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 aHanun3e kpoBu — MakpouuMTapHas unm HopmouuTapHas
aHeMus

* CHWXKEHWe KonnyecTtea HENTPOQOUIOB
* CHMXEeHue KonnyecTsa TPOMOOLINTOB

 LlInToneHmnsa MoXXeT ObITb N30SIMPOBaAHHO B OOHOU nnun donee
NNHUN



[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



[ MnocermMeHTaunsa HENTPOPUNOB
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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




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 aHoMarnumn
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



Knaccugpukaumns

» KonnyectBo BnacTtoB B KPOBU U KOCTHOM MO3re
* UepTbl MMenogmucnnasnm

« Hann4yune konbLeBbIX cngepobnacTos



PedpakTepHas uMtoneHmna ¢
OLHOSIMHENHOW Ancnnasnemn -
pedpakTepHas aHemusa (PA)
pedpakTepHas HENTPONEHUS,
pedpakTepHas TpoMbounTONEHUS

PedpaktepHas aHeMus ¢ KonbLEBbLIMU
cnoepobnactamm (PAKC)

PedpaktepHas untoneHus c
MHoropocTkoBoun gucnnasven (PUML)

PedpakTepHas aHemMus C N30bITKOM
onactos, Tun | (PANB-1)

PedpakTepHas aHemMusa C n3bbITKOM
onactos, Tun |l (PAUB-2)

CuHapowm 5¢-

MOC HeknaccuduumpoaHHbii (MAC-H)

UMTONEeHUs, ouuuToneHns, meHblue 1 %
onactoB

To xe, yto n PA

LinTonenusa no 2-3 pocTtkam, MeHbLUe 1 %
onactoB

Ll,l/ITOI'IeHVIVI, MeHbLUe 5 % bnacToB

Lintonenun, 5-19 % bnactos

AHeMusi, HopManbHOE U NOBbILLEHHOE
cogepkaHme TpomobounToB

LintoneHus

[ucnnasus B 0oqHOM pocTke = 10%,
MeHbLLe 5 % bnacToB

TO Xe, uTo U PA, = 15 % KOonbLEBbIX
cngepobnactos

[ncnnasusa = 10 % KNeTok 2 unum 3 POCTKOB,
MEHbLUE 5 % 6rnactoB, MeHbLe 15 %
KOJibLIEBbIX CVIJJ,epOGJ'IaCTOB

5-9 % bnacToB

10-19 % bnacToB

HopmanbHoe unm ysenmyeHHoe
KONMYECTBO MErakapuoLnToB C
rMNOCEerMeHTUPOBaHHbIMU AapamMu;
N3onupoBaHHas aeneums 5931

YHunnHenHasa gucnnasuns meHee 10% npwu
HanNM4nn cneunduyeckmnx
LMTOreHeTu4ecknx aHomanum, bnactbl
MeHee 5 %, [lano4ykn Ayapa oTCyTCTBYIOT



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



Mwnenogucnnactnyeckmm CUHOPOM
OETCKOro Bo3pacTa

* Penkas natonorugd

*HacTo accouunpoBaHa c cmHgpomom LlayHa

*[1pOrHO3 3aBUCUT OT LINTOrEHETUYECKUX aHOMal NN

* OCHOBHOWN METOA, JIeYEHNSA — TPAHCMNNaHTaUuUsa KOCTHOro Mo3ara



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



[Mponudepaums aTUnMYHbIX MOHOLIUTOB
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Cnacubo 3a sHumaHue !




