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MUE/TO®UEPO3

DTOT TEeKCT pas3paboTany YneHbl rpynnbl  MuenonponndepaTMBHbIX
3aboneBaHuin  dctoHckoro O6beanHenna T[ematonoros Mapre Paxy,
Xannukn Kelgap, Mapuc lNapHar, Kpeate VinbBec n Mups Bapuk.

MaTepvanbl nepeBedeHbl M aganTMpoBaHbl Ha PYCCKUMM S3blk PeHate
Kaues-OnoHueBo.




MUE/TOD®UBEPO3

KOCTHbBIN
MO3I

Mueno¢punbpos

Muenopubpos (M®) 310 3710KaveCTBeHHOe 3aboneBaHue
KOCTHOro MO3ra, OTHOCALIMECS K Fpynne M1enonpoamdepaTMBHbIX
3a6oneBaHnn.  Munenodpmnbpos 3T0  XpoHuuyeckad  60Me3Hb,
NPy KOTOPOW, B KOCTHOM MO3re, B MOBbLILEHHOM KOMMYeCTBE
paspacraetca ¢mnbpotnyeckas (pyobuoBas) TKaHb. 3@ CYET 3TOro
npouecca BbITECHAETCH HOpPMasbHaA TKaHb KOCTHOTO MO3ra,
OTBeYatoLlan 3a BbipaboTKy KPOBAHbBIX K/TETOK.

M® MOXET BO3HUKHYT MEPBUYHO (NEPBUYHLIA MNenodrnbpos)
NN Y NALUMEHTOB Yy KOTOPbIX yXe nMeeTca apyroe 3aboneBaHue
KPoBW (Hanpumep WCTMHHAA NOMUUUTEMUA WM SCCeHLManbHas
TpoMOOUMTEMMS), OAHAKO JleYeHue He  3aBUCUT  OT  Tuna
BO3HMKHOBEHWSA 3a00/1€BaHNSA.
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MUE/TO®UBEPO3

MO aBngetca pegkum 3aboneBaHneM, B CPEAHEM BCTPEYaEMOCTb
1,5 cnyvaeB Ha 100 000 uyenosek B rogy. OCHOBaHMWe [/
MOCTAHOBKM AMarHo3a sBAAeTCs aHann3 KPOBW, MMCTONOrMYeckoe
nccnenoBaHMe KOCTHOrO MO3ra M ynbTpa3ByKOBOE MCCeAoBaHne
OPIOLLIHOM NOAOCTU.

M® BbI3blBAET N3MEHEHNA HA YPOBHE CTBOMOBOWM KNETKN KOCTHOIO
MoO3ra. He Tak OaBHO Yy4eHble OOHApYyXWIW Takue W3MEeHEHUA
B [AHK, npu KOTOpOM Hapywaetcs perynsums HOpMasbHOro
KPOBETBOPEHUS 1 MPOUCXOANT BbipaboTKa U3IULLIHErO KO/IMYeCTBa
KPOBAHbIX KNETOK.

B npouecce pybueBaHne KOCTHOrO MO3ra NPOUCXOANT BbITECHEHWE
HOPMAaNbHOro KPOBETBOPEHUA B pe3ynbraTe 3TOro MOCTENEHHO
pa3BMBAETCS  aHEMWUS, MOHMXKAEeTCa KOMMYECTBO  NIEMKO- W
TPOMOOUNTOB. YBEMNYEHNE MEYEHN U CENE3EHKM MPOMCXOANT 3a
cyeT KoMMNeHcaumm paboTbl KOCTHOIO MO3ra, 3TOT NpoLecc MOXeT
Bbl3blBaTb AOMNOMHUTE IbHbIE XXan00bl y NaLneHTOB.

Yauwle Bcero, B 60% cnydyaeB, HaxoOdaT HapylleHus B reHe, nof
Ha3BaHWeM SAHyc-kuHasbl 2 (JAK2) n npumepHo B 30% cnydaax B
reHe kanbpetukynmHa (CALR). Topa3no pexe M3MeHEeHUA HaxoasT
B CXOXWMM MO MexaHu3aMy AencTeua reHe MPL.

|_|pl/ll—II/IHbI BO3HMKHOBEHWNA MrEHETUYECKUX USMEHEHWI, HE N3BECTHbI,
BO3MOXHbIMA ¢aKTopaMm pncka dABAKTCA COMPUKOCHOBEHNA C
XMnKataMmm 1 MOHM3MPYOLWKMM U3TyHeHNeM.

M® He 4aBndeTcA HacneacTtBeHHbIM 3abonieBaHUEM M
npefoTBpaTUT €ro HEBO3MOXXHO!




