Muenoguncnnactnyecknm
CUHOPOM



* Mnenogucnnactu4eckum CUHAPOM —Tpynna KnoHanbHbIX
3aboneBaHUN reMono3TNYECKON CTBOMOBOU KIETKU,
XapaktepuayroLwjasaca UMToneHnen, gucnnasnen B OqHOU nnu
bonee NMHMM remonoasa, HeaMAEKTUBHBLIM FEMOIMO330M U

BbICOKMM PUCKOM TpaHCcopmMaLnm B OCTPbIN M1MenobnacTHbIN
NewnKkos



AnNMaemMmonorus

*3-5 Ha 100 000 HaceneHwmd B rog,

* boneloT Yalle noxuneslie Nan, B BO3pacTHOM rpynne crtapuie 70
net 3aboneBaemMocTb 20 Ha 100 000 HaceneHus B rog



HeadpdpeKTUBHbLIN reMonoa3s

* BblCcOKasi KNETOYHOCTb KOCTHOINO MO3ra B COMEeTaHUN C

LINTONEHNYECKUM CUHOPOMOM B Nnepndepruyeckomn KPoBm —
aKkTMBaLMSA anonTo3a

* B aHanu3e KpoBu — MakpounTapHasi unm HopmoLuTapHas
aHemus (remorrnobuH <100 r/n)

* CHWKeHMe KonnyecTea HenTpodunos (<1.8 *10/9/n)
* CHWXXEHMe KonmnyecTBa TpombouunToB (<100 *10/9/n)

 LInToneHnsa MoXXeT ObITb N30SIMPOBaHHO B OO4HOU nnun donee
NUHUNA



[1pn3Haku gmucnnasnm

*YepTbl gncnnasum B 1 1 6bonee nmHUM remonoasa
(B 10 % 1 6onee OT KNeToK NMUHUK)

« [INCOpUTPONOI3 — «NOYKYHOLLNECA» Sapa,MeXbAOepPHbIE
MOCTWKN, KApUOPEKCUC, MHOIOSAAEPHOCTD,
MeranobnactongHocTb, KOSbLEBbIE CMAepobnacThbl,

BaKyosrin3auusa B 3puTponaHom paay, PAS —NOnoXuTenbHble
apuTpobnacThbl



HopmobnacTbl U meranobnacTbl




MeranobnacTbl




MeXbsaaepHble MOCTUKNK
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Bakyonusaumsa B 3puTponaHom psaay
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[lncrpaHynonoas

 [lncrpaHynonoas —rmnocerMmeHTaumnsa agep
(nceBgonenbrepusauns), runepcermeHTaumna aaep,

rMNorpaHynsapHoCTb, rpaHynbl TNna Yeanaka-Xurawin, manbiv
M1 aHomManbHO DonbLIOW pa3mMep, nano4vku Ayapa
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[ MnepcermMeHTaumnsa HENTPOPUNOB







[ paHynbl TUNA Yeanaka-Xuvrawn




HeHopMarnbHble pa3mepsl

PATH PEDIA.COM




AHOMarnbHble HenTpodUnbl

* [unorpaHynapHoc
Tb

* [nnepcermeHTaym
S

* [uraHTCKNM
pasmep




[Tano4ykn Ayapa




AHOManbLHO pacnoro)XeHHble CKoMneHns
brnacToB (rMctonornyeckoe

I/ICC'J_'Ie OBaH.I/Ie)




[lncnnasuna B MerakapmouuTapHoOM paay -
Oucmerakapmuonoas

* MnkpomerakapuouuThbl
* [MNONOOYNAPHOCTL
* MHOXeCTBeHHbIe, N30N1MpoBaHHLIE A4pa

« HeobxogmMmo npoaHannanpoBaTtb Kak MUHUMYM 30
MerakapmoLnTOB



HopmanbHble MerakapmouuThbl




MukpomerakapmoumnThl




MerakapumoumnTbl C pa3pO3HEHHbIMI




[ MnonobynapHble MerakapuoumThbl




YBenunyeHune konmyectsa 6rnacTtHbIX dopm

[losiBNneHne bnacToB
B Nnepudepunyeckomn
KpOBMU

B KOCTHOM MoO3re —
5-19%




KonbLeBble
cungepobnacThl

5 unu boree rpaHyn
Xenesa B NepuHyKreapHou
no3nunmn saaHMMmatroLmne He
MeHee 1/3 OKpY>KHOCTH

aapa




[1porHo3 y naumneHtos ¢ M C B 3aBUCMMOCTU OT
LUTOreHeTU4YECKNX aHoOMarnumn
Bpewms, K KoTOpoMmy

