6e3 nedveHunsi. Takon BapuaHT
noaxXoAuT nauneHTam M3 rpynn HU3KOro pucka

1 MPOMEXYTOYHOro pucka 2 6e3 CUMMNTOMOB.

B nepvon HabnogeHMs NpoOBOAST KOHTPOIbHbIE
obcnegoBaHust, YTOObI cneanTb 3a TeYeHNeM
3abonesaHus. [Mpy NosSIBNEHUM CUMMTOMOB MOXET
ObITb Ha4aTo nevyeHue. o nmeroLWUMEs AaHHbIM,
Ha4arno rne4yeHns Ao NosiBNEHNs CUMMNTOMOB He
BIUSIET Ha MPOrHo3 3aboneBaHus.

KnuHuyeckune nccnepgoBsaHus

Y4yacTtue B KIMMHUYECKOM UCCneaoBaHuM — ogHa
13 BO3MOXHOCTEN AN NauneHTOB BCeX rpynn
pucka. Y3HaunTe y Bpayen, KoTopble 3aHnMMatroTCs
BaLLMM Jle4eHneM, OTKPbIT N1 cenvac Habop

B Noaxoasiiee BaM KIMHUYECKOE UCCrefoBaHue.
Pe3ynbraThbl KNMMHUYECKMX MCCrneaoBaHWn MOryT
AaTb OTBEThl Ha yKasaHHble Jaree Bonpochl.

> CHwxaeT N1 nccnegyemblii npenapar creneHb
dnbposa KocTHOro mosra?

> [lomoraeTt nu HoBbIV Npenapar
HOpManu3oBaTb NoKasaTenu KpoBu
N YMEHBLUNTb TSHKECTb CUMMTOMOB?

» MoxHo nv bnarogapsi npUMEHEHUIO
nccnegyeMoro npenapara otkasarbes ot
TpaHcnaHTaLumM CTBOMOBBIX KIETOK?

» CnocobHO N HOBOE NeYeHre NpeaoTBpaTuThL
W OTCPOUUTL Pas3BUTHE Nelkosa?

91

Y xkaxxpgoro n3 Hac MIIH nipoTekaeT
[10-CBOEMY, ¥ 60JIE3Hb I10-PAa3HOMY
OTBeYaeT Ha pa3Hble BUbl JIeUeHUSI.

— JIug,
MMAIl[MEHT
C IIOCTTPOMOOILIUTEMUUECKUM
MuennopmuopPo3oM
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Kinuauyeckue
MccIyiefoBaHUSA

B xo[e KMUHUYECKUX UCCNEeaoBaHnii OLEHNBALOT, HACKOMbKO
3TU MeToAbl 6e3onacHbl U NonesHbl Ang naumeHToBs. [Mocne
NOATBEPXAEHN 6e30MacHOCTU 1 3P(EKTUBHOCTN OHM
MOTYT BOMTU B NMOBCEAHEBHY MEAULIMHCKYIO NPAKTUKY.

MmeHHo Brarogaps KNMHNUYECKUM NccneaoBaHsaM Bpaym
NoNy4mnu BO3MOXHOCTb LLUMPOKO NPUMEHSATL ONUCaHHbIE
B 3TOW OpoLuope MeToabl ANarHOCTUKM 1 neveHnst MIMH.
Bce HoBble MeTOAbl AMArHOCTUKN 1 fe4eHNsi, CNOCOOHbIe
YNYYLWUTb YPOBEHb MEANLMHCKOM NOMOLLY NaumeHTam

¢ MIMH, fomxHbI NPONTM NPOBEPKY B XOAE KIMHNYECKMX
nccneaoBaHui.

Y106kl CTaTb Y4aCTHUKOM KIMHUYECKOrO UCCrneaoBaHus,

Bbl AOMKHbI COOTBETCTBOBATb OMNPEeAeneHHbIM KpUTEPUAM.
OO6bIYHO YYaCTHUKOB UCCREAOBaHNS NOAGUPALOT Tak,

YTOBbI Y HUX BbINY NPUMEPHO OAMHAKOBbLIE NOKasaTenu
3aboneBaHus 1 obLuee COCTOsIHME 340POBbS. TOMbKO B 3TOM
cryyae MoxHo ByaeT yTBepxaaTh, YTo Habnogaemble
N3MEHEHUSI B COCTOSIHUM NaLMEHTOB 0OBbACHAOTCS
NMPOBEAEHHBLIM NEYEHNEM, @ HE UCXOAHBLIMU Pa3nMYnsSMm
MeXay y4acTHUKaMMU.

Ecnu Bbl pelunTe NpuHATL yYacTue B KNMUMHUYECKOM
nccnegoBaHuK, Bam HY>HO BydeT npoyecTb U nognucatb
OOKYMEHT, Ha3blBaeMblin (hOpMON MHPOPMUPOBAHHOTO
cornacus. B aToM JOKYMeHTe onucaHbl Bce Aetanm
KIMMHNYECKOro UCCnefoBaHns, B TOM YMCHe BO3MOXHbIE
pucku 1 npeumyLlecTsa. [Jaxe nocne nognnucaHns opmel
cornacus Bbl CMOXeTe B Nlo60 MOMEHT OTKa3aTbCs OT
AanbHenLwero y4acTusa B UCCNeLoBaHNN.

Y3HaiTe y Bpayen, KoTopble 3aHUMAtOTCS BaLLUM JNIeYeHreM,
OTKPbIT N B HacTosLLiee BpeMsi Habop B Kakoe-H1byab
KNUHUYeckoe uccrenoBaHne, B KOTOPOM Bbl MOTTIN bl
NPUHATL yyacTue. KnuHuyeckne nccneaoBaHns MoryT
NPOBOAUTLCS TaM, rae Bbl JIEYNTECH, UMW B APYrMX
neYyebHbIX yupexaeHusx. Bbl MoxeTe 1 caMu HalTu
noaxoasiuee KNHUYeckoe uccrefoBaHue Ha BeG-caiiTax,
nepeyYmncrieHHbIX B NnocriedHeM pasaene GpoLutopsl.
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PykconutuHmno

PykconutnHmb — nekapcTBEHHbIV Npenapar 13
rpynnbl MIHIMBUTOPOB KMHa3. OH BGNOKMPYET AHYC-
KMHa3y, B pesyrnbraTe 4Yero ornyxoreBble KreTku
nepecTaroT nornyyaTb CUrHarbl, 3acTaBnstoLLme NxX
pacTv u genuTbCcs.

PyKkconuTnHmMG NnpuMeHSAIT AN NevYeHns nauneHToB
¢ M® un3 rpynn HX3KOro pucka 1 NPOMEXYTOYHOro
pucka 2 npu HanMyunm y HUX cumntomoB. Ero Takke
MOXHO NPUMEHSITb B rpynnax npoMeXyTO4YHOro pucka
2 1 BbICOKOTO pucka, ecnu TpaHcnnaHtaums MCK
HEBO3MOXXHA 1 YPOBEHb TPOMOOLIMTOB NpeBbILLaeT
50 000.

M'mppokcukap6ammna unu nHrepdepoH
MHTepdepoH 1 rugpokcnkapbammg npuMeHsIoT

Ans neyeHns naumeHToB ¢ M@, ecnn oHn BXoOAaT

B rpynny HWU3KOro pucka 1y HUX MMEKTCS CUMMITOMbI
3aboneBanna. Oba npenapaTa NO3BONAT
KOHTpONMpoBaTb TeveHne Mmenodundposa 3a cyeT
YMEHbLLEHNS KONMYeCTBa KIeTok KpoBu. [Nokasatenu
KPOBW MOTYT BEPHYTLCS K HOpME.

AnnoreHHas TpaHcnnaHTauusa
remMono3Tn4YeCKUX CTBONMOBbLIX KIeTOK
(anno-TrcK)

AnnoreHHON Ha3bIBAETCA TPaHCNIaHTaUmMs 340POBbIX
reMOono3aTUYECKNX CTBOSTOBLIX KIETOK OT APYroro
yeroBeka (goHopa). Takow BapuaHT feveHuns
nogxoauT naumeHTam ¢ M® 13 rpynn npoMeXXyTO4HOro
pucka 2 1 BbICOKOrO pucCKa.

OTOT METOA NEYEHNST MOXHO NPUMEHATb U Y
NawLMeHTOB M3 rpynnbl MPOMEXYTOYHOro pucka 1,

€CINN Y HUX HU3KNIA YPOBEHb TPOMOOLIMTOB U Npu
nccnegosaHum knetok MIMH BbISBNEH KOMMMNEKCHbIN
kapwvotun. KapmoTtmn — 3TO COBOKYMHOCTb BCEX
Nnpr3HaKkoB NonHoro Habopa xpomocoM. Kapuotun
CUMTAETCA KOMMIEKCHBLIM, eCnn B ABYX 1 bonee
KNeTKax y XpOMOCOM OOHapyXunBatoTCs HE MEHEE TPEX
HEeCBsI3aHHbIX MeXay cobow fedeKToB.

AnnoreHHasa TICK gaet waHc Ha nonHoe nanevyexue,
O[jHaKo M3-3a cBoel Hebe3onacHOCTN 3TOT MeTof,
noaxoauT He BceM. bonbLUMHCTBY NaLueHToB
annoreHHasi TpaHcnnaHTaums NPOTUBOMNOKa3aHa.
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MHTru6mMTOphl KMHA3

KnHasbl — 3TO NpUCyTCTBYHOLLME B OpraHnu3me
MOMeKyrbl, 0TBeYatoLLme 3a NepeHoc
dhochaTHbIX rpynn oT 04HON MOMEKYIbI K APYTON.
docdatHble rpynnbl — 370 hparMeHThbl
MOIEKYI, NpuaatoLLme um cneundudeckmne
cBomncTBa. MHrmbuTopbl kMHa3 6rnokupytot
nepeHoc ocdaTtHbIX rpynmn, YTO YacTo NpUBOAUT
K NpPeKpaLLeHnto Nepegayn curHanos pocTa
BHYTPM KNeToK. B pe3ynbrate cHkaeTcs
KONMMYeCTBO 06pa3yoLLMXCS OMyXOreBbIX KIMETOK.

PykconutnHmnb n doeapatnHmb — MHrMbumTopbl
KMHa3, NpUMeHsieMble Ons NIeYeHUs
Muenodunbposa. PykConUTMHNG NpuMeHsItoT
Takke Ans nevyeHnst UICTUHHON NonuuUMTEMUN.

O6a npenapara, pykconuTnHnb u pegpatmHmnb,
MHIMBUPYIOT TaK Ha3biBaeMble SHYC-K1Ha3bl
(JAK-KknHa3bl). AHyC-knMHa3bl CBA3aHbI

C KMETOYHbIM PeLenTopoM, Y4aCTBYHOLLM

B nepefadye CUrHanoB pocTa BHYTPb KNETKU.
MMeHHO 3TOT MexaHu3M onpegensiet
npeBpaLLeHNE reMOonNo3TUYECKUX CTBOMOBbIX
KMEeTOK B 3pernble KNeTKU KPOBMU.
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®denpatnHnb

dPenpaTvHMG — nekapCTBEHHbIN Npenapar 13 rpynmbl
NHIrMOMTOPOB KnHa3. OH BriokMpyeT siHyC-KnHaay,

B pe3ynbraTe Yero ornyxoneBble KNeTKM nepecTaroT
nonyyaTb CUrHasbl, 3acTaBnsoLLMe X pacTu

N 0enuTbCs.

denpatMHNG NpUMEHSIOT A NeYeHns NaumueHToB

¢ M® 13 rpynn npoMeXXyTo4HOro pucka 2 u BbICOKOro
pucka. Ero Takke MOXHO NPUMEHSITb B TEX

cryyasix, korga TpaHcnnaHTaums CTBOMOBbIX KNETOK
HEBO3MOXXHa 1 YPOBEHb TPOMOOLIMTOB NpeBbILIAeT
50 000.

XoTa MexaHn3m gencTeus deapatnHnba Takon xe,
KaK Yy PyKCONMMTUHMOA, HY>KHbl AONOMNHUTENbHbIE
ncenegoBaHus Ang UsyvyeHus ero apekTMBHOCTH
npu neveHun Mo.

