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DTOT TEKCT pa3paboTtany YaeHbl rpynnbl MuenonponndepaTmBHbIX 3a00-
neBaHuii 2cTtoHckoro O6beanHeHna fematonoros Mapio XeriH, Xanamkum
Kbigap, Mapuc MNaprart, Mapre Paxy, Kpeate MnbBec n Mupsa Bapuk.

MaTtepuanbl nepeBefeHbl M afanTupoBaHbl Ha PYCCKUN A3blk PeHaTte
Kaues-OnoHLueBo.
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Muenodubpos

Mueno¢pumbépos (MD) 510 310KavecTBEHHOE 3a601eBaHne KOCTHOIO MO3ra,
OTHOCSLEeCs K rpynne muenonponndepatneHbix 3a6onesaHnin. Muenodu-
6p03 3T0 XpoHMYeckasd 601e3Hb, MPU KOTOPOW, B KOCTHOM MO3re, B MOBbI-
LIEHHOM KONMyecTBe pa3pacrtaercs pubpotnyeckan (pyobuosad) TkaHb. 3a
CYeT 3TOro npolecca BbITECHAETCA HOpMasibHas TKaHb KOCTHOrO MO3ra,
oTBeyvatoLLlas 3a BblpaboTKy KPOBSHbIX KNETOK.

M® MOXeT BO3HMKATb MEPBUYHO (MEepPBUYHBLIA MUeNnodnbpo3) uam vy
NauUMEHTOB Y KOTOPLIX Y>Ke MMeeTCA Apyroe 3ab00n1eBaHne KpoBu (Hanpumep
NCTUHHAA NONLMTEMUA UM SCCEHUManbHas TpoMOoUMTEMUS), OAHAKO
NleYeHne He 3aBMCUT OT TUMNa BO3HUKHOBEHMS 3a001eBaHNSA.
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M® aBnaeTca peaokum 3aboneBaHWeEM, B cpeaHeM BcTpedaemocTb 1,5
cny4daeB Ha 100 000 yenosek B rogy. OCHOBaHWe 419 NOCTaHOBKM AnarHo3a
ABNSIETCS aHa/IM3 KPOBMU, TMCTO/I0MMYeCcKoe NCCNeA0BaHNE KOCTHOMO MO3ra
N ybTPa3BYKOBOE MCCedoBaHNe OPIOWHON NOA0CTU.

M® BbI3blBAET N3MEHEHWSA Ha YPOBHE CTBO/TOBOW K/TETKM KOCTHOMO MO3ra.
He Tak 4aBHO y4eHble 0OHapYXuWnn Takne nameHeHna 8 IHK, npmu kotopom
HapyLlaeTcs peryngaums HopmMasaibHOro KPOBETBOPEHWA U MPOUCXOANT Bbipa-
60TKa U3MNLLIHENO KOMMYECTBA KPOBAHbBIX KNETOK.

B npouecce pyb6ueBaHUs KOCTHOMO MO3ra MpOWCXOAWUT BbITECHEHMEe
HOPManbHOro KPOBETBOPEHWS B pe3y/ibTaTe 3TOro nocTeneHHo pasBu-
BaeTCs aHeMUs, CHUXAeTCs KOMMUYECTBO /1eMKO- U TPOMOOUMTOB. YBENW-
YeHWe NeYyeHn 1 ceneseHkn NPONCXOAMT 3a CcUYeT KoMMneHcauu paboThbl
KOCTHOIO MO3ra, 3TOT NMPOLECC MOXET BbI3bIBaTh AOMOMHUTENbHBIE Xano0bbl
y NauveHToB.

Yalle Bcero, B 60% cny4aeB, HaxoaaT HapyLLeHNd B reHe, Noj Ha3BaHnem
AHyCc-knHa3bl 2 (JAK2) 1 npumepHo B 30% cnydyasx B reHe KasbpeTuky-
nuHa (CALR). lopa3no pexe naMeHeHUss HaxXOAsT B CXOXEM MO MEXaHWU3MY
nencrsus reHe MPL.

