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3CCEHUWAIbHAA TPOMBOLUMTEMUSA

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.




3CCEHUWAJIbHAA TPOMBOLIUTEMUS

dcceHUunanbHasa TpoMmoébouuTemMus

ScceHumanbHaa TpombountTemus (3T) 3T0 XpoHMUeckoe 3aboneBaHne
KOCTHOIO MO3ra, Bbl3BaHHOE reHETUYECKMMM U3MEHEHUAMN, MPU KOTOPbIX
yBeNMuMBaeTCa NpoM3BOACTBO TPOMOOUMTOB. DT OTHOCUTCA K rpynne
MrenonponndepaTuBHbIX 3a001EBaHNIA.

TpoMBOUMTbI NN KPOBSAHbIE MNACTUHKM, OUEHb MaNleHbKINE KETKM, KOTOPbIe
y4YacTBYIOT B NPOLECCe CBEPTbIBAEMOCTN KPOBU.
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3CCEHUWAIbHAA TPOMBOLUIMTEMUS

[na scceHumnmanbHOM TPOMOGOUMTEMUIN XapaKTEPHO:

- NOBbILLEHHOE KOIMYeCTBO TPOM60oUNTOB (2450 X 10%/n), Kak
MUHUMYM B TeYeHWn 2 MeCcaLEeB NP NCKIOUYEHWM BCEX OCTabHbIX
NPUYNH YBETMYEHUSA KONNYECTBA UX;

- N3MEHeHWs Bbi3BaBLlUMe 3a60/1eBaHne, BO3HUKIV B TEYEHUN XU3H,

- UISMEHEeHNA KPpOBW N B KOCTHOM MO3re He XapaKTepHbl ApYyrMm 3a60-
neBaHnAM KOCTHOro Mo3ra.

YBenmyeHne KonmyecTtea TpOM60LI,l/ITOB MnoBbllWAaeT PUCK TpOM603a,
MOCKO/IbKY CBOUM KO/IMYECTBOM KJ/1ETKM MOTYT 3aKyrnopumBatb MesIKne
COocCydbl. Pexxe Bo3HuMKatoT KpoBOTEHEHNA, MOCKO/IbKY MpK yBE/TMYEHNN
KONMM4ecCTBa K/ETOK, HapyLlaeTcd 1 nx beHKLI,l/Iﬂ.

BeHO3HbIN TPpOM6GO3
HOPMasbHbIN Tpom603 aMbon
KPOBOTOK rnyOoKnxX BeH




3CCEHUWAIbHAA TPOMBOLUUTEMUS

ApTepuanbHbii TPOM603

HOPMa/ibHbI KDOBOTOK

3a6/10KMPOBAHHbIN KPOBOTOK

TepMI/lH <<TpOM6OLJ,VITeMVIF|>> O3Ha4aeT yBenmd4eHHoe KO/Im4yeCTtBo TpOMGO-
LMTOB, MOHATNE «3CCeHUMalbHaA» YKa3blBaeT Ha NepBn4yHoOe 3aboneBaHne
KOCTHOIO MO3ra, UCK/to4Yaa Apyrmne npnynHbl, Hanpmnmep l/lH(beKLl,l/IVI, BOCMNa-
nuTenbHble 3a6oneBaHng, onepaunn, onyxonu, D,GQDVILLVIT Xenesa n OTCyT-
CTBMEe Cenne3eHKN.

ST peako BcTpevaemoe 3aboneanme: Ha 100 000 yenosek B rogy AvarHo-
CTUPYIOT AABa HOBbLIX C/lydast. 3a6o/eBaHne Kak NpaBnao AMarHoCTMPYIoT B
Bo3pacTe 6onee 60 net, Ho 20% cnyyaeB NPUXOAATCS Ha 6onee MOIOA0N
Bo3pacT, meHee 40 net. B Monoaom BospacTe 3ab60neBatoT npenmylie-
CTBEHHO XeHLMHbI. B 6o1ee cTapuiem Bo3pacTe 3a60/1eBaeMOCTb XEHLLMH
N MY>XUYMH OMHAKOBA.

ST He BO3MOXHO NpeaynpeamTb, NPUYMHBbI BOSHUKHOBEHMS A0 KOHLA He
n3y4yeHsbl. HYawe Bcero, B 60% cnyyanx, HaXOAAT HapyLeHNa B reHe, noa
HasBaHMeM AHyc-kunHasbl 2 (JAK2) n npumepHo B 30% cnydasax B reHe
kanbpetnkynmHa (CALR). fopa3no pexe M3MeHEHRUA HaxoaAT B CXOXMM MO
MexaHn3my AencTema reHe MPL.

B 10-20% reHeTnyecknx N3MeHEHNN HE HaXOAAT, BIVSHUE OTCYTCTBUS TaKMX
V3MEHEHNN Ha TedeHne 3aboneBaHns 1 Ha BbIOOP ledyeHna OO CUX nop
n3y4yaetcs.