JleyeHne aHemMum

Y MHorux naumeHToB ¢ M® HabntogaeTcs aHemMus.
AHeMuMen Ha3bIBalOT COCTOSHMNE, CBAA3AaHHOE CO
CHWKEHUEM KOINMYECTBA 3PUTPOLMTOB U YPOBHS
remornobuvHa. ¥ nayneHTtos ¢ M® us rpynn
NPOMEXYTOYHOTO pUCKa 2 U BBICOKOIO pUcka fevyeHne
aHeMnn MOXeT OblTb OCHOBHOW COCTaBMAOLLEN
OKa3sblBAaeMOW UM MeaULIMHCKOM nomoLlun. Takoe
rniedyeHne NOAXoamMT NaumMeHTaMm, KOTOPbIM HeMb3s
npoeecTu annoreHHyto TICK 1 y KOTopbIX HET ApPYyrmx
CUMMNTOMOB.
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AJIyiIoreHHas
TPaHCIIJIaHTaL[ U
reMOIIOSTUYECKUX
CTBOJIOBBIX KJIETOK

Llenb TpaHcnnaHTaumMm CTBONOBbIX

KNEeToK — 3aMeLleHne NOBPEXOEHHbIX NN
NOrMbLLIMX CTBOMOBBIX KIETOK 300POBbIMY
Knetkamu. [Ing annoreHHon TpaHcnnaHTawumm
NCNONb3YIOT 340POBbLIE CTBOMOBbLIE KINETKN,
noryyYeHHble OT AoHopa. YTobbl nogobpatb
nogxogsero JoHopa, HeobXxoaAMMOo NPOBECTYU
nccneaoBaHna aAns nNpoBepPKM COBMECTUMOCTH.
AnnoreHHasi TpaHCNNaHTaUnsg — UHTEHCUBHbIN
METOA feYeHnsi, NO3TOMY OH NOAXOAUT HE BCEM
naumeHTam.

lMepen TpaHcnnaHTaumen NpoBOAAT fie4eHne
ANt YHUYTOXEHUST COOCTBEHHBIX KIIETOK KOCTHOMO
Mo3ra naumeHTa 1 6omnbLUen YacTn ONyXoneBbIX
kneTok. Mocne aToro nauMeHTy BBOAAT
OOHOpPCKME KneTku. NepecaxeHHble CTBOMOBbIE
KINETKM 3acensitoT KOCTHbLIN MO3T U HAYMHAKT
Npon3BOANTL HOBbIE 310POBLIE KIETKN KPOBMW.
Kpome Toro, oHM aTakytoT OMyxofieBble KMETKH,
BbDKMBLUME MOCE NPeaBapUTENbHOIO NeYeHMS.
Ha BebG-cavitax, nepe4ncrieHHbIX B NocregHeM
pasgene, MOXHO HaNTW JOMONHUTENbHYIO
MHGOPMALIMIO O TPaHCNaHTauuN.
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[MopgaepxuBatowasa Tepanus

MoppepxuBarowas Tepanvst HanpaeneHa Ha
ynyJlleHme KayecTBa XusHu. Ee HasbiBatoT

TaKkKe CMMNTOMATUYECKOW U NannnMaTUBHOWN.
MopaepxuBatollasi Tepanus BaxkHa Anst BCex
MaLueHTOB, a He TOMbKO AN TeX, Yy Koro 3aboneeaHne
3aLUro oYeHb Aarneko.

MopaepxvBatoLLyo Tepanuio NPUMEHSIOT A4S
npeaynpexaeHns n obnerdyeHnst HexxenatenbHbIX
MCMXO3MOLIMOHANbHbIX U (PM3NYECKUX CUMMNTOMOB,
BbI3BaHHbIX PacnpOCTPaHEHNEM OMyXOMnn UMK
MPOTUBOOMYXONEBLIM JleYeHneM. HexenaTenbHble
ABNeHusl, 00yCrnoBMNEHHbIE NTEYEHNEM, Ha3bIBAKOTCS
nobo4HbIMK acbdhekTamu. NonpocuTe Bpaden,
3aHMMalOLLMXCS BaLLUM fIeYEeHMEeM, pacckas3aTb
Bam 000 Bcex Nobo4HbIX ahpekTax Ha3HaYeHHbIX
Bam npenaparos. B cnpaBoyHou Tabnuue 7
nepeyvmcrieHbl HEKOTOpbIe BUAbI NOSAEPKUBAIOLLEN
Tepanun, Heobxogumon naumeHtTam ¢ MO.

AHemus

Mpexne Bcero Bpay AOIMKEH OnpeaenuTb, HeT Nn
APYrvX Npu4vH onsa aHemmm nommmo M®. Takumu
NPUYMHAMM MOTYT ObITb KPOBOTEUYEHUS, paspyLLEHNe
3pUTPOLINTOB, eUUMT xenesa, BuTammHa B12 nnun
dronueBon KUCNOTbl. ECnn Takme NpuYmHbl ecTb, NX
HeobXxoaMMOo yCTpaHUTb.

OCHOBHOI METO[ NIeYeHNsI aHEMUM C BblpaXKEHHbIMM
cUMMNTOMaMun — 3TO NepenvBaHne 3pUTPOLUTOB.
[ononHuTenbHble BapuaHTbl NEYEHNA 3aBUCAT OT
YPOBHS1 3pUTPOMNO3TUHA.

lMepen nepenuBaHMeM JOHOPCKON KPOBU U3 Hee
yOoansT OCHOBHYIO Maccy nerkoumTos. Ecnu atoro
He caenaTb, NeKounTbl JOHOPa MOryT atakoBaTb
opraHusm naumeHta. Kpome Toro, Takas npoueaypa
CHWXXaeT pUCK nepegayn LMToMeranoBnpyCcHowm
nHdekuun (LIMB).

Meperpy3ka xenesom

Meperpy3kon ene3om Ha3bIBalOT HaKOMMeHne

B OpraHm3ame n3bbITOMHOrO KONM4ecTBa Xenesa.
Takoe COCTOsIHME MOXET Pas3BUTLCS M3-3a YaCTOro
nepenuBaHns 3puTpounToB. B aTom criyyae
Ha3Ha4aloT XenaTopbl Xxenesa — npenaparbl,
CMocoOHble CBA3bIBATb U BbIBOAWUTb M3 OpraHM3ama
nYLIHEee Xeneso. XenaTopHyl Tepanuio BpeMs OT
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BpeMeHU NpoBoAAT y naumeHToB ¢ M® 13 rpynn
HM3KOro 1 NPOMEXYTOYHOro pucka 1. Bam moryT
Ha3Ha4MTb XenaTopbl Xenesa, ecrnv Bbl NepeHecnu
6onee 20 nepenueaHuin KPosu 1 (M) ypoBEHb
deppuTuHa y Bac npesbiwaeT 2500 Hr/mn.

KpoBoTeuyeHus
I'IepenleaHme TpOM60L|,VITOB npoBOAAT B CrieayrLwnx
cny4adax:

> NPU KPOBOTEYEHUSIX, CBA3AHHbBIX C HU3KUM
YPOBHEM TPOMOOLMTOB;

> MpKW KOM4ecTBe TPOMOOLIMTOB MeHee
10 000 Ha MMm3;

> Npw KonmyecTee TpoMBounToB Gonee
10 000 Ha MM® 1 BO3HMKHOBEHWUW KPOBOTEYEHUSI.

Mepen nepenvBaHnem JOHOPCKOW KPOBU U3 Hee
yOanstT OCHOBHYH Maccy nemkountos. Ecnn atoro
He caenaTb, NEeNKOUMTbLI MOTyT aTakoBaTb OpraHu3mM
nauueHTa. Kpome Toro, Takas npouegypa CHwxaeT
puck nepegayun LIMB.

WHoraa nyTeM nepenvBaHns KpOBU HE yaaeTcs
OCTaHOBUTb KpOBOTEYEHME. B Takmx cnyyasx
NPUMEHSIOT aHTUOUBPUHONUTUYECKME NpenapaTbl.
OHM cnocobCTBYIOT CBEPTHIBAHUIO KPOBM.

MUHdekuum

M3-3a onyxonesoro rnpowecca u npoBoavMoro
neyeHus y naumeHToB ¢ M® nosbiwaeTcs
BOCMPUUMYMBOCTb K MHAEKLUMAM. Y3HalTe Y CBOEro
Bpaya, kakve NpuBMBKU BaM MOXHO caenatb Ans
npodounakTkm nHdekumn. Ecnmn Bel Yacto 6oneete
NMH(EKLNOHHBIMM 3aboneBaHnsaMY, Bpay MOXeET
Ha3Ha4YMTb BaM aHTUONOTUKM.

Ecnu y Bac HU3KUIn ypoBeHb HENTPOUIOB, TO
BMECTO aHTUOMOTMKOB BaM MOTYT Ha3Ha4YnUTb
npenaparbl, cogepXalume rpaHynoumTapHbIv
KonoHuectumynupytowmmn paxtop (M-KCP)
WNK rpaHynoumTapHo-MakpogaransHbIii
KonoHuectTumynupytowwmmn paktop (FMM-KCo).
Mpu ncnonb3oBaHUM 3TUX NpenapartoB ecTb
BEPOSATHOCTb Pa3BUTUSA CEPbE3HOI0 NOBOYHOro
appekta — paspbiBa CeNneseHkn, Mo3IToMy

y NaLUMEHTOB C YBENUYEHNEM CEeNne3eHKN nx
NPUMEHSIOT C OCTOPOXHOCTBIO.



5 Mwvenodunbpos

MopaepxunsaroLaa Tepanus

CuHgpom nuanca onyxonu

CI/IHﬂpOM JIN3nNCa onyxornun pa3snBaeTCd, Koraa
OpraHM3m He cnpasnAeTcA C BbiIBEAEHUEM NPOAYKTOB
pacnaga onyxosieBbIX KNETOK. 3710 npmneoanT

K NOBPEXOAEHMIO NMOYEK U TSHXXKENOMY HapyLLEHUIO
GanaHca anekTpoNuTOB B KPOBU. Takoe COCTOsIHNE
MOXET NpeacTaBnATb Yyrpo3y O5A XXU3HN.

lMpoBeaeHne NHAYKLMOHHOW XMMUOTEPaNumn MOXeT
BbI3BaTb CJ10. MHOYKUMOHHYO XMMMOTEPanuto
NPUMEHSAIOT AN neveHnsa mmenodnbposa Ha
NPOABUHYTLIX CTagmsax 3aboneBaHns 1 Ang rnevYeHus
ocTporo muenougHoro nerikosa (OMJT). B xoge Ttakon
XummoTepanum norndaet 6ombLUOe KONMMYECTBO

CnpaBoyHas Tabnuua 7.

MopaepxuBarowan Tepanus

onyxorneBblX KNETOK, N0O3TOMY B KPOBb NnonagaeTt
Cpagdy MHOro npoayKToB pacnana.

PasBuTne CJ/1O MOXHO NpeaoTBpaTuTh 3a cYeT
noTpebneHnsa 6onbLnNX 06bEMOB XUAKOCTU.

Ewe ognH cnocob npodmnakTnkm aToro
OCIMOXHEHUS1 — NPUMEHEHWE annonypuHona unm
pacbypukasbl 4118 CHUKEHMS YPOBHS MOYEBOM
kncnoTbl. Pacbypukasy nHorga HasHavaroT

B KA4YeCTBe Tepanuu nepeor NMHUK B criyyae
ObICTPOro HapacTaHusi KonmyecTsa GnNacTHbIX
KNeTok. JleyeHne HaymHatoT ¢ pacbypukasbl 1 npu
BbICOKMX YPOBHSIX MOYEBOWN KUCIOTbI UMK NpU
NoBpPeEXOEHNM MOYEK.