MUE/TOD®UBEPO3

CvmnToMbI

M® B OCHOBHOM AMArHOCTUPYIOT ONMPasacChb Ha »anobbl NauneHTa,
MHOrAa Ha OCHOBAaHWUW CAy4YaliHO OOHapPYXXEHHbIX W3MEHEeHW B
aHanmnse KpoBM.
Camble yacTble xanoobbi:
M BLI3BaHHbIE aHEMMWEN U MATOKPOBUEM, YCTaNOCTb,
€cnaboCTb, 0AbllWKa, yYalleHHoe cepauebnenmne

M cBazaHHble C yBe/IM4eHnem CeNne3eHKNn (l/l FlequVI) 6011 B
BEPXHEN 4aCTuh XMBOTQ, HyBCTBO MNepenosiHeHHOro Xxenyanka,
CHMXXeHKe BecCa

[ | obLMe CUMNTOMbI Takhe Kak MoBblLLEeHHaa HoYHa4qa
NOTIMBOCTb, NOBbIWEHHaA TeMnepaTtypa 1 CHXeHne BecCa

M yacTbie l/IHCbeKLI,l/II/I CBA3aHHble C MOHWMXeHneM Kon4yectBa
6enbix KPpOBAHbIX Tenel,

M 60nm B KOCTAX ¥ cycTaBax

HOpManbHas ceneseHka npwv CnieHoMeranun ceneseHka
(06beM npumepHo 350 mn) MOXET OblITb yBE/MYEHa 0 7 pa3




MUE/TO®UBEPO3

yBenn4eHHas

dNBpOTNYECKUIA,
ceneseHka

BO/TOKHUCTbIW
KOCTHbIN MO3T

P/

&

—

HapyleHne
KPOBETBOPEHMS

HapyleHne
KPOBETBOPEHMS

YBenuueHne ceneseHkn npoucxoamT 3a cueT
aHoOMa/lbHOro KPOBETBOPEHNE B Heil. B ceneserke
TaKxXe npovcxoant 6onee VHTEHCMBHOE

paspylleHne KpOBAHbBIX KIETOK.

Y 12-25% naumeHToB 60M1€3Hb MOXET MNepepoamTcsa B OCTPYIO

MUENOVOHYIO NENKEMUIO.
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JleyeHune

3agava  nedeHna 3To0 obneryeHme  CUMNTOMOB, COXpPaHEHNS
Ka4decCTBa XN3HWN 1 MO BO3MOXHOCTU npoasieHne eé.

JleyeHne HasHa4yalT MpY NOSABAEHUM CUMMMATOMOB ANS OLIEHKM
KOTOPbIX MomoraeTr onpocHWk MPN-SAF TSS, koTopbili acTt Bam
BalLU fevalumii Bpayd nam meacectpa.

laumeHTbl Yy KOTOPbIX HEeT BbIPAXEHHbIX CUMMTOMOB, TakUX
KakK YBENMYEHHOW cene3eHku, MMyOboKon aHeMum wnu Opyrux
OCNOXHEHWI, B JledeHne MOryT He Hyxpgatbed. CrabuibHoe
COCTOAHME MOXET [OepXatcd rogamu, HO Mpu 3TO MauneHTh
HY>XKAQIOTCH B PErygpHOM HaOMOAEHUA N OLUEHKM COCTOSHUS Y
rematonora. ViccnenoBaHuga He MOATBEPAMAN UTO PaHHee Hauano
nevyennd, 6e3 BO3HWMKHOBEHWA CUMMTOMOB, Y/ydllaeT MpOrHo3
>KWU3HWM NaLNEHTOB.

B HacTodllee BpeMa He CyllecTByeT /1IeKapCTB, KOTOpble CMOMMN
Obl MOTHOCTbIO BbINEYNT 6ONE3Hb. EAMHCTBEHHBIM MOTEHUMANBHO
0300paBNMBaOLLMM CNOCOOOM ABMNAETCA (annoreHHas) nepecaaka
CTBO/IOBbIX K/1€TOK KOCTHOIO MO3ra OT 340POBOIro YenoBeka. 10T
cnocob NpUMEHUM TOMbKO ANs 6onee MONoAblX, 6€3 Cepbe3HbIX
CONyTCTBYIOWMX 3ab0neBaHni, NaumeHTOB, KOTOpPblE COCTaBASAT
He 6onee 5% o1 Bcex 60/bHbIX C MMENOGNOPO30M.
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BO3MOXXHOCTU NeYyeHusa

NUcnonb3yemMble nekapcTBeHHble
npenaparTbl

JAK-MHMrMGUTOPbI 3TO rpynna npenapaToB, MULIEHbIO KOTOPbIX
ABgeTca nogaBneHusa BHyTpukaetouHoro JAK-STAT curHanbHOro
nyTy, KOTOPbIM CrnocoOCTBYeT 00pa3oBaHuio Muenodpmnbposa.
OTM  npenapatbl 3QPEKTMBHbI  ONA YMEHbLUEHUS pPa3MepoB
ceneseHkn n obLWmMxX CMMATOMOB, @ TakK e MOMNOXUTENbHO BAMSIOT
NPOAOMKNTENBHOCTb XN3HW MNaLUMEHTOB.