25 % nauueHToB
pa3sunu OMIJI1

KapunoTtun (22 CpegHsas
rpynnol) BbIXXKUBaeMOCTb (MecC)

'pynna pucka

5q_l 12p': zoq_l +21) _Yl 11q-l
BnaronpusitTHas t(11(g23)), Hopma; ntobble 2 51 71,9
aHoManuu, BKIo4vatrLume 5q-

+1q, aHomanun 3q21/q26, +8,
t(7q), +19, —21, ntobaga ap.
lMpomexyToyHasa-1 OOMHOYHas nonomka; nobble 29 16
ABOWHbIE aHOManuu, He
3aTparvsaroLine Xp. 5q u 7

-X, =7 nnn 7g-, Ntobble
Nl ABOMHbIE aHOManuu ¢ =7 or 15,6 e
7-, KOMMNJIEKC N3 3X

aHomanumn

HebnaronpusatHas Bonee 3x aHomanumn 5,9 2,8



Knaccupukaumus

» KonnyectBo BnacTtoB B KPOBU U KOCTHOM MO3re
* UepTbl MMenogmucnnasnm

* Hannume konbLeBbIX cnagepobnacrtoB

* LlInToreHeTn4Yeckne NOSIOMKU



LlnToneHun

KonbueBble

cuaepobobnact
bl

% bnacrtoB

LNTOreHeTukKa

MOC c
OJHOJSIMHENHON
ancnnasmen

MOC c
MYNBTUIMHENHO
N gucnnasnen

MOC c
OJHOJSIMHENHON
ancnnasmen c
KOnbLIEBbIMU
cngepobnacrtam
n

MOC c
MYNbTUIMHENHO
N gucnnasnemn c
KOnbLUEBbIMU

B 1 pocTke

B 2-3 pocTtkax

B 1 pocTke

B 2-3 pocTkax

1-2 pocTka

1-3 pocTKa

1-2 pocTka

1-3 pocTKa

<15unnmn<5c
SF3B1
MyTaumen

<15unnmn<5c
SF3B1
MyTauuen

215unm 25c¢
SF3B1
MyTaumen

215nmnmn 25 c
SF3B1
MyTauuen

<1% B KpoBU
<5% B KOCTHOM
Mo3re, HeT
nanoyek Ayapa

<1% B KpoBU
<5% B KOCTHOM
Mo3re, HeT
nanoyek Ayapa

<1% B KpoBU
<5% B KOCTHOM
Mo3re, HeT
nanoyek Ayapa

<1% B KpoBU
<5% B KOCTHOM
Mo3re, HeT
nanoyek Ayapa

JTroOble
N3MEeHeHunsa

JTroOble
N3MeHeHunsa

JTroOble
N3MEeHeHusa

JTroOble
N3MeHeHunsa



LluToneHuna

KonbueBblie

cunpepobnact

% bnacTtoB

LNTOreHeTukKa

MOC c 1-3
N30NMPOBAHHO
N oeneunen 5q

MOC c 0-3
N30bITKOM
onactoB 1
MAOC c 0-3
N30bITKOM
onacToB 2

MOC
HeKknaccnguumpyembin

C 1% 6nacTtoB B KpOBU

1-2

1-3

1-3

bl

noodble

nooble

noodble

C naHUUTONEHMEN N OOHONMMHENHON AUCNNa3nen
C xapaktepHbimu ana MAC untoreHeTU4ECKMMN

<1% B KpoBU
<5% B KOCTHOM
MO3re, HEeT
nanoyek Ayapa

2-4% B KPOBU 1Inun
5-9% B KOCTHOM
Mog3re

5-19% B KpOBU UInn
10-19% B KOCTHOM
Mo3re unm
Hanu4yne narnodvek
Ayapa

Del(5q)
N30MpoBaHHas
Unn ¢ 1 NnoToMKon
Kpome 7g- nnn-7

JTroOble
N3MEeHeHusa

JTroOble
N3MeHeHud

1% B KpOBU <5% B KOCTHOM MO3re

HeT mopdonormnyecknx npnsHakoB



OndpdepeHUnanbHbIN gMarHo3a

* YepThl gmucnnasmm He 06a3aTernbHO UMEKOT KIoHanbHoe
NPOUCXOXKAEeHne

« ledonumnt B12 n ponmneBom KUCNoTbl — MerariobnactHoe
KPOBETBOPEHME

* OTpaBneHmne ConamMm TSKernbIX MeTansioB 0COH6EHHO MbILLIBAKOM
* BpoxkageHHasa ANCapuTpornosTMyeckas aHemMus