YcTpaHeHue apyrmx

npuU4nH aHemMnmn

* BocnonHeHune
nedvunTta xernesa,
¢onmMeBomn KUCIOThI

Mpwn yposHe 3MO Hmwxe 500 MEa/mn

o CTUMYNATOPbLI 3pMUTPONO33a
(ap63anoaTuH anbda 1 aNo3THH
anb@a)

* KnnHuyeckoe nccnegoBaHme

nB12 —)
Anemusi Mpu yposHe 3AMO 500 MEA/Mn v Bbille
* Neuenme * KnuHunyeckoe nccnegosaHme
remonuaa (npu
HeoBXoAMMOCTH) * Nanason
« MepenuBaxue * JleHanuoomua * npegHU30noH
SpUTPOLNTOB » Tanvaomug + NpegHWU30MoH
Meperpy3ka xxenesom » Xenatopsbl Xenesa
KpoBoTeueHusi unm HN3Kum * lMepennBaHne TpOMGOLNTOB
ypOBeHb TpoMGouuToB * AHTUPUOPUHONUTUKM NPU HEIPIEKTUBHOCTM NepenmBaHms TpPOMBOLMTOB
* BakunHauums
UHdekuun o AHTMOMOTUKN NPU YaCTbIX MHAEKLNAX
o [-KC® nnun MM-KC® npm yacTbIx MHPEKUMAX 1 HAKOM YPOBHE HENTPOHMIOB
* [mgpartaums B kKayecTBe NpomnakTuku
CuHapom nusuca onyxonu * AnnonypuHon unu pactypukasa ansi CH/XKEHUS yPOBHSA MOYEBOWN KUCMOThI

B KPOBM

Cepae4yHo-cocyaucTbie

° KOHch'IbTI/IpOBaHVIe n cneunaribHoe ne4yeHune
OCJ10XKHeHUA

Bbicokoe cogepXxaHue

* LinTopenyktmeHasa Tepanus
Knetok kposu npm NMM® LvTopeny P
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[dnHamunyeckoe HabntogeHne

CepaevHo-cocyauCTblIe OCNOXHEHUA
CeppoeyHo-cocyancTble OCrOXHEHUss TepMUHOM
«CepaeyHO-CoCyanCTbIN» 0603Ha4atoT BCe, UTO
OTHOCUTCS K CepALY Y KPOBEHOCHbLIM cocydam.
CyLLecTBYIOT (haKTOpbl p1UCKa, KOTOpbIE MOBbILIAT
BEPOATHOCTb pa3BUTUSA CepaeYHO-COCYANCTbIX
OCnoXHeHun. K HUMM oTHoCcATCS:

> BbICOKOE apTepuanbHoe AaBneHve
(rnepTeH3uns);

> caxapHblin gnaber;

> KypeHue.

Ecnu notpebyetcs, Baw Bpay NpUMeET Mepbl, YTOObI
YMEHBLUUTL BNUSIHUE 3TUX (hakTopoB. CHU3UTL
BbICOKOE apTepuanbHoe AaBrieHNe U KOHTPONMPOBaThb
YPOBEHb caxapa B KPOBM MOXHO C MOMOLLbHO
nekapcTBEHHbIX NpenapaToB. EcTb Takke npenapatsbl,
MoMoratoLLme CrpaBUTbCS C 3aBUCUMOCTBIO OT
HUKOTUHA.

340poBbIN 06pa3s KN3HM TaKKe MOXKET CHU3UTb PUCK
cepaevHO-COCyaNCTbIX OCNOXHEeHWA. CneunanucTbl
MOMOTYT BaM COCTaBWUTb NPOrpaMmMmy 340POBOro
0obpasa X13HM 1 NPUOEPKMBATLCSA €€ NMPUHLIMMOB.

B cocTtaB Takoi nporpammbl MOryT BXOAWUTb 300POBOE
nuTaHve, MuU3nYeckne ynpaxHeHs N NpaBuUmbHbIN
npuem BCEX Ha3HaYeHHbIX NekapcTs. Bam Takke
MOTryT NOMOYb BPOCUTL KYpUTb.

Bonbloe KonmM4yecTBO KNEeToK KpoBu

Y naumenToB ¢ [TM® yacTo 6bIBaeT NoBbILLEHHOE
KONMMYECTBO KINETOK KPOBK. B Takmx crniyqasax Moxet
NoHagobUTLCA UMTOPEeayKTUBHAA Tepanus, Hanpumep,
rmapokcmkapbammaom. MHorga umMtopeayKTUBHYIO
Tepanuio NPoBOASAT B AOMOMHEHME K ApYrMM Buaam
neYveHus ¢ Lernbio obrneryeHmns CUMMNTOMOB.

[InHamnyeckoe HabntogeHne

Mocrne Hayana nevyeHns Bam HyXHO byaer
perynsipHo BCTpeYaTbCs CO CBOMMM JieyaLumun
Bpayamu. PekomeHayeTcsa nocelyatb Bpaya kaxable
3-6 mecsueB. Npn BOZHUKHOBEHNN KaKNX-NTMOO
npobnem co 300poBbEM BaM MOryT NoTpeboBaTbCA
[AononHUTeNbHbIe BU3NUTLI. Bo Bpemsi nprema

Bpay OyOeT oueHMBaTh Ballle COCTOsIHNE, TeYEHMe
3aboneBaHnsa 1 pesynbraThbl NIEYEHUS.
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CraTyc 3aboneBaHus

Co BpemeHeM TeveHne muenodmnbposa MoxeT
yxXyawuTtbesa. Onga oueHkn ctatyca 3abonesaHus
Ha3Ha4aloT aHanM3bl KpoBW. 3anonHeHne ONPoOCHUKa
MIMTH-10 nomoraeTt oLeHUTb TAKECTb CUMITOMOB.
Ecnn 3aboneBaHvne Ha4MHaET NPOrpeccMpoBaTsb,
MOryT NOHAZobUTbCS acnMpaunoHHas bruoncus

1 TpenaHobuoncus. Ecnv go 3Toro npMmeHsinach
BbbKyAaTenbHas TakTuka, TO Ha 9TOM aTane MoXeT
ObITb HAYaTO aKTUBHOE NeYeHune.

Pe3ynbkTraTthbl nevyeHus
CyLlecTByeT HECKOMNbKO BMAOB OTBETa Ha Jle4eHune.

> OTBeT N0 aHeMM1M 3aKHYaEeTCs
B HOpPMasn13auum ypoBHs reMornobuHa mnu
BO3MOXHOCTMW OTKa3a OT NePENUBaHNIA KPOBMU.

> OtBeT co CTOPOHbI CeJie3eHKU 3aKn4aeTcAd
B 3HA4YMNTENNIbHOM COKpalleHUN ee pa3MepoB.

> OTBeT No cMMNTOMamMm 3aki4aeTcs
B CyLLECTBEHHOM CHMXEHUN NX BbIPaXXEHHOCTU.

> KnuHuyeckoe ynyuyweHue — OauH nnu
HECKONbKO 13 NepPeYMCIEHHbIX BbilLe
BMJOB OTBETA U OTCYTCTBUE NPU3HAKOB
NporpeccrpoBaHns

CyLiecTBylOT CTaHAAPTLI ANS OLLEHKM OTBETa Ha
rnievyeHne, KoTopble NMPUMEHSIIOT NPy NPOBEAEHNM
KMMHUYEeCKMX nccregosaHun. Cnegyer MMeTb B BUAY,
4YTO NevYeHne MOXeT AeNCTBOBaTb, AaXe eCrin ero
pesynbTaThl HE YKNaabiBaOTCS B 3T CTaHOapThI.

B xoae knuHW4yecknx uccrnefoBaHuin HabnogaeMblii
OTBET Ha feyeHne OTHOCAT K OHOW U3 YeTbIpex
KaTeropumn.

> TonHas pemuccusa — Hambonee
GnaronpusITHbIA pesynbraT, NPy KOTOPOM HET
NPWU3HaAKOB OMyXOSIEBOro NpoLiecca, pesynsraTtbl
aHarnu3aa KpoBu 1 Groncum KOCTHOro Mo3sra
HOpMaribHble UNK Grn3KkM K HopMasibHbIM,
CUMMNTOMbI 3a00NeBaHNA NCYE3NU, a NeYeHb
N ceneseHka BEPHYNMUCb K HOpMasibHbIM
pa3mMepam.

> YacTuyHaa peMuccusi — XOpOLUNIA pesyrnbTaTt
nevyeHusi. B aTom cnyyae nokasatenu Kposu
MOryT GbITb HOpManbHbIMK, MMBO pesynbTaThl
NCCrnefoBaHNs KOCTHOTO MO3ra HopMarsibHbIe, a
nokasaTenu KpoBw NocTeneHHO HOPMarnm3ayTcs.



5 Mwuenodunbpos

MpoaBuHyTasa ctagna mmenodundposa n OMJI

CumnTombl 3a6oneBaHna UcYesnu, a neyeHb
1 ceneseHka BepHymnmncb K HopMarnbHbIM
pas3mMepam.

> OTCYTCTBVIe oTBeTa Ha ne4yeHune — He
OOCTUrHyTa aaxe 4YaCctu4yHada pemMnccusa.

> [porpeccupoBaHue — 370 yxydLleHne
TeyeHus: 3aboneBaHus.

OueHunBaTh pesyrnbraTthl IEYEHUSI MOXHO Takke No
N3MEHEHUIO CTPYKTYpPbI KMETOK.

> LuTtoreHeTn4yeckas pemMuccus 3akrnoyaeTca
B YMEHbLUEHNN Konn4yecrtea Ll,ed)eKTHbIX
XPOMOCOM uIKn NMOJTHOM UX OTCYTCTBUN.

> MonekynsipHasi peMUCCUA 3aKNioyaeTcs
B YMEHbLUEHWNM KONMYeCcTBa MOMEKYNSAPHbIX
mMapkepoB M® unu noriHoOM UX OTCYTCTBUMU.

CmeHa Tepanuu

BbiBaeT, 4TO cHayana fneyYeHne gaeT xopoLune
pesynbTaThl, a 3aTeM NepecTaeT AeNCTBOBaTb. Takoe
SBMNEeHne HasblBaeTca peunamBom. VIHorga acpdekt
neyeHuns bbIBaeT HeAOCTaTOYHbIM UM €ro HET
coBceM. Munenocmbpo3s MoxeT TpaHCHOPMUMPOBATLCS
B OMIJ1.

B cny4ae HeahhekTMBHOCTN OOHOrO Npenapara
BO3MOXHa CMeHa Tepanuu ¢ Nepexogom Ha ApYron
npenapart. B nogpasgene HavyanbHbil aman fevyeHus
NpvBeaEHbl BO3MOXHbIE BapuaHTbI CrieayoLLen
NINHWK Tepanun B 3aBMCUMOCTM OT Fpynnbl pucka.
BoamoxxHocTn npu nporpeccuposarHun M® oo
NpoABUMHYTON CcTagun 1 npu TpaHcdopmaumm B OMJT
OMnnCaHbl HUXe.
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[MpoaBuHyTas ctagus
muernodgubposa n OMJI

Mepen Ha4Yanom neyeHus Heobxoanmbl
OOMONHUTENbHbIE NCCneaoBaHns. B Tom uncne moryT
noHagobuTbCst acnupauMoHHas 1 TpenaHobuoncus
KOCTHOro mMo3sra. B nepeyeHb nabopaTopHbIX
nccnegoBaHm 06pa3uoB KOCTHOrO MO3ra 1 KpOBU
MOTYT BXOAMTb LIMTOrEHETMYECKMI aHanm3, NpoToYHas
LUTOMETPUS N MONEKYSSIPHbIE MCCNEAOBaHMSA ANis
onpeaenenns Mytaumm, ceasaHHbix ¢ OMIJT.

KnuHunyeckne nccneposaHus

Bo3MOXHbI BApMaHT 415 NaLMeHTOB C TakUM
AMarHo3oM — yyacTue B KIMHUYECKOM UccreaoBaHumn.
Y3HaiTe y Bpayen, KoTopble 3aHMMalTCA BallUm
rnie4yeHneM, OTKpbIT N1 cenvac Habop B nogxoasiuee
BaM KITMHWYECKoe nccregoBaHue.