Micxoga w3 MexaHusma  OelncTtBus  npenapaTtoB, B Hadane
nevyeHns, MOXET CHMXATbCS YPOBEHb KPACHbIX KPOBSHbIX
Teney n remornobuHa. [pyrme 4acto BO3HMKaloLMe noboYyHble
3dbdeKkTbl 3TO0 roNoBHaA OO0Mb N FONOBOKPYXEHUA, MOBbILIEHHAA
KPOBOTOUMBOCTb, MHDEKLIMW. JIeUEHNT HEeMb3A Pe3KO NpekpallaThb,
MOCKO/IbKY 3TO Bbl3blBaeT ObICTPOE BO3BPALLEHNE CUMNTOMOB.

[Npy XuMMoTepanum 1CNo/b3ytTCA pasHble NPOTUBO-OMYXONEBbIE
(LMTOTOKCUYECKME) BELLLECTBA. DTY Tepanmio MOXHO MPUMEHATL U NMPHK
M®, 0CO6EHHO MpU NeYeHUN TAXKeNbIX CUMATOMOB. XUMMOoTEPanmns
MOXET MOMOYb YMEHbLUMT OOBbEM MEYEHN U CEeNE3EHKM, a TaK Xe
KOHTPO/MPOBAaTb APYrMe CMMMATOMbI, HO Takoe nedyeHne noaxoamnT
He BCeM.

[NpenapaTbl rMAPOKCMMO4YEBUHbI I TMAPOKCUMKap6aMmaa camble
4aCTO MCMOMb3yeMble XUMUYECKMe NeKapcTBa ANA YMEHbLUeHWs
pPa3MepoB CeNe3eHKM U ApYyrux CUMNTOMOB, Kak MpaBu/1o Kancysbl
NPUHMMAIOTCA Pa3 B AIeHb Ha AoMy. B o6uiem 31 npenapaTbl XOPOoLo
NepeHoCATCA U Yy HUX Mano NoOOYHbIX 3GEKTOB. BO3MOXHbIE
NOBOYHbIE ABMEHNA 3TO CHUXKEHUA YPOBHSA KPOBSHbBIX TENEL, Cbifb,
A3Bbl HA HOrax, TOLWHOTa 1 MOHOC.
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NHtepdepoH-anbda 1Ccnonb3yerca ans nedeHna 6onee Monoabix
nauMeHTOB. DTOT Npenapar NoxoX Ha Apyrue NpoTUBO-OMyxo/1eBble
N -BOCMAAMUTENbHbIE BelLlecTBa BblpabaTblBaEMblE OPraHU3MOM.
NHTepdepOoOH-aibd®a NCNOMb3YIOT MPENUMYLLECTBEHHO MPU NeYeHnmn
M® ¢ yBennyeHHON ceneseHkKomn, 60N1AMM B KOCTSX M MOBbILEHHOM
KONMMyecTBe TPOMOOLMTOB.

YpaneHue ceneseHku

B cnyyasx HEBO3MOXKHOCTU KOHTPOIMPOBATb CUMMTOMbI BbI3BaHHbIE
YyBE/IMUEHHOW Cene3eHKOW, Mpu NOMOLLM NeKapPCTBEHHbIX CPeacTs,
BO3MOXHO  XWPYypPruyeckoe yaaneHwe ee, npu  OTCYTCTBUK
NPOTUBOMNOKA3aHWIA.

Oxunpgaemblin  3pGEKT  0onepaTMBHOrO /leYeHus: YMeHblueHne
CYMMTOMOB, CHUXEHWe [AaBfeHWs BO BHYTPEHHen neyeHOYHOM
BeHe, CHMXXeHme NoTpebHOCTH B NepenmBaHnm KOMMOHEHTOB KPOBMU.

Pucku: nHdekumnn, yBemyeHmne nevyeHn 1 konmyecTesa TpoMooumnTos,
PUCK BO3HUKHOBEHMA TPOMOO3a, HEMOCPEACTBEHHbIE OCMOXHEHNS
CBA3a@HHblE C onepaunen.