* BUpycHble nHgeKkuumn (napBoBUpYC)

* [TapokcnamanbHas HouHas reMmornoouHypusa

* [Ipnem npenaparoB — XuMuoTepanms, UMMyHOCYNpeCcCUBHas
Tepanus, KCO,



Hednunt dponmeBon KUCNOThHI




Hedpnunt B12




[lapBoBKpYyCcHaAA NHPEKUNA




ANropuTMbl AMarHOCTUYECKOro rnoucka




*[1pn OTCYTCTBMN AUArHOCTUYECKN 3HAYUMbIX YEPT AUCTNa3nu,
NOBbILLEHUSA KONn4decTBa 0/1acToB U UMTOreHEeTUYEeCKUX NOSIOMOK
— anarHo3 M C He cTaButcH

« CoCcTOsIHME pacLieHMBAETCS KaK LMTONEHUS HESICHOIO reHesa
* [lokazaHO NOBTOPHOE HabnogeHne B AMHaAMUKe



MeToabl neyeHus

« 3aMecTuTENnbHaa Tepanms KOMMNOHEHTAMW KPOBWU
« CTmynupytowias tepanusa — aputTponoaTmH, KCoP
* [1pn HapacTaHuu Konn4yecTBa b1acToB — XMMMOTEpPaNus

« TpaHcnnaHTauust KOCTHOro Mo3ra — MEeTOZ, Bbibopa npwu
YAOBNETBOPUTENBHOM COMaTMYECKOM CTaTyce



Mwnenogucnnactnyeckmm CUHOPOM
OETCKOro Bo3pacTa

* Penkas natonorugd

*HacTo accouunpoBaHa c cmHgpomom LlayHa

*[1pOrHO3 3aBUCUT OT LINTOrEHETUYECKUX aHOMal NN

* OCHOBHOWN METOA, JIeYEHNSA — TPAHCMNNaHTaUuUsa KOCTHOro Mo3ara



BropnyHbin M C cBA3aHHbLIN C
npeLlecTByOLLEN Tepanmneu

* OTOoenbHaa Ho3onoruvyeckasa goopma, BXoguT B rpynny
BTOPUYHbIX MUEeNoUAHbIX Heonnasumn, CBA3aHHbIX C
npealwecTBYOLLEN Tepanuen

* B aHaMHe3e — XUMHNoTepanna Uium nyvyeBsasd Ttepannd

* HebnaronpusTHbIN NPOrHo3, OLICTPOE NPOrpeccupoBaHmE U
TpaHcdopmauuna B OCTPbIN NEUKO3

* Tepanusa — TpaHcnnaHTaumMa KOCTHOro Mo3ra



MwvenogucnnacTtnyeckume/
MuenonponmdepaTnBHbIE HEOMA3UN

* XpOHNYECKUN MUENOMOHOLMTAPHbIN J1ENKO3

* ATUNM4Haga XpoHu4yeckaa mmenoungHaa nenkemmnsa BCR-ABL —negative
* OBEHUNBHBIN MMENOMOHOLUTAPHbLIN NENKO3
 MnenogucnnacTtnyeckas

/MuenonponugepaTtmeHasa nemkemMmma Heknaccnuympyemas



XPOHNYECKMNA MUENTOMOHOLIUTAPHbIN
NenKko3s

* [lepcuctupyrowinim MOHOLUMTO3 B KpoBM > 1*10 9/k

* OTcyTcTBYET punagenodpummnckaa xpomocoma ( unn BCR —ABL1)
* HeT PDGFRA, PDGFRB peappaHXnpoBKU

* MeHee 20% 6rnacToB B KPOBU/KOCTHOM MO3re

 [lncnnasua B 1 bonee nUHUM



ANnNaemMmnorornust n Krnaccuukaums

* bone3Hb NoOXMnNoro Bo3pacTa - 65-75 net

* B 3aBMCMMOCTIN OT Konun4yecTBa brnactoB nogpasgensercs Ha
XMMIT -0 (MmeHee 5% bnacTtoB B kocTHOM Mmo3dre), XMMJ1-1 (5-9%
bnactoB B kM), XMMIJ1-2 (10-19% 6nacToB B KOCTHOM MO3re)

* TpaHcpopmauma B OMJ1 B 15-30% crnyyaes



[Mponudepaums aTUnMYHbIX MOHOLIUTOB
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MoHobnacThil,
NPOMOHOLMTHI,
MOHOLUTbI —
Mopdofiornyeckune
4yepThbl




Cnacubo 3a sHumaHue !