MNnomeTunupyowme npenaparbl

n XummoTtepanumsa

OpyrMMn BO3MOXHbIMU BapuaHTamMm nNoMmmo
KNMMHUYECKMX MCCneaoBaHnii MOryT ObITb
rMMNOMETUNNPYIOLLME NpenapaTtbl UM XMMUoTepanusi.
K runomeTnnupyowmum npenaparam oTHOCATCH
asaumMTnavH n geuntadbuH. nsa neyeHns OMII
Ha3Ha4alT XUMUOTEpPAarMH.

Ecnun Bam nokasaHa xumuoTtepanusi, Bbiobop pexxmma
OyOeT 3aBMCETb OT TOrO, BO3MOXHA I B BaLLEM
cnydvae annoreHHasa TI'CK. Ecnu HeT, npoBogaT
HM3KOL,030BYH UHAYKLMOHHYH XMmoTepanuio. Ecnm
annoreHHas TICK Bo3mMoyHa, To AN AOCTUKEHUS
PEMUCCUN NPOBOASAT BbICOKOAO3HYH UHAYKLMOHHYH
XUMUOTEPAnuIo.

MogpobHee 06 MHOYKLUMOHHON XUMMUOTEPaNMK
npy OMJ1 MOXHO NpoYnTaTh Ha CTpaHuLe
NCCN.org/patients/quidelines/cancers.aspx#aml.

AnnoreHHas TpaHCMJ1aHTaUuusA
remMono3aTU4YeCKnUX CTBOJMOBbIX KIeTOK
(anno-TrCK)

AnnoreHHasa TICK gaet waHc Ha nonHoe naneyexue,
O[fHaKo M13-3a cBoel Hebe3onacHOCTN STOT METO/,
noaxoauT He BceM. BonbLUMHCTBY NauneHToB
annoreHHasi TpaHcnnaHTaLUms NPoTUBOMNOKa3aHa.


http://nccn.org/patients/guidelines/cancers.aspx#aml
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Mwuenocunbpos

KpaTtkoe cogepkaHue

>

Mwnenodnbpos — ato obpasoBaHue pybLoOBOWA
(donBpO3HOIN) TKAHM B KOCTHOM MO3reE.

Mwnenodnbpos cuntaeTcs NePBUYHBIM, ECNN
[0 aToro y Bac He 6bino MIMNH gpyroro Buaa.
Ecnu xe y Bac ectb UM unun 3T, T0 npu
nporpeccrMpoBaHnmn 3aborneBaHnst OHO MOXET
nepenTtn B Mmenocgmdpos. B Takmnx cnyyasx
Mnernogrbpo3s Ha3bIBalOT COOTBETCTBEHHO
nocrnonuuuteMmyeckum (noct-UMn Mo) nnn
noctrpombounTemmnyeckum (noct-OT MO).

O6pa3zoBaHne hnbpo3HOM TKaHN B KOCTHOM
MO3re MOXET NPUBECTU K CHIDKEHWNIO KONNYECTBa
KneTok kposu. Ha paHHen ctagum M®
rnBpPO3HOM TKAHN B KOCTHOM MO3re MOXeT

N He ObITb.

Bbibop neveHns Ha Ha4YanbLHOM 3Tane
onpeaensieTcsa rpynnon pucka. Yyactue

B KNMHWYECKOM UCCNefoBaHNM — ofHa U3
BO3MOXHOCTEN Ansi NauMeHToB BCEX rpynn
pucka. HabnogeHne 6e3 neyeHns MOXeT ObITb
NOAXOASALMM BapvaHTOM ANs NaLMeHToB

13 rpynn HU3KOro pucka 1 NPoOMeXyTOYHOro
pucka 1 6e3 cumnTomos. [Npu nosBneHun
CMMMNTOMOB Ha4YMHAIOT aKTUBHOE feyeHne
uMTOPEeayKTUBHBIMU MpenapaTamMu Unu
NHrMbMTOopaMun knHasbl JAK2. AnnoreHHas
TICK — BO3MOXHbIV BAPUaHT ANns NauueHToB
¢ M® 13 rpynn npoMexyTo4HOro 1 BbICOKOTO
pucka.

MomMy1MO NPOTMBOOMYXONEBOrO NEeYeHust
NPOBOAAT NOoAAEPXKMBAOLLYIO Tepanuio Ans
NpeaoTBpaLLEHUs UNu obreryeHns CUMNTOMOB,
CBSAI3aHHbIX C OMyXOs1eBbIM NPOLECCOM.
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Bam npugetcs perynsapHo npuxoauTb Ha NpuemM
K cBoeMy Bpady. Bo Bpemsi npvema Bpau

OyadeT oLeHMBaTb Balle COCTOSIHUE U TEYEHMEe
3aboneBaHus.

B npogsuHyTom ctagun M® n B cnyyae
TpaHcdopmaumm 3abonesaHms B OMIJ1

OOHVIM U3 BapMaHTOB MOXET ObITb

y4yacTue B KITMHUYECKOM UCCrenoBaHuu.
Opyrue BO3MOXHOCTU — MpUMEHEHWEe
rMNOMETUNMPYIOLLIMX NpenapaToB Unu
XvmMuoTepanus. Y HeKOTOpbIX NaUMeHTOB nocne
TaKoro neyeHnsi NOSIBNAETCH BO3MOXHOCTb
annoreHHon TpaHcnnaHTaumm.



6

[IpuHATME peLlleHnn 0 neYyeHun

Bbi6op 3a Bamu

Kakne BOMpPOCHI 3aAaTb Bpavy

BbiGop mexay BapmaHTamu

Beb-canThbl

KpaTKoe cogepxaHue

NCCN Guidelines for Patients®
MwuenonponudepateHble HoBoobpasoBaHusi, 2019




6 [MpuHATUE peLueHnii 0 neYeHnm

Bbibop 3a Bamu |
Kakne Bonpochkl 3agatb Bpayvy

OHKONOrMYeCKUiA AMarHo3 BCceraa Bbi3biBaeT
cunbHoe noTpsiceHne. Ha Bac obpyLumBaetcs
macca MHdopMaLKM, a BPEMEHM Ha pasayMbst
MOXET ObITb COBCEM HEMHOTrO. Llenb atoro
pasgena — noMo4db BaM B NPUHSTUAN PeLLEHWN,
COOTBETCTBYHOLLMX BaLLMM YOEeXKAEHUSM,
NPeanoYTEHNAM U MIUYHBIM LIEHHOCTSIM.

Bbi6op 3a Bamu

JTroam no-pasHoOMy NpeacTaBnsoT CBOK pPorib B Beibope
BapuaHTa neveHus. Bbl MoxeTe YyBCTBOBaTL CE0SA He

B cuIax NpUHMMaTb CTOMNb OTBETCTBEHHbIE PELLEHMS.
370 MOXET ObITb CBA3AHO C CUMbHBIM CTPECCOM,
KOTOPbIV Bbl UCTIbITbIBAETE. BaM MOXET ObITb TSPKENO
CNbILWaTh 1 BOCMPUHMMATb TO, YTO BaM rOBOPAT

0 BalLeM 3abonesaHmn. CNocoOHOCTL NPUHMMATL
npaBuIbHbIE PELLEHMST MOXET CHU3UTBLCS 13-3a
SMOLIMOHAaNbHOro HaNpskeHus1, 6onun 1 Bo3aencTBms
nekapctB. NHoraa GbiBaeT TpyaHO NPUHUMATL
peLleHns n3-3a HegocTaTka 3HaHWI B 9Ton obracTu.
Bo3MOXHO, Bbl HUKOIAA paHbLUe He Cribiwanm
TEPMMHOB, KOTOPbIE UCMONb3YOT Bpauu Ans ONMcaHus
©onesHn, METOAOB AMArHOCTUKN N NeYeHust. Bbl Takke
MOXETe cuMTaTh, YTO Ball BeIOOp Bpsig Ny OyaeT nydiie
TOrO, YTO NPEAIoXaT Bpayun.

MHorga npolue no3BonuTb ApYrMM peLlatb, Kakow
BapWaHT Nogonaert Bam nydiue Bcero. Ho komy Obl

Bbl XOTEMMW 3TO NOPY4YMTL? Bbl MOXETE MOMHOCTLIO
[0BEPUTL BbIOOP NPaBUIbHbLIX PELLUEHWI CBOVM
Bpadvam. OfHaKO ecnm XOpoLUNX BapMaHTOB BorbLue
0[HOro, Bpayun He BCceraa MoryT caenarb 3ToT Bbibop 3a
Bac. Bbl MoXkeTe NonpocuTb NOMOLLM Y CBOUX OIN3KUX.
OHK MoryT cobpatb HyXXHYH0 MH(OPMaLWIO, NOrOBOPUTL
BMECTO Bac C BpayaMu 1 COBMECTHO C HUMM MPUHATb
HY>XHOe peLueHne. [Jaxe ecnu peLueHune o Bbibope
NpeacTosiLLEro fIed4eHnsa NpMMyT 3a Bac Apyrue, Bbl

BCE paBHO OOMKHbI OyaeTe Bbipas3vTb CBOE cornacue,
nognucas crneumanbHyo opmy.

Bbl MOXeTe NonTu Apyrum nyTem n 3axoTute caenatb
BbIGOP CaMOCTOSATENBHO UMK akTUBHO y4acTBOBaTb

B npouecce NpUHATUSA peLleHns. bonbumnHCTBO
nauueHTOB NOCTYNatT MMEHHO Tak. lMpu
COBMECTHOM MPUHATUM peLleHns Bbl obMeHnBaeTech
MHbopMaLmen co CBOMMM Bpadamu, B3BelLMBaeTe
pasHble BapunaHTbl 1 COrfacoBbIBaETE MaH NeyveHus.
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Bpaqm 3Hal0T, KakKne Hay4Hble OaHHble neXxart
B OCHOBE Balllero njfaHa ne4vyeHuad, 3aTto Bbl Jy4lle
3HaeTe 0 CBOUX npo6nemax n uenax.

Kakne BOMNPOCHI 3aAaTb Bpayy

Ckopee Bcero, B xoe NnevyeHns Bam BCTPETATCA
Bpayu, KOTOpbIE CNeunanmnanpyroTca B CamMmbiX pasHbIX
obnacTtax meauumHbl. MNocTtapanTech M3BNEYb
MaKCUMYyM nonb3bl U3 Kaxaon 6ecenbl. MNepen
BCTpeYen C BpayoM NoaroToBbTE BOMNPOCHI, a BO
BpeMs becenbl cnpaluvBanTe, ecnm To, YTO FOBOPUT
cneumanucT, BaM He COBCEM MOHATHO. Bbl MoxeTe
BECTM 3anuvcu no xoay 6eceabl 1 B3ATb ¥ Bpada Konum
CBOVX MEONLIMHCKNX OKYMEHTOB.

Bo3MoxHO, Bbl 13BrneyeTe Gonblue nornb3bl U3

TaKk1X BU3MTOB, ECINN NPUAETE BMECTE C CYyNpyrom,
NapTHEPOM UMK C KEM-HUOYAb M3 YNEHOB CEMbMU

nnun apysen. Ha atux Bctpeyax MoXeT Takke
NpUCYTCTBOBATL YeNoBeK, NpeaCcTaBnsoLLINiA

BaLLM MHTEPECHI KaK NauneHTa, Unv MeauUmnHCKUiA
koopanHaTop. ConpoBoXxaaroLme NoMoryT BaM 3aaatb
HY>KHbl€ BOMPOCHI 1 3aMOMHUTL BCe, YTO ckasan Bpau.
Ha cneayrowyx ctpaHuuax npuBeaeHb! NpUMepHbIe
BOMPOCHI, KOTOPbIE Bbl MOXETE 3aaTb Bpauy.

1

CHauarna s 06Cy>X/1alo IJIaH JIeYeHUs

M U3SMEHEHMSI B HEM C TeMaTOJIOTOM II0
MECTY XXUTEJIbCTBA, a 3aTEM COBETYOCh
CO CIIEITMAaJIMCTOM B OHKOJIOTMYECKOM
LIEHTPeE, YTO6bl IPUHATH OKOHYATEJIbHOE
peuieHue. brarozgapsi aToMy Mbl Bce

B KypCe IIPOUCXOAAIIETO ¥ MOXEM
coo61i1a ITPUHSATD PelIeHNe, KOTOPoe
OyZeT OJIi MeHS ONITUMAaJIbHBIM.