JleyeHne aHeMuun

M Mepunognueckne nepennBaHnsa KPacHOW KPOBW, KOTOpble
yMeHbLatoT CUMMTOMbI CBA3aHHbIE C aHemMmnen. B cBsa3m ¢ yacTbiMu
nepenvBaHnsaMM MOXET BO3HWKHYTb XPOHMYecKas mneperpyska
Xenesom, B CMeACTBUW Yero, W3MULIHWE Kene30 HauynmHaeT
Hakan/MBaeTCs B OpraHMame, Bbi3blBasi MOBPEXAEHUS NeYeHu
M cepdua. Ong yoaneHus M3NULWIHEro efesa M3 OpraHvama,
MOXET NOHAA0ONTCA MPMEM CreLmanbHbIX NpenapaTos.
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M SputponoatuH (3MO) MCNONb3YIOT NPU aHeMUM OAs NOAHATUA
YPOBHA remornobuHa. [lpenapaTtbl 3TOM rpynnbl BBOAATCS
yKOMamm nofd KoxXy, Kak npaBuio, OAMH pa3 B Heaento. JSlyduwme
pe3ynbraTbl edYeHns OOCTUratoT Te NauneHThbl Y KOTOPbIX HU3KNIA
ypoBeHb 3O 1 Te KTO He 3aBUCAT OT MnepennBaHnin KpoBMU.
YacTble OCNOXHEeHMs 3T0 6O0/1e3HEHHOCTb Ha MecTe YKona,
NoBbILLeHWe AaBNeHNs 1 YBENMYEHMS pUcKka TPOMO03a.

M lopMoHanbHoe fnedeHne  MMIoKOKOPTUKOCTEPOMAaMN  MPenMy-
LLIeCTBEHHO MCNONb3YIOT MPY BO3HMKHOBEHNN aHEMMNM CBA3AHHOWN
C TreMonM3oM (korga COOCTBEHHbLIM OpraHvM3aM MNpon3BOAUT
aHTMTENa K COOCTBEHHBIM KMETKaM KPACHOWM KPOBMW), a Tak Xe
ONS MOAHATUS YPOBHS reMor/iobuMHa npuv aHEMUM BO3HUKLLEN
He B pe3ynbrate remonvsa. [oOpMOHanbHylO Tepanuio Tak
Ke MPUMEHSAIOT B KOMOMHaUMW C APYrUMU 1eKapCTBEHHbIMM
cpeactBaMn. YacTble OCMOXHEHWS /1edeHnsa TOLIHOTa, W3XOora,
ronoBHaga 60/b, HAPYLLEHWS CHaA, OCTEONOPO3.

O6ny4yeHune

O6ny4YeHne B HU3KOWM A03€e, yBEIMUYEHHON Cene3eHku, Npon3Boaart
npu He 3POEeKTUBHOCTU ApPYyrux nedebHbix MetoaoB. O6ydeHne
MOXeT YBE/MYMBATbL PUCK BO3HUKHOBEHUA UHQEKUMA. DddeKT
TAKOro MeToda KPaTKOBPEMEHHbLIW, O/IMTENbHOCTb ero He 0onee
nonyroaa.




MMUETO®UBPO3

NporHos

MNpun 3aboneBaHun M® cragui  He pa3nuyator.  [1porHos
NPOAO/IKUTENTBHOCTM  XU3HW  KaXAOro nauuMeHTa OueHMBaeTCH
nHOMBMAyanbHO. B 3aBMCMMOCTM OT BO3pacTa, nokKasaTenen
aHanM3oB KPOBM N OOLWIMX CUMNTOMOB, MAUMEHTOB pacnpeaenstoTt
Ha rpynnbl pucka (wWkana pucka IPSS u DIPSS). WHorga ong
ONpefeneHna rpynnbl prUcka TakK Xe y4YuUTbIBaeTCa MoTpebHOCTb
B MNepeiMBaHnax KPOBM M XPOMOCOMHbIE WN3MEHEHUHA B K/1eTKax
(wkana oueHkn puckos DIPSS plus). Kak nedyeHne Tak nm NpOrHo3
3aBUCAT OT rpynnbl puUcKa.

lNpotekaHne 3abon1eBaHUA OYEHb pPasIMYHO, 3a CYeT 3TOoro
NPOAO/IKNTENBHOCTb XM3HM MOXET CUMNbHO BapbMpPOBaTbLCA OT
Heckonbknx net go >10 net. Pe3ynbratel NeyeHnsa MHOMBUAYa AbHbI
1N HE MOTyT OblTb MPOrHO3NPYyEMBbIE.




Pa3paboTky matepuanoB nogaepxusaet Novartis.

KoHTtakT: SIA Novartis Baltics Eesti filiaal, Parnu mnt 141, 11314, Tallinn,
tel 6 630 810.

[NpeacTaBneHHbIE MaTEPUasbl M3rOTOBMNEHbI M3 BOTOKOH
nepepaboTaHHom Gymaru.
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