[1PUYMHBI BO3HUKHOBEHNA TEHETUYECKNX U3MEHEHWIA, HEU3BECTHbI, BO3MOX-
HbIMW dakKToOpaMn pUCKa ABMAIOTCH COMPUKOCHOBEHNUA C XMMUKATaMU U
NOHN3NPYIOLWNM N3TYyHEHNEM.

Mpn ®nb6pOo3HBLIN MMenodpmnobpos.

Mpn GUOPO3HLBI MMenodrnbpos (Npu-M®)- cocTosgHKe, NpeallecTBylollee
MMenodunbpo3y, KOTOpoEe TPYAHO OTIMUUTL OT SCCEHUMABbHON TPOMOO-
untemmn (3T). Y npu-MO apyrasa KIMHUYECKas KapTuHa 1 nydlle TedeHmne
60ne3Hn 1 NPorHos. B cnyyae npn-M® B KOCTHOM MO3re 0Obl4HO HET Bblpa-
XEHHOM GUOPOTUYECKOW TKaHW, aHEMUN N YBENNYEHWS CENE3EHKMN.

[pn Ha3HAYEHUN NEYEHNA BaXHO YYNTbIBATb COMYTCTBYOLLNE 6onesHu
naumeHTa, NoboYHble AENCTBUS N1eKapCTB U NMPOrHOCTUYECKME GaKTopbI.

Mnenodnbpos n npu-M®d He ABIAOTCA HACNEACTBEHHBIMU GONE3HAMN U UX
HEBO3MOXHO MNpeaynpeanThb.

M® He sBNAeTCHA Hac/iegCcTBEHHbIM 3a60/1€eBaHUEM M NMPeaoTBPaTUT ero
HEeBO3MO)XXHO!
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CvMmnToMmMbl

M® B OCHOBHOM AOVarHOCTUPYHIOT ONMMpPaAChb Ha »anobbl NauneHTa, nHoraa
Ha OCHOBAHWK C/IYyYaNHO O6Hapy>KeHHbIX N3MEHEHWI B aHa/In3e KPOoBU.

Camble yacTble anoobbi:

M 5LI3BaHHbIE aHEMUEN UM MANTOKPOBUEM, YCTANoCTb, CNabocCTb,
OAblLLKa, yYalleHHoe cepauebrenmne

B ceasanHbIe C yBEIMUEHEM Ceneserkn (1 neveHn) 6011 B BepxHen
4aCTW XMBOTA, YyBCTBO NEPENO/IHEHHOIO XEe/yKa, CHUXEHKE Beca

[ | obLUMe CMMNTOMbI Takne Kak NoBblLLEHHaA HoYHas NOTINBOCTb,
noBblleHHad TeMmnepaTtypa 1 CHMXeHne Beca

M vacTbie NHOEKLUMM CBA3AHHbIE C MOHMXKEHNEM KO/TMYEeCTBa 6enbix
M 6onm B KOCTAX U CyCTaBax

s 1 mm
()]

HOpMarsibHasa ceneseHka npwv CnieHoMeraanumn cenesexka
(o6bem npumepHo 350 mn) MoxeT OblTb yBeM4YeHa Ao 7 pas
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yBe/MUYeHHas cene-
3eHKa

dnbpoTnyeckmi,
BO/TIOKHWUCTbIN
KOCTHbIN MO3r

AR
&%

&N
HapylleHVe KpoBeT-
BOpPEHUA
HapyLLleHMe KpoBeT-
BOpEHMUS

YBenmyeHmne ceneseHkn npoucxoamT 3a cYeT aHoMarb-
HOrO KPOBETBOPEHWE B Hell. B ceneserke Takxke Npounc-
XoOMT 6onee WHTEHCUBHOE paspylleHue KpPOBSHbIX
KNETOK.