— AHTBbe,
MMalMeHTKa C 3CCeHIIMabHON
TpoMb6oLIUTEMUEN



6 lMpuHATWE peLueHnit 0 neYeHun Kakne Bonpocskl 3agaTtb Bpayy

Kakon y MeHs1 AnarHo3 u NporHo3?

BaxkHo NOHMMAaTb, YTO CYLLUECTBYIOT pa3Hble BUAbl OMNyXOJ1E€BbIX 3aboneBaHunn. ,El,a>|<e onyxonu

C OAnHaKoBbIMU Ha3BaHNAMU MOTYT CUITbHO pa3nmn4aTbCd No CBOUM XapakKTepUCTUKaM. Bpaq
0OBACHUT, KAKOW y Bac TUM OMyXOSN, ONMpasCh Ha pe3ynbraThl NPOBeAEHHbIX 06CneaoBaHNN.
Bo3amoxHO, OH COO6UJ,I/IT BaM O npegnoriaraemMom MnporHose. |_|p0rHO3OM B MegunumnHe Ha3bliBaloT
npenckasaHme BeposTHOIO pas3BUTUSA U Ucxoda 3aboneBaHus. 3HaHMe NPOorHo3a MoXeT NOBMNUATb
Ha Ball Bbl60p BapunaHTa neyvyeHun4.

1. B Kakom MecTe y MeHsi BO3HUKIa onyxonb? M3 kakoro Tuna knetok? Yacto nu BcTpeyaeTcs aToT
BMA ONyXxonn?

2. Kakas y meHs rpynna pucka? 3HauuT nv 3T0, YTO Y MEeHS NpoaBuHyTas cragns abonesaHns?
3. bbIcTpo nn nporpeccupyet atoT Bug MIMH?

4. KakoBa B MOEM Crly4ae BEPOSITHOCTb TpaHcdhopmauun 3abonesaHnsa 8 OMJ17?

5. Kakue obcnenoBaHusi Bel MHE pekoMeHayeTe?

6. e oHn ByayT npoBoanTbca? CKONbKO BPEMEHN 3aHMMAIOT 3TW 06CregoBaHNa U ByayT N OHK
©one3HeHHbIMK?

7. YTto Oymer, ecnu 51 3abepemeHern?

8. Kak MHe nogrotoBuTbcH K 06crnegoBaHnsaAM?

9. HyXHO N NPUHECTN CMUCOK SIEKapCTB, KOTOPbIE S MPUHUMat0?
10. Hy>HO nn MHe B3Tb KOro-HMOyab C cobomn?

11. Kak yacto atn o6cnenoBaHus fatoT oWMBOYHbIE pe3ynbTaThl?

12. Jagute nu Bbl MHE KOMWIO NaTOMOPAONOrMYeCcKoro 3akioHeHUsl U OpYrux pesynsraToB
obcnegoBaHUn?

13. K10 pacckaxeT MHe 0 ganbHenwnx gencremax? Korga?
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6 [MpuHATUE peLueHnii 0 neYeHnm Kakne Bonpochkl 3agatb Bpayvy

Kakune BapunaHTbl J1Ie4EHUA MHE I'IO,EI,XO,EI,FIT?

He cyliectByeT eamMHOro npuHUmMna neyveHns, KOTopbln naeansHoO nogxoaun 6el Bcem naumeHTam.
YacTto nmeetcs BbIGOp MeXay HECKONbKMMM BapuaHTaMu fIEYEHUS, HE CYUTas BO3MOXHOCTM
y4yacTusl B KITIMHUYECKOM UccrieqoBaHnn. Bal Bpay npoaHanuanpyeT pesynsratbl 06crneqoBaHni
N NOpeKOMeHAyeT NOAXOASALLME BapUaHThbI.

1. Yro BygeT, ecnu HUYEro He NpeanpuHUMaTh?

2. MOXHO nn mHe MPOCTO peryndapHoO HabnogaTbea ans KOHTPOI1A 3a COCTOAHNEM onyxonm?

3. Caepsetecb nu Bbl ¢ pekomeHaaumamm NCCN, korga paccMmaTpuBaeTe noaxoasiimve BapuaHThbl
neyeHunsa?

4. OTnuyatoTcs N BapuaHTbl, KOTOpble Bbl NpeanaraeTe, ot pekomeHgaumi NCCN? Ecnu aa,
TO noyemy?

5. EcTb nu KNMHWYECKe nccneaoBaHnsa cpean TeX BapMaHTOB, KOTOPbIe Bbl MHe npeanaraeTte?
ObbscHuTe, NoxanynucTa, novyemy?

6. [lloaxoauT nNu MHe ansnoreHHas TpaHcn1iaHTauna CTBOJ10BbIX KNeTok?

7. Kak BnustoT Ha BbIGOp BapMaHTOB JIEYEHNsT MOV BO3paCT, COCTOsIHUE 340POBbA U Apyrue
dakTopbl? YT0 Oyaert, ecnu 51 3abepemeHern?

8. Y Kakoro u3 BapnMaHTOB camas BbICOKasi foKazaHHas a(pPeKTUBHOCTL?

9. Kakue BapuaHTbl NOKa HEAOCTAaTOYMHO NOATBEPXKAEHbI HAYYHBbIMU AAHHBIMUW?

10. KakoBbl NpenmyLLiecTBa Kaxgoro u3 BapuaHtoB? ECTb nv cpeam HMX Takve, KOTopble MO3BONSHOT
paccyuTbIBaTbh Ha MNOSIHOE MU3NneyYeHne Unu AnuTenbHy pemmnccuio? EcTtb nu cpeam atux
BapWaHTOB Takune, KOTOPbI AalT MHe BorbLue WaHCcoB, XOTa 6bl HeHamMHOro? EcTb nn Takue,
KOTOpble NOTPEBYIOT MEHbLLE BPEMEHUN Ha NeYeHne UM MeHbLLEe pacxodoB?

11. Kakue puckmn CBsi3aHbl C KaxXablM U3 BapnaHToB? Kakne MoryT BO3HUKHYTb OCINOXHEHUA?

Kakne BO3MOXHbI peakme 1 YacTtble NoboyHble 3dekTbl? BbICTpo Npoxoasiwmne 1 Aonro
coxpaHsioLmeca? CepbesHble n nerkme? Ectb nu gpyrne puckn?

12. Kak Bbl y3HaeTe, 4TO fiedeHme MHe NnoMoraeT?

13. Kakue BapuaHTbl, y MEHSI OCTaHYTCS, €CNX NTEYeHNE He NOAENCTBYET?

14. Kak MOXXHO NpefoTBpaTvTb U 0bnerdntb Nobo4vHble 3hEKTbI neveHna?
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UTo noTpebyeTca OT MeHs1 B cny4yae Bblibopa aTUX BapuaHTOB?

MHoruve nauyneHTbl AymMmatoT O TOM, KaK Bbl60p TOro UM NHOTO BapuaHTa ie4yeHnA NoBIINAET Ha UX
XN3Hb B NPakKTN4eCKOM CMbICIIE. 3HaTb 006 aTOM BaXHO, Be[b Y KaXX0ro Moxet ObITb ceMbA, pa60Ta
n gpyrne ob6s3aHHOCTH, TpebyoLLmMe BPpEMEHN U yeunuin. Bac MoxeT Takke 6ecnokontb To, YTO BaMm,
BEPOATHO, n0Tpe6yeTc;| MOCTOPOHHAA NOMOLLb BO BpeMA NeYeHU4. Ecrnn nogxoaAawmnx BapnaHToB
HECKOIbKO, A4 BaC MOXeT ObITb Ba)KHO Bbl6paTb N3 HUX HanMeHee O6peMeHVITeJ'IbeIl7I.

1. HyxHo nn mHe 6yaeT npmxoauTb B 60nbHMLY nnn ewe kyaa-Hmbyab? Kak yacto? Ckonbko byaer
npoaomKaTbCs Kaxaoe nocelleHne?

2. O 4yeMm MHe HYXXHO No3aboTUTLCS, ECNK ANS NeYeHns NPUAETCS Aaneko e3guTb?

3. byget nu y meHs BbIBOp, Koraa MMeHHO HavaTb feveHne? Cmory nu 9 BeibnpaTs gaTy U Bpems
ne4vebHbIX Npoueayp?

4. Kak MHe noarotoBuTbCA K neveHunto? MNpuaeTcs N MHe NpekpaTuTb NPUeM Kakoro-Hubyab n3 Momx
06bIYHbIX NekapcTB? EcTb Nu Kakue-HUOyab OrpaHNYeHns B OTHOLLEHUN NULLN?

5. HyxHo nn mHe 6paTb Koro-HMbyab ¢ cobow, korga s 6yay npuxoauTb Ha nedeHme?
6. byget nu nevyeHne 60ne3HEHHBIM?

7. Ckonbko Oyget ctoutb neveHne? Kakme pacxogbl NOKPbIBAET MOSI CTPaxoBKa?

8. [Mpugetca nu MHe nponyckatb paboTy nnu yyeby? Cmory nv 9 BoAUTb MalLnHy?

9. TloHagobuTcsa N MHe crneumnanbHbIN AOMaLLHUA YX04 nocne nevyeHnsa? Ecnv ga, To kakow
VMEHHO?

10. Kak ckopo 51 6yay 4yBcTBOBaTH Ce65 HOPMarnbHO?

11. Korga s cmory BepHyTbCs K 0ObIYHOMY 00pasy Xn3Hu?
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Kakon y Bac onbIT B 3TOM 0bnactn?

HaqubIe nccrnenoBaHuA nokasbiBatoT, YTO pedyribraThl JieHeHUd ny4dlle y TexX naunmeHToB, KOTOPbIX
neyart 6oree onbITHbIE Bpa4u. BaxxHo y3HaTb, cneynanmn3npyetca nm spayd MMEHHO B TOoM obnactu,
K KOTOpOVI OTHOCUTCA I'IpGD,J'IO)KGHHbIVI MM MEeTo NneYeHunA.

1.

2.

EcTb nn y Bac ceptudpmkat? Ecnm ga, To No Kakow cneunansHOCT?
CKornbko y Bac 6bI/10 NauneHTOB C Taknm 3aboneBaHnem, Kak y MeHsa?
CKorbKko pas3 Bbl BbIMOMHANN NPOLEAYPY, KOTOPYIO Npeanaraete MHe NponTm?
CocTaBnsieT nv neyeHre 3TMM METOAOM OCHOBHYIO YacTb Ballew NPakTUkn?

Y CKONbKNX U3 BalLMX NALUMEHTOB ObINN OCNOXHEHNA?
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Bbibop mexay BapuaHTamum

Bbibop mexay BapvaHTamu

MHorga o4eHb TpyOoHO peLunTb, Kakor BapmaHT nyuLue.
Y Bpayen pasHbix crneynansHocTen MoryT ObiTh
pasHble MHEHWUS] OTHOCUTENBHO TOrO, KAKOW BapuaHT
OygeT nyywmm ans Bac. 310 MOXET NPUBECTYU

B 3aMellaTenbCTBO. Baw cynpyr unu naptHep
MOXET He COrnacuTbCs C TaM, BapuaHTOM, KOTOPbIN
npegnoynTaeTe Bbl. ITO MOXET BbI3BaTb CTPECC.

B HekoTopbIX cnyyasax HeT ybeanTenbHbIX AaHHBbIX,
4YTO OOWH BapuaHT neyeHnst bonee acpPeKTMBEH,
yeMm Apyroun. Hmke onmncaHbl HECKONbKO CNOCoboB,
nomMoratLLmMx caenaTb BblOop.

BTopoe MHeHue

BrnonHe ectecTBeHHO, y3HaB 0 CBOEM AuarHose,
CTPEMUTBLCS CKopee HavaTb neveHne. besycrnosHo,
OHKonorndeckoe 3aboneBaHne Henb3s UTHOPUPOBATb,
BCErga ecTb BpeMs NnokasaTb CBOM pe3yrnkraThbl
obcnegoBaHuin ApyroMy Bpady, YTOObl OH NPEANOoXun
BaM CBOW MraH rneveHus. Takasi npoueaypa
Ha3bIBaeTCs MONy4YeHNeM BTOPOro MHEHUS 1 3TO
06blYHas NpaKkTNKa B OHKOMOrMM.

OG6palyeHre 3a BTOPbIM MHEHMEM BOBCE HE O3HAYaEeT,
YTO Bbl HE JoBepsieTe nepBoMy Bpady. Korga camu
Bpaun 3aboneBaroT pakom, HOMNbLUNHCTBO U3 HUX
nepen Hayanom neveHust obpaLLatoTcs K HECKOMbKUM
cneumanucTam. bonee Toro, HekoTopble NporpaMMbl
MeOMLUMHCKOro CTpaxoBaHus npeagycMaTpuBaioT
rnony4yeHne BTOPOro MHeHus. Ecnv B Bawly nporpammy
CTpaxoBaHUsi He BKIHOYEHa CTOMMOCTb MONy4YeHust
BTOPOro MHEHWSI, Bbl MOXETE ONNaTuTb €ro
CaMOCTOSITENBHO.

Ecnu o6a MHeHus coBnaayT, Bbl OyaeTe MeHbLue
BONTHOBATbLCS O caernaHHoM Bblibope. Ecnn
cneumanucTbl pasoigyTcs BO MHEHUSIX, CTOUT
nogymatb O TPeTbeM MHeHUW. Korga peyb naet

0 pake, NpaBUIbHbIN BbIGOP METoAa NeyYeHns
0co0eHHO BaxeH. OT 3Toro Bolbopa MOXET 3aBUCETb
NPOOOIMKUTENBHOCTb N KAYE€CTBO XKMU3HM.

Mpynnbi noaaepxku

Momumo pasroBopa co cneuuanucTamu, Bam MOXeT
NMOMOYb 0BCYXAEHME STUX BONPOCOB C NMIOALMU,
KOTOpble ObINM B TaKOW ke cuTyauun. B rpynnbl
noaaepXku obbIYHO BXOAAT NauUMeHTbl, HaxoasaLwmecs
Ha pasHbIX aTanax fneyeHns. Hekotopble 13 HUX
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TONbKO peLlatoT, Kakon BapuaHT UM BbiOpaTh, a

y OPYruX fiedeHmne yxe 3akoH4mnock. B rpynnax
NOAAEPXKKN Bbl MOXETe 3afaTb MHTEPECYOLNE Bac
BOMNPOCHI 1 y3HaTb 06 onbITe APYrMX NauMeHToB

¢ MINH. CneayeT nmeTb B BUAY, YTO NPX OOQHOM 1 TOM
Xe AnarHose 3aboneBaHue y pasHbIX NauMeHTOB
MOXET UMETb CBOM OCOOEHHOCTM — C TOYKMN 3PEHUS
cTagun, konuyectaa (GakTopoB pucka u T.n. MNMoatomy
B BalLeM Cry4yae BapuaHTbl fIe4eHnst MOryT ObiTb HE
TaKMMU, Kak y Opyrux.

OLleHKa npevmyLllectB n HegOCTaTKOB

Y KaKgoro BapuvaHTa ecTb CBOW MOMOXUTENbHbIE

N oTpuuaTtenbHble CTOPOHbI. NoMHUTE 00 3TOM,
peLuas, kakov BapuaHT BblbpaTtb. Ob6cyxaeHne

C APYrMMu flogbMM YacTo MOMOraeT BbISIBUTL Te
NpeMMyLLEeCTBa N HEAOCTATKX, O KOTOPLIX Bbl AaXe
He nogo3peBanu. Tak, Hanpumep, Bam byaeT npolue
peLnTb, CornacHbl N Bbl Ha 6onee MHTEHCMBHOE
neyeHune, 3Has, YTo NpM 3TOM yBenm4MBaeTcs
BEPOSITHOCTb JONTOBPEMEHHbIX MOBOYHBLIX 3hEKTOB.
MoxHo ncnone3oBaTtb cuctemy 6annos ot 0 go 10,
YTOObI OLIEHUTb KaxabIi aKTop, BeOb HEKOTOPbLIE
dakTopbl MOTYT 3HaYNTL ANs Bac bonblle, Yem Ans
apyrux. BnonHe HopmanesHoO 06CyxaaTb CO CBOMMU
BpavamMu BOMPOChI O TOM, Y€Ero Bbl XOTUTE MONYYNUTb
OT NeYeHus.

1

OueHb BaXXHO IIOJIYYUTDb BTOPOE MHEHUE
Yy CIitenquayinCTa OJisd IIOATBEPXAOEHU A
OMarHo3a M oIipeneyieHud IIJIaHOB Ha

oynysee.

— Kamn,
HaljMeHTKa C UICTUHHOM
HONIUIIUTEMUEN



6 [MpuHATUE peLueHnii 0 neYeHnm Beb-cantbl | KpaTkoe cogepxaHue

Beb-canTtbl KpaTtkoe cogepxaHue
Leukemia & Lymphoma Society > COBMECTHOE MPUHSATUE peLLEHNst — 3TO NPoLLece
LLS.org/informationspecialists COCTaBIIeHNs NnaHa feYyeHns, B KOTOPOM Bbl

ydacTByeTe BMeCTe C Bpadamu.
MPN Cancer Connection

. » YpesBblvyanHO BaXXHO 3a4aBaTb Bpayam
MPNCancerConnection.org P A P

Bonpockl. Tak Bbl CMOXETE MONy4nThb
Heo6xoaVMyH MHGOPMaLIMIO ANS NPUHATUSA
060CHOBaHHbIX PELLEHUIA.

MPN Education Foundation

mpninfo.org

> ObpalleHne 3a BTOPbIM MHEHUEM, OOLLEHNE
MPN Research Foundation B rpynnax nofaep)xku, cornocTaBrneHmne
mpnresearchfoundation.org NpevMyLLIEeCTB 1 PUCKOB — BCE 3TO MOXET

nomoyb BaM B BbiGOpe Hauny4yLero BapuaHTa

National Cancer Institute (NCI) neyeHus.
cancer.gov/types/myeloproliferative
National Coalition for Cancer Survivorship
canceradvocacy.org/toolbox
NCCN for Patients®
NCCN.org/patients
Voices of MPN (Supported by Incyte) myMPN

voicesofmpn.com

myMPN — 370 nepBhbIf B UCTOpUM BGaHK
AaHHbIX NaLMeHTOB C KNacCcu4ecknMm
MIH. Bawa nHdopmaumsa byoet
ucnonb3oBaHa Ans noadopa onTUManbHbIX
BapUaHTOB reyeHus. Bbl Oyaete nonyyarb
YBEOOMITEHUSI O HOBbIX KITMHUYECKNX
nccnegosaHusax. Bea nHgopmaums
3awyileHa. Tonbko Bbl peLuaeTe, Kak Balla
nHopmauums Byaet UCnonbL30BaTbCS.
Y3HaTb GonbLue 1 3aperncTpmMpoBaThbCs
MOXHO Ha CTpaHuLe
mpnresearchfoundation.org/myMPN.
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[TosscCHeHue TepMUHOB

DIPSS-PLUS
PaclnpeHHas anHammyeckaa MmexayHapoaHas Likana
OLIeHKM NporHo3a.

IPSET-thrombosis
MexayHapoaHas NporHocTuyeckas Lwkana ans
OLIEHKM pucka pasBuUTUS TPOMOO30B.

NGS

CoBpeMeHHbIi METOL, CEKBEHUPOBAHNS (@HrT.
next-generation sequencing — cekBeHUpoBaHue
creayoLero nNoKoneHus).

AnnoreHHasa TpaHcnnaHTauus reMono3TM4ecKux
cTBonoBbIX Knetok (anno-TICK)

MeToa nedeHuns onyxonesbix 3aboneBaHui,
OCHOBAaHHBbIN Ha 3aMeLLLEHNN CTBOJTOBbIX KNETOK
naumMeHTa AOHOPCKUMMW, KOTOPbIE B CBOK ovepeab
00pasyoT HOBYHO UMMYHHYO CUCTEMY U HaYMHatoT
aTakoBaTb OMyXONeBbIE KMETKU.

AHamHe3

CBepgeHuns 060 Bcex CoObITUAX, CBA3AHHbIX
CO 300pPOBbEM, 1 000 BCEX MPUMEHSIBLLUXCS
NeKkapCTBEHHbIX MpenapaTax.

AHemus
CocTosiHMe, Anst KOTOPOro XapakTePHO HU3KoEe
KONMMYECTBO 3PUTPOLIUTOB.

AHTUKOArynsiHTbl

NekapcTBeHHbIE NpenaparTsbl, NpeAoTBpaLlaLLmne
cBepTblBaHMe kpoBu. [Jpyroe HasBaHne — npenaparsl
ANs PasKMKeHNs: KPOBU.

AcnupaumoHHas 6uoncus KOCTHOro Mmo3ra
V13BneyeHne HebOoNbLLIOro KONMYeCTBa KUAKOro
KOCTHOro mMo3ra ans NpoBeAeHNs aHannsa Ha
Hann4mne 3aboneBaHus.

Buoncusa
M3BneveHne n3 opraHmama HebomnbLIOro KonmyecTea
TKaHM ons uccregoBaHUsa Ha Hanu4vme 3aborneBaHus.

Buoxnmuyeckmn aHanms KpoBu
AHanuns kpoBu ons onpegenennsa 4o 14 pasnuyHbIx
XUMUYECKNX BELLECTB.
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Bbicokogo3Hasi xuMuoTepanus

JledyeHune BbICOKMMU A03aMUN CUSTbHBIX
NPOTUBOOMYXOSEBLIX MpenapaToB, NPy KOTOPOM
BblLLE BEPOATHOCTb Pa3BUTUS THXKENbIX NOBOYHbLIX
appekToB.

FemaTokpuT
MpoueHTHasa gons o6bema KpoBwu, kKoTopas
NPUXOOUTCH HA IPUTPOLUTBI.

Femorno6uH
Benok BHYTpU apuUTPOLIMTOB, OTBETCTBEHHbIN 32
nepeHoc Kucnopoaa.

FemonoaTuyeckne CTBONOBbLIE KNETKU
KneTkun-npeaLecTBeHHNKN, N3 KOTOPbIX
pa3BMBaOTCA BCE TUMbI KINETOK KpoBU. [pyroe
Ha3BaHWe — KPOBETBOPHbLIE CTBOJIOBLIE KIETKM.

leH BCR-ABL1

HedekTHbIN reH, obpasyowuincs B pesynsrate
obmeHa cbparmeHTaMu mexay xpomocomamu 9 n 22.
eH HaxoauTcsa B Tak HasbiBaemon Prnagenbuinckon
XPOMOCOME U cUMUTaEeTCs rmaBHbIM DakTOpoMm
Pa3BUTUS XPOHNYECKOTO MUENOSEnKosa.

leHbI

Habop 3akogupoBaHHbIX MHCTPYKLUMIA NO CO34aHUI0
HOBbIX KINETOK U PErYIMPOBaHNIO MPONCXOOALLMX B HAX
npoLEeccoB.

r-KCo
IpaHynounTapHbIN KONOHMECTUMYIMPYIOLLMIA GOaKTop.

TM-KC®
paHynounTapHo-makpodaranbHbli
KONMOHUECTUMYTUPYIOLLIA (haKTop.

He3sokcupnboHyknenHoBas kucnota (OHK)
AnN1HHOLeNoYeYHbIe MOMEKYNbl BHYTPU KNETOK,
copepallue 3aKkoaMpoBaHHbIE MHCTPYKLUM MO
CO30aHUI0 HOBbIX KIETOK M PEerynmpoBaHuto nx
XKN3HEOEATENbHOCTH.

OwarHos
3akro4eHre o BbigBNIeHHOM 3aboneBaHun.

XKeneso
MuHepanbHoe BeLeCTBO, HEOOX0AMMOE A
(hopMMpPOBaHMS HOBbIX 3PUTPOLIUTOB.