Y 12-25% naumeHToB 60/1€3Hb MOXET NEPEPOANTCA B OCTPYIO MUETOROHYIO
nenkemMuio.
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JleyeHue

3apadva neyveHns ato obaeryeHne CUMNTOMOB, COXpaHeHne Ka4eCTBa XN3HK
1N MO BO3MOXHOCTW NMPOoANeHne eé.

JleyeHre HasHavaloT NMpu NosABAEHMU CUMATOMOB A9 OLEHKM KOTOPbIX
nomoraet onpocHMk MPN-SAF TSS, koTopbI 4acT BaM BaLl 1evalumnii Bpay
W MefcecTpa.

MaumeHTbl y KOTOPbIX HET BbIPaXEeHHbIX CUMATOMOB, TAKMX KaK yBE/TMYEHHOM
ceneseHKu, myOboKOon aHeEMUW UMM OPYTrMX OCIOXKHEHWIA, B TeYEeHNE MOryT He
Hy>aaTbca. CTabuibHOE COCTOAHME MOXET AePXKaTbCA rogaMu, HO MPK STOM
NaLUMEeHTbl HY>XOal0TCs B PEryapHOM HabMOOEHUN 1 OLIEHKE COCTOAHNA Y
rematosiora. ViccnefoBaHns He NOATBEPANIV UTO PaHHEEe Haya o ledeHuns,
6€3 BO3HUKHOBEHWSA CUMMTOMOB, Y/TyYllaeT MPOrHO3 XN3HN NaLMeHTOB.

B HacTodlLlee BpeMs He CyLLecTByeT 1eKapCTB, KOTOpble CMOMn 6bl Nos-
HOCTbIO BblleUnTb 60Ne3Hb. EAMHCTBEHHBIM NOTEHLMAabHO 0340paB/IvBa-
OLLMM CMOCOOOM ABMFETCH (a/1/10rEHHad) nepecajka CTBOMTOBbIX K/IETOK
KOCTHOIO MO3ra OT 340POBOro YenoBeka. DTOT CNOCO6 NMPUMEHUM TOMbKO
ana 6onee monoablx, 6€3 Cepbe3HbIX COMyTCTBYIOWMX 3aboneBaHunii
NauneHTOB, KOTOPbIE COCTaBNAOT He 601ee 5% oT BCex OOMbHbBIX C MUENO-
dGNOpPoO30M.
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BO3MOXXHOCTU NeYvYeHusa

Ncnonb3yeMble nekapcTBeHHble
npenaparTbl

JAK-MHrnémTopbl rpynna npenapaToB, MULLEHbIO KOTOPbIX AB/1AETCA NOAa-
BNeHne BHyTPUKNETOHYHOIro JAK-STAT CMIrHaNbHOro NyTH, KOTOPbIM CNOCO0-
CcTBYeT 00pa3oBaHuio Mnenodnoposa. 1M npenapatbl 3GPEKTBHbI 414
YMEHbLIEHNA PAa3MepPOB CeNe3eHKM 1 OOWMX CUMMNTOMOB, @ TakxXe Mnoso-
KUTENBHO BAIUSIOT HA MPOLO/IKUTENBHOCTD XU3HM MNaLUMEHTOB.

icxons n3 mexaHn3ma OercTBMA NpenapaToB, B HaYane nedeHns, MoxeT
CHMXATbCH YPOBEHb KPACHbIX KPOBAHbLIX Teney 1 remornobuHa. Apyrue
4acTo BO3HMKaoWmMe nobouHble addekTbl 3TO rofioBHas 601b 1 FO10BO-
Kpy>XeHue, MOBbILLIEHHAA KPOBOTOUYMBOCTb, MHOEKUUK. JIeYeHNA Heb34d
PE3KO MpeKpaLlaTb, MOCKO/IbKY 3TO Bbl3blBAET ObICTPOE BO3BpPALLEHME
CUMNTOMOB. [p1 XMMMoTEepanumu VCNob3yTCa pPasHble NMPOTUBOOMYXO-
neBble (LMTOTOKCMYECKME) BELLEeCTBA. DTy Tepanmio MOXHO MPUMEHATb U
npy M®, 0COOEHHO MPW NTEYEHUN TAXENbIX CUMMNTOMOB. XUMUOTEPanug
MOXeT MOMOYb YMEHbBLUNTL OOBEM NEeYeHW 1 CeNe3eHKN, a TakKe KOHTPO-
NMPOBAaTh Apyrmve CUMMNTOMbI. HO XvMmoTepanusa NoOAXOANUT He BCEM.