MmMyHHas cuctema
EcTecTBeHHas 3awmTta opraHnaMa OT MHPEKLMOHHbIX
n apyrmx 3abonesaHuUi.
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UmmyHomMmoaynsaTopbl

MpenapaTbl, BNUSIOLINE HA HEKOTOPLIE 3NEMEHThI
CcUCTEMBbI, 3aLUMLLaoLWEen opraHMamM OT BonesHemn
(MMMYHHOW cUCTEMBI).

UmmyHoTepanus

JleyeHune npenapaTamu, NOBbILLIAKLWNMN aKTUBHOCTb
CcUCTEMBbI, 3aLUMLLaoWEen opraHMamM OT BonesHemn
(MMMYHHOW cuCTEMBI).

UccnegoBaHne cucTeMbl CBEpPThbIBaHUSA KPOBU
OnpeneneHve coagepxaHus Genkos, OTBEYaloLLMX 3a
CBepTbIBaHWE KPOBM, U APYrvX NokasaTtenen.

UctuHHasa nonuuutemus (UM)
3nokadecTBeHHOe 3aboneBaHne KpoBu, 13-3a
KOTOporo obpasyeTcst CrIMLWKOM MHOTO 3pUTPOLIUTOB.

KapuotunupoBaHue
WccnepoBaHue KNeTok Nojg MMKPOCKONOM Ans
N3y4YEeHUs1 XPOMOCOM.

KnuHnyeckoe uccnepnoBaHue
N3yueHne meTtoda AMarHOCTUKN UMK fiedeHns ans
OLLEHKM ero 6e3onacHoCT N 3hPEKTUBHOCTMN.

KomnneKkcHbIN KapuoTun

MpucyTCcTBNE HE MEHEE TPEX HE CBA3AHHBLIX MEXay
coboi aedekToB y XpOMOCOM B ABYX U Bonee
KneTKax.

KomnblotepHasa Tomorpadus (KT)

MeToa AnarHoCTUKK, NO3BOMAOLLMI NonyyaTb
n3obpaxeHns BHYTPEHHUX CTPYKTYp opraHuama

C NMOMOLLbIO PEHTTEHOBCKUX MyYen, HanpaBnsaeMbIxX
nog pasHbIMU yriamu.

KoHauunoHupoBaHue

NeyeHune, HaNpaBnNeHHOE Ha YHUUTOXEHNE
COBCTBEHHbBIX KINETOK KOCTHOTO Mo3ra nauueHTa nepeq
TpaHcnnaHTaumnen CTBOMOBbIX KMNETOK.

KocTHbIW MO3r

Msrkas rybkoobpasHasi TkaHb, KOTopasi HaxoauTcst
BHYTPY GOMbLUMHCTBA KOCTEN 1 OTBEYAET 3a
BbIpabOTKy KNETOK KPOBMU.

KpoBonyckaHue
YnaneHve 3HaunMTenbHoro obbema KpoBM U3 BEHbI.
Hpyroe Ha3BaHne — goneboTomus.

Nakrataernpporenasa (J14r)
Benok, yyacTsytoLumii B npoLiecce Npou3BoacTBa
SHEpPrumn BHYTPU KINETOK.
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JNlenkouunTtapHas cpopmyna
OnpepeneHne Konm4yecTBa pa3HbiX BUAOB NENKOLUTOB
BO B35iTOM 06pasLe KpoBw.

NenkouuTbl
Benble kneTku kpoBu, GopoLwmecs ¢ MHPEKLMAMN.

MarHuTHo-pe3oHaHcHas Tomorpacdumsa (MPT)
MeToa AnarHoCTUKM, OCHOBAHHbLINA Ha MOyYeEHMM
N300pakeHN BHYyTPEHHUX OPraHOB C MOMOLLbHO
MarHWTHOrO MOMs U PagMOBOSH.

MerakapuouuTbl
KneTkn KOCTHOro Mo3ra, U3 KOTopbix 0bpasytoTcs
TPOMOOLNTHI.

MeToab! BU3yanusaumm
MeTozbl, UCnonb3yemMble A NonyYeHust
N300PaXKEHNIN BHYTPEHHMX CTPYKTYP OpraHu3mMa.

MuenonponudepaTuBHbie HOBOOGpa3oBaHUs
(MNH)

3noka4yeCcTBeHHbIE 3a00MneBaHNe KPOBU, NPUBOASALLME
k 06pa3oBaHmMI0 N30bLITOYHOIO KONMYECTBA KNETOK
KpoBMW.

Muvenodunbpos (MP)
O6pa3soBaHune pyOLOBON TKaHW B KOCTHOM MO3re.

MI/IKpOCKOI'IVI‘-IeCKOG nccrnegoBaHme Ma3ka KpoBu
ViccnepoBaHue kannm KpOoBW/ noa MMKPOCKOMNOM AnA
OLEHKN CTPOEHNA KIETOK.

MIMH-10
OnpocHuK ons oueHKn Tsbkect cumntomoB MIMH
(aHanor onpocHuka MPN-SAF TSS).

MyTauum

HexenartenbHble U3MEHEHWS B reHax (MHCTPYKLNSIX
Mo CO34aHMI0 HOBbIX KMETOK 1 PEryrMpoBaHuIo
NPOMCXOASALLMX B HUX NPOLLECCOB)

HabnropgeHune

Mepuon 6e3 neveHust, koraa NPOBOASAT TOMbKO
obcrnenoBaHUs AN BbIABNEHUS UISMEHEHUI B TEYEHUN
3aboneBaHus.

HMI
Hn3koMonekynsapHbIA renapuH.

O6wumin aHanus kposu (OAK)
OnpepeneHve KonnYecTBa pasnuyHbIX KNETOK KPOBU
B uccrnenyemom obpasue.



[MosicHeHMe TepMUHOB

OcTtpbit MuenongHbin nenkos (OMI)

BbICcTpo nporpeccupytoLLee 3rokayecTBEHHOE
3aboneBaHve KOCTHOro Mo3ra, Npy KOTOPOM
obpasyeTcs CMMLLKOM MHOTO He3penbIX NenKouMTOB.

OTcyTcTBME OTBETA
OTcyTCcTBME 3HAYUMbBIX UBMEHEHUI B TEYEHUU
3aboneBaHns No pesynsratam obcrnenoBaHun.

MaTomopdponor
Bpay, KOTOpbIN 3aHMMaEeTCsa NccrneaoBaHNEM KIEeTOK

1 TKaHen, 4ToObl OGHAPYXNTb NPU3HaKM 3aboneBaHus.

MepBnYHbLIN MHUenocpunépos (MVP)
O6pa3soBaHue py6LOBOI TKAHW B KOCTHOM MO3re, He
CBSI3@aHHOE C APYrUMW NPUYNHAMMU.

Meperpyska xenesom
HakonneHve B opraHuame 13bbiTka xenesa.

MNepenuBaHue TpomMGOLMTOB
MeaneHHoe BBeaeHne TpoMboLmMTOB B BeHy. [lpyroe
Ha3BaHVe — TpaHcdy3nsa TPoMBOLMTOB.

lNMepenuBaHue 3pUTPOLUTOB
MenneHHoe BBeeHWe 3pUTPOLMTOB B BeHy. [lpyroe
Ha3BaHWe — TpaHCcdy3ns TPOMOOLIMTOB.

Mo6o4HbIN achcpekT

HexenateneHas nunv onacHas Ans 30opoBbs
dumsmyeckast UM NCMXo3MOoLMOHarnbHas peakums Ha
neyeHwue.

MoapepxuBaroLlasa Tepanus

JleyeHwne, HanpaBneHHoOe Ha yCcTpaHeHne
CYMMTOMOB UMW HapYLLEHWUA 300POBbS, BbI3BAHHbIX
ONYXOSbH UM NPOTUBOOMNYXONEBBLIM JIEYEHNEM.
[pyrve Ha3BaHus — cuMmnToMaTuyeckas Tepanus,
nannuaTtuBHas Tepanusi.

MNMokazaTenu chyHKLMN NeYeHn

AHanus KpoBuW Ans onpegeneHns Konnyects
XUMUYECKUX BeLLEeCTB, KOTOpble obpasytTcs unm
nepepabarbiBalOTCS B NEYEHN.

MonHas pemuccus
OTcyTCcTBME NPU3HAKOB 3aboneBaHnsa nocre
NPOBEAEHHOIO NIEYEHNSI.

MocTt-UIN muenocpnépO3
lMpogBuHyTasa cTagms UCTUHHOW NOAULIUTEMUN
¢ obpasoBaHneM pyOLIOBOV TKaHM B KOCTHOM MO3re.
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MocT-3T muenocdndbpo3

MpoosuHyTas ctagnst acceHumansHowm
Tpombouutemmm ¢ obpasoBaHmeM pyOLIOBOM TKaHU
B KOCTHOM MO3re.

Mpe-NMM®
MpednbposHas ctagusa nepBnYHOro Mmenodnbpoasa.

MporHo3s
Oxunpaemoe TeveHne N ncxon 3abonesaHus.

MporpeccupoBaHue
YxyauweHve TedyeHns 3abonesaHus.

nce
MpuobpeTeHHbI cMHapoM Bunnebpanaa.

Peunous

BosBpalleHne nnm ycyrybneHve npusHakos
N CMMNTOMOB 3aboneBaHus nNocne nepuoaa
ynyyLleHus.

CeneseHka
HebonbLuown opraH MIMMYHHOW CUCTEMBI,
pacnonoXeHHbIN crieBa OT Xenyaka.

cno
CuHppom nuamca onyxonu.

CTumynaTopbl 3puTponoasa
MpenapaTbl, NOMOraroLime KOCTHOMY MO3ry
npon3BoauTb GonbLUe 3pUTPOLMUTOB.

TrcK
TpaHcnnaHTaumus reMono3TUYECKMX CTBOSIOBbIX
KMEeTOK.

TpenaHo6MoOMNCKUA KOCTHOrO Mo3ra
V3BneyeHne HebOomnbLLOro oparmeHTa KocTu

C KOCTHbIM MO3roM AJ151 BbISIBNEHNS MPU3HAKOB
3aboneBaHus.

Tpomb
CrycTtok kpoBu. ObpasoBaHue TpoMOOB Ha3bIiBaETCSH
TPOMOO30M.

TpombouuTtacpepes

Mpouenypa Ans yaaneHns N3dbITOYHOrO KONnM4yecTea
TPOMOOLINTOB, B X04€ KOTOpPOW 3abunpatoT KpoBb,
yoansaT U3 Hee TPOMOOLMTBI M BO3BPALLAOT KPOBb
obpartHo.

Tpomb6ouunTbI
KneTku KpoBu, OTBETCTBEHHbLIE 33 OCTAHOBKY
KpOBOTEYEHUI.



[MosicHeHMe TepMUHOB

Ynapok cun

YyBCTBO CUIMbHOWN YCTarnocTy HeCMOTPS Ha
AOCTaTOYHY0 NPOAOMKUTENBHOCTL CHA U OTAbIXA,
3HauUTENbHO CHMXatoLLee paboTocnocoBHOCTb.

®u3nKanbHbIN OCMOTP

dusnyeckoe obcreaoBaHne naumeHTa MeauLMHCKUM
crneunannucTom Ans BbiSBNEHUsi NPU3HaKkoB
3aboneBaHus.

dnyopecueHTHasa rmépuansauums in situ (FISH)
JlTabGopaTopHEIN MeToA, NO3BONSALWMIA OOHAPYXMNBaTb
aHoMarbHble U3MEHEHMS B FeHax 1 XpoOMOCcoMax

C NOMOLLBIO creumanbHbIX KpacuTenen.

XenaTopbl xene3sa

MpenapaTbl, CNOCOOHbIE CBA3bIBATb M BbIBOAUTL U3
opraHuamMa mn3bbITok xxenesa. NpumeHeHne Takux
npenapaTtoB Ha3bIBAETCS XernaTopHou Tepanuen.

Xumuortepanusi

JleyeHune npenapatamu, nNpepbiBaOLLUMU XKUSHEHHbIV
LMK KNEeTOK, B pesyrbrare Yero Konm4ecTBo KNeToK
Onyxonu nepecraeT pacTu.

Xpomocowmbl

CBepHyTble onpeaeneHHbIM 06pa3oM AMNVHHbIE Lienu
OHK, cogepalume 3akogmpoBaHHbIE UHCTPYKLMK

MO CO3[aHMI0 HOBbIX KIETOK U PEryNIMPOBaHNI0 X
XKN3HEOEesATENbHOCTH.