MpenapaTbl rMAPOKCMMOYEBUHbI UM TMAPOKCUMKap6amuaa camble 4acTo
NCNONb3yeMble XMMNYECKME NeKapCTBa ANA YMEHbLUEHNA Pa3MepPOB cene-
3€HKN 1 OpYrux CUMMNTOMOB, KakK MpaBmnio Kancy/bl NPUHUMAKOTCA pa3 B
OeHb Ha AoMy. B obuwem 3Tn npenapaTbl XOPOLO NEPEHOCATCHA U Y HUX
Masio NO60YHbIX 3G deKTOB. BO3MOXHbIE MOOOYHbBIE ABNEHUSA STO CHUXEHNA
YPOBHA KPOBSAHbIX TeNeL, Cbifb, A3Bbl HA HOrax, TOLHOTa 1 MOHOC.

UHTepdepoH-anbda 1Crnonb3yetca Ona fnedeHua 6onee  Monoabix
nauneHToB. ITOT Npenapar Noxox Ha Apyrne NpoTUBOOMYXONeBbIe 1 -BOCMNa-
NUTENbHbIE BELLECTBA BbipabaTbiBaeMble OpraHM3MoM. MHTepdepoH-anbda
MCMONb3YIOT NPENMYLLECTBEHHO MPK NneveHnn MO ¢ ysenmdeHHon cene-
3€HKOW, 60N19MU B KOCTAX M MOBbILLIEHHOM KONMyecTee TpOMGOLMTOB.




MHME/TO®UBPO3

YpaneHue ceneseHku

B cnydaax HEBO3MOXHOCTM KOHTPO/IMPOBATh CUMMATOMbI Bbi3BaHHbIE YBE/N-
UEHHOW cenes3eHKo, NMpu NOMOLN TEKAPCTBEHHbIX CPEACTB, BO3MOXHO
XUPYPruyeckoe yoaneHmne ee, npy oTCyTCTBMN NPOTUBOMOKA3aHNI.

Oxnpaemblini 3pdeKT onepaTMBHOrO NeYEHNA: yMeHblIeHne CUMMMNTOMOB,
CHUXXEHWEe AaBNEeHNSA BO BHYTPEHHER MEUYEHOUHOW BEHE, CHIKEHNE NoTpeb-
HOCTV B NepenmBaHnm KOMNOHEHTOB KPOBW. PUCkn: nHbekunm, yBennueHme
neyeHu 1 Konnmyectea TPOMOOUMTOB, PUCK BO3HUKHOBEHMA TPOMOO3a,
HENOCPEACTBEHHbIE OCTOXHEHNA CBA3aHHbIE C Onepaune.

JleueHne aHeMuun

| lNepuognyeckre nepennBaHng KpacHOMW KpPOBK, KOTOPbIE YMEHbLUAIOT
CUMMTOMbI CBA3a@HHblE C aHeMunel. B CBA3M C YaCTbIMU NepemBaHnamMm
MOXXEeT BO3HMKHYTb XPOHNYECKadA Nneperpyska Xxene3om, Bcneaciesme
Yero, M3NLLHKe XXene3o Ha4YMHAEeT CKan/inBaTbCA B OPraHn3Me, Bbl3biBad
NOBPEXAEHNA Nevenn 1 cepaua. Ana yoaneHna N3IMWHero Xenesa ns3
OopraHmnsMa, MOoXeT noHanobuTbCS npnem cneunanbHbIX NpenapaTos.