XpoHuyeckuin muenonenkos (XMI)
3nokayecTBeHHOE 3aboneBaHve KPoBu, 13-3a
KoToporo obpasyeTcs CAULLKOM MHOIO rpaHynoumnToB
(pasHOBMOHOCTb NEMKOLIUTOB).

LinToreHeTnuyeckoe nccrnepgoBaHue
ViccnepoBaHue KNeTok nog MUKPOCKOMOM Aris
N3y4EHNA XPOMOCOM.

LinTopeaykTuBHas Tepanus
JNleyeHwve, HanpaBNeHHOE Ha CHWXEHWE KonM4ecTBa
KINeToK KpOBM.

LumB
Lintomeranosupyc.

YacTuuHbIN oTBET

Pesynbtatel 06crnefoBaHuii NoKasbiBalOT COXpaHeHWe
HEKOTOPbIX MPV3HAKOB OMyXONeBOro npoLecca, npu
3TOM HabnaaTCa NONOXUTENbHLIE U3MEHEHUS
nocre neyeHus.
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YenoBeyeckun nemkouyutTapHbin aHtureH (HLA)
Ocobble 6enku Ha NOBEPXHOCTU KMETOK,
NO3BOSISAIOLLME OpPraHN3My OTIMYaTb COOCTBEHHbIE
KMETKM OT YYXUX.

ApuTtpomenanrus

CocTosiHue, AN KOTOPOro XapaKTepHO MOKpaCHeHne
KOXW, KOTOPOE MOXET COMNMPOBOXAATLCS
6ONEe3HEHHOCTbLIO U XOKEHMEM.

AputponoatuH (3M0)

Mpenapat 13 rpynnbl CTUMYNATOPOB 3pUTPON033a,
NMOMOraeT KOCTHOMY MO3ry NPOU3BOAUTL GorbLue
3pPUTPOLIMTOB.

SpuUTpoumTbl
KpacHble KNeTku KpoBU, NMEPEHOCSLLIME KACITOPOA, OT
NErkMx KO BCeM OCTalnbHbIM OpraHamM 1 TKaHsM.

AcceHunanbHasa Tpom6éountemus (3T)
3nokavecTBeHHOe 3aboneBaHne KpoBu, 13-3a
KOTOpOro obpasyeTcsi CrIMLIKOM MHOMO TPOMOOLIMTOB.



UneHbl NCCN — y4yacTHUKKM M3gaHus

UneHbl NCCN — yyacTHUKN nsgaHua

HacTosiLiee pykoBoACTBO AN NAaLMEHTOB COCTaBMNEHO Ha OCHOBE KNuHUYecknx pekomengaumin NCCN B obnactu
oHkonormun (NCCN Guidelines®), nocesiLeHHbIX MyenonponudgepatmBHbiM HoBooOpasoBaHusM. B agantauun,
penakTMpoBaHWM 1 NOATOTOBKE K NyOGnvkauum NnpuHMMany ydactve cnegyowme nuua:

Oopotu A. LWep,
MarmcTp Hayk,

Knm Yunbsamc,
pyKoeodumenb KpeamugHoz20

OpviH Bugny,
MarucTp UCKyccTs,

TaHs duwep, marucTp
negaroruku, MarmcTp

Aupexkmop omdena MeduUUHCKUU nucamerb OUBNNOTEYHO- omdena
UHghopmayuu 0715 nayueHmos MHEOPMALIMOHHBIX
7 Cbto3eH Knghn,
Penven Knapk, pecypcos, 0

JTaypa k. XaHuw, crieyuanucm rno eepcmke

cmapuwuli pedakmop

MEAUUUHCKUX U30aHul MeduyuHcKuU nucamers

OOKTOpP ncuxonorunu,
meduyuHcKkul nucamerns /
cneyuanucm omoena
uHghopmauyuu 011 nayueHmos

KnuHuyeckne pekomerHgauum NCCN B obnactu oHkonorum (NCCN Guidelines®), nocesiLLeHHble
MuenonponudepaTuBHbIM HOBOOOPa3oBaHuaM B pegakummn 3.2019 6binv paspaboTaHbl cnegyrLwmmMmy YreHamm
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Vanderbilt-Ingram Cancer Center

Vivian Oehler, MD
Fred Hutchinson Cancer Research Center/
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Animesh Pardanani, MBBS, PhD
Mayo Clinic Cancer Center
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Onkonoruyeckme ueHTpbl B coctaBe NCCN

OHkonornyeckue ueHTpbl B coctaBe NCCN

Abramson Cancer Center

at the University of Pennsylvania
Philadelphia, Pennsylvania
800.789.7366
pennmedicine.org/cancer

Fred & Pamela Buffett Cancer Center
Omaha, Nebraska

800.999.5465

nebraskamed.com/cancer

Case Comprehensive Cancer Center/
University Hospitals Seidman Cancer
Center and Cleveland Clinic Taussig
Cancer Institute

Cleveland, Ohio

800.641.2422 « UH Seidman Cancer Center

uhhospitals.org/services/cancer-services
866.223.8100 « CC Taussig Cancer Institute

my.clevelandclinic.org/departments/cancer
216.844.8797 « Case CCC

case.edu/cancer

City of Hope National Medical Center
Los Angeles, California
800.826.4673

cityofhope.org

Dana-Farber/Brigham and
Women’s Cancer Center
Massachusetts General Hospital
Cancer Center

Boston, Massachusetts
877.332.4294

dfbwec.org

massgeneral. org/cancer

Duke Cancer Institute
Durham, North Carolina
888.275.3853

dukecancerinstitute.org

Fox Chase Cancer Center
Philadelphia, Pennsylvania
888.369.2427

foxchase.org

Huntsman Cancer Institute
at the University of Utah
Salt Lake City, Utah
877.585.0303
huntsmancancer.org

Fred Hutchinson Cancer
Research Center/Seattle
Cancer Care Alliance
Seattle, Washington
206.288.7222  seattlecca.org
206.667.5000 « fredhutch.org
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The Sidney Kimmel Comprehensive
Cancer Center at Johns Hopkins
Baltimore, Maryland

410.955.8964
hopkinskimmelcancercenter.org

Robert H. Lurie Comprehensive
Cancer Center of Northwestern
University

Chicago, lllinois

866.587.4322
cancer.northwestern.edu

Mayo Clinic Cancer Center
Phoenix/Scottsdale, Arizona

Jacksonville, Florida

Rochester, Minnesota

800.446.2279 « Arizona

904.953.0853 + Florida

507.538.3270 « Minnesota
mayoclinic.org/departments-centers/mayo-
clinic-cancer-center

Memorial Sloan Kettering
Cancer Center

New York, New York
800.525.2225

mskcc.org

Moffitt Cancer Center
Tampa, Florida
800.456.3434

moffitt.org

The Ohio State University
Comprehensive Cancer Center -
James Cancer Hospital and
Solove Research Institute
Columbus, Ohio

800.293.5066

cancer.osu.edu

O’Neal Comprehensive
Cancer Center at UAB
Birmingham, Alabama
800.822.0933
uab.edu/onealcancercenter

Roswell Park Comprehensive
Cancer Center

Buffalo, New York

877.275.7724

roswellpark.org

Siteman Cancer Center at Barnes-
Jewish Hospital and Washington
University School of Medicine

St. Louis, Missouri

800.600.3606

siteman.wustl.edu
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St. Jude Children’s Research Hospital
The University of Tennessee

Health Science Center

Memphis, Tennessee

888.226.4343 « stjude.org

901.683.0055 « westclinic.com

Stanford Cancer Institute
Stanford, California
877.668.7535
cancer.stanford.edu

UC San Diego Moores Cancer Center
La Jolla, California

858.657.7000

cancer.ucsd.edu

UCSF Helen Diller Family
Comprehensive Cancer Center
San Francisco, California
800.689.8273

cancer.ucsf.edu

University of Colorado Cancer Center
Aurora, Colorado
720.848.0300

coloradocancercenter.org

University of Michigan
Rogel Cancer Center
Ann Arbor, Michigan
800.865.1125
rogelcancercenter.org

The University of Texas

MD Anderson Cancer Center
Houston, Texas

800.392.1611

mdanderson.org

University of Wisconsin
Carbone Cancer Center
Madison, Wisconsin
608.265.1700
uwhealth.org/cancer

Vanderbilt-Ingram Cancer Center
Nashville, Tennessee
800.811.8480

vicc.org

Yale Cancer Center/
Smilow Cancer Hospital
New Haven, Connecticut
855.4.SMILOW
zalecancercenter.org
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https://www.uab.edu/onealcancercenter/
http://roswellpark.org
http://siteman.wustl.edu
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http://www.ucdenver.edu/academics/colleges/medicalschool/centers/cancercenter/Pages/CancerCenter.aspx
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http://uwhealth.org/cancer
http://vicc.org
http://yalecancercenter.org

[MpeomeTHbIN yKasaTenb

[lpegMeTHLIN yKasaTenb

HLA-tunupoBaHue 13, 17

AnnoreHHasi TpaHCcnaHTaLuUsi FeMONO3TUYECKUX
cTBONOBbIX knetok (anno-TICK) 42, 44-45, 49

AHanus nokasaTtenen cBepTbiBaHuA KpoBu 19, 32
AHanusbl kpoBu 14-15, 26, 35, 48

AHamHe3 13

AHemusa 15, 42, 45-47

AHTUKOArynsaHTbl 23, 32

AcnupauymoHHasa 6uoncua koctHoro mo3sra 13, 16,
26, 35, 48-49

AueTuncanumumnoBas Kkucnorta 23-24, 26-27, 33,
35-37

Btopoe mHeHue 57
BoipkunpgatenbHas TakTuka 43
leHeTHMYeckue nccnegoBaHusa 17-18

OuHaMmuyeckan mexagyHapoaHas WwKana oueHKu
nporHo3a (pacwupeHHas) (DIPSS-PLUS) 42

OnHammnyeckoe HabnwaeHne 26-27, 35-37, 48
MHrmbuTtopbl KnHas 28, 4445

UctuHHaa nonuumtemusa (UM) 8-9, 10, 15, 18,
22-29, 40-41, 44,

KnuHunuyeckue uccnepgoBaHusa 28, 37, 42-43, 47, 49,
54, 58

KpoBonyckaHue 25-26, 28

Mwvenogucnnactuyeckue cuHgpomsl (MOC) 8, 31,
40-41

MIMH-10 (onpocHUK AN OLUeHKN CUMNTOMOB
MuenonponudepaTMBHbIX HOBOOGpa3oBaHUM)
13-14, 26, 35, 42, 48

MyTtauusa reHa CALR 18, 31, 40-41
MyTtauusa reHa JAK2 18, 22, 31-32, 41
MyTtauusa reHa MPL 18, 31, 4041
O6wwmir aHanus kposu (OAK) 13-14
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OcTpbit MMenongHbIn nenkos (OMI) 10, 28, 37,
42,47, 49

MepBuYHbIN Muenocgubpos (MMP) 8-9, 18, 40-41,
47-48

MoppepxuBarwan Tepanua 46—47

MocTnonuuutTemMmmyecknin mmenocunépos
(noct-UNM M®) 9, 4041

MocTtTpoMGouuTeMUYeckun Mmmenodnbpos
(noct-3T M®) 9, 40-41

MpuobpeTeHHbIN cuHapom Bunnebpanaa (MCB)
19, 32-33, 35, 37

CoBMecTHOe NpUuHATHE pelueHun 52

TpenaHobuoncusa KocTHoro mo3sra 13, 16, 26, 35,
48-49

TpouHble HeraTuBHbIe MIMH 18
TpombouuTtacepes 23, 32

Xumuotepanua 34, 47, 49

XpoHunyeckun muenonenkos (XMJT) 8, 17
LutopeayktuBHasa Tepanua 25-28, 34-37, 47—48
UneHbl akcnepTHou rpynnbl NCCN 64

AcceHumanbHas TpombouutTemus (3T) 8-10, 18,
31-38, 40-41
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