M Sputponostur (3MO) UCMONBL3YIOT NPY aHEMUKM ONA NOAHATUS YPOBHS
remMornoounHa. lNpenapatbl STOW Fpynnbl BBOASATCHA YKO/IAaMM MO KOXY, Kak
npaBWIo, OAMH pa3 B HefeMo. Jlyyllne pesy/ibrathl IeYeHns JOCTUraoT
Te nauneHTbl y KOTOPbIX HU3KKIA ypoBeHb IO 1 Te , KTO He 3aBUCAT OT
nepenvBaHnii KpoBn. HacTble OCTOXHEHNSA 3TO 601e3HEHHOCTb Ha MecTe
YKO/a, NOBbILWEHME AaBNEHNA U YBEIMYEHNEe pucKa TpoMO0o3a.

M MopMoHanbHoe nedeHue rMoKOKOPTUKOCTEPOUAAMM MPEUMYLLIECTBEHHO
NCNOMb3YIOT MPU BO3HWUKHOBEHUW aHEMWUW CBA3aHHOW C reMO/IM30M
(korgoa COOCTBEHHbIV OpraHn3M NMPON3BOANT aHTUTENA K COOCTBEHHbIM
K/1eTKaM KPaCHOW KPOBM), @ Takxke AN NOAHATUSA YPOBHA reMornobuHa
Npy aHEMWUN , BO3HUKLLEN He B pe3y/nbraTte reMonn3a. [opMOoHanbHyo
Tepanuio Takxe NPUMEHHAIOT B KOMOUHALMN C APYTUMU TEKAPCTBEHHBIMU
cpenctBamn. Hactble OCNOXHEHNSA TEYEHNA TOLLHOTA, U3XK0ra, ro/1I0BHadA
00/b, HAPYLLIEHWSA CHa, OCTEOMOPO3.
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O6nyvyeHue

Ob6nyyeHne B HU3KOW O03€e, yBEIMUEHHOW Cene3eHkKu, NpomM3BoaAT Npu
HESPOEKTUBHOCTU APYrnX nedebHbix MeTogoB. O6nyYeHne MOXeET yBEU-
UMBaTb PUCK BO3HWKHOBEHUSA MHOEKLUNI. DbdeKT Takoro Metoaa KparT-
KOBPEMEHHbIN, ANNTENBHOCTL €ro He 601ee Noayroaa.

NporHos

MNpu 3a6oneBaHun M® ctagnin He pasnuyatoT. [NPOrHO3 NPOAOIKUTE b
HOCTW >XXM3HM KaXXA0ro naumeHTa oueHnBaeTCs MHANBMAYyanbHO. B 3aBncu-
MOCTM OT BO3pacTa, NokasaTte/ien aHam30B KPOBU M OOLLUMX CUMMNTOMOB,
naLMeHTOB pacnpenensoT Ha rpynnbl pucka (wkana pucka IPSS mn DIPSS).
VIHorma ons onpeaeneHna rpynnbl PUcka Takxke yunTbiBaeTCs MOTPeObHOCTb
B MEPENNBaHUAX KPOBM M XPOMOCOMHbIE W3MEHEHMA B KNeTkax (Wwkana
oueHkn puckoB DIPSS plus). Kak neueHue Tak 1 NporHo3 3aBUCAT OT rpynnbl
pucka.

MpoTekaHve 3ab0neBaHns OYeHb Pa3/IMUHO, 3@ CUET STOIO NPOAO/IKUTE b-
HOCTb >XXW3HN MOXET CU/IbHO BAPbMPOBATLCA OT HECKOMbKMUX NeT A0 >10 fer.
Pe3ynbrathl NeYeHns MHAVBUAYanbHbl U HE MOTYT 6biTb MPOrHO3MPYEMbIMU.
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Pa3paboTtky maTtepuanoB nogaepxusaet Novartis.

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