3CCEHUMAIbHAA TPOMBOLUIMTEMUS

Mpun ®u6pPO3HBLIN MHeNnoPpmnobpos.

Mpn GUOPO3HBIN MMenodrnbpos (Npu-M®) -cocTosgHe NpeuecTByioLllee
Mrnenodnbposy (M®), Kotopoe MHoraa TPYAHO OTIMUKTE OT IDT. [ng yTou-
HeHWs ArarHo3a Hy>KeH aHann3 KOCTHOMo MOo3ra.

CvMmnTOMBI

Y MHOMMX NaLMEHTOB HET CUMMNTOMOB CBA3aHHbIX C 3a60n1eBaHneM, yBemn-
YeHKe KONM4yecTBa TPOMOOLMTOB, MOXET OblITb CIyHaNHOM HaXOLAKOWN.

Bo3MoOXHble CUMNTOMBI:

M BpemeHHoe HapylleHue KpOBOCHAGXEHNSA TONIOBHOrO MO3ra Uv TpaH-
3UTOpHas uwemMnyeckas ataka (TWA), cUMATOMamMn KOTOPOro MOTyYT 6bITb
ronosHasa 60/b, COHNMBOCTb, C1abOCTb, CMYTAHHOCTb CO3HAHWA, Hapy-
LEHNSA 3PEHNA 1 CyxXa U AP. DTU CUMNTOMbI Bbl3BaHbl HapPyLIEHUAMY
MO3rOBOIro KPOBOTOKA.

M Tpom603 3T0 OCHOBHOE OCMOXHEHNE 3T, KOTOPOE MOXET BbiTh OMAacHO
ans xu3Hu! Mpu 3T TpomM603 MOXKET ObiTb Kak apTepuanibHbiM (Hanpumep
NWEeMNYECKUIA MHCYNBT AN MHOAPKT FOI0OBHOMO MO3ra, MHOapKT cepaua)
Tak 1 MyOoKMX BEH (Hanpumep TPoOMOO3IMOONA NErOYHON apTepun).
Puck Tpom603a Bbille B 60/1ee cTaplleM BO3pacTe, NPy COMYTCTBYIOLINX
3ab6oneBaHnAx, NpeablayLnx TpoM603ax 1 Npu 60bLIOM KONMYeCTBE
TPOMOOUMTOB B KPOBU. TPOMOO3 MOXET BO3HUKHYTb M NMPpW HEOGObLIOM
yBEMYEHWN KONMYecTBa TPOMOOUMTOB.

M MoBbIWEHHAA KPOBOTOUMBOCTL BCTPEYUAETCH PEKO, KakK NMPaBu/io NnLlb
NpPW CUNbHO yBENMYeHHOM Konndectse (>1500 x 10%/n). KposoTeyeHune
MOXET NPOABNATLCSA MPU YASIMHEHHOW NN YBENNYEHHOM KPOBOTOUM-
BOCTM M3 MaNeHbKNX paH, ydaLleHHbIMN 1 0O6UIbHBIMU HOCOBbIMW KPOBOT-
euYeHMsaMN, KPOBOTOUALLMMM AeCHAMU, MOAKOXHbBIMN KDOBON3IUAHUAMMN
NN 0BUNBHON MEHCTPYaUMEN.




3CCEHUMAIbHAA TPOMBOLUUTEMUS

M YsenvyeHHaa ceneseHka Uau cnieHoMeranvs sBcrpedaetcsd y 30-50%
NaLUMEHTOB M MOXET Bbl3blBaTb Takme CYMMTOMbI Kak AUCKOMPOPT
4YyBCTBa NePENONTHEHHOrO Xenyaka, pexe 601 B NEBON HUXHEN YacTu
XMBOTA.

| MOFyT NOSABAATBCA CUMNTOMbI OOLLEro XapakKTepa Takmne Kak yCtanocTb,
cnabocCTb, 3yA KOXW, MOT/IMBOCTb U HebonbLuada TeMnepartypa.

HOpMasbHas ceneseHka npu CnaeHomeranun cenesexHka
(o6bemM npumepHo 350 mn) MOXeT OblTb yBeMYeHa A0 7 pa3




3CCEHUMAIbHAA TPOMBOLUIMTEMUS

IOnarHocrtuka

3avacTtyto 60/1e3Hb HaxXoAAT Cy4YarHO, KOraa B aHasm3e KpoBu OOHapy-
>KMBAT MOBbILLEHHOE KOIMYEeCTBO TpoMOGOoLUMTOB (2450 x 109/n), B TEUEeHUH
2 MecaueB M UCKMoYEHbl BCE OCTaslbHble NpuYMHbl. [pyrne nokasatenu
KPOBU-NENKOLUTLI, FTeMOMMOOWNH, reMaToKpUT 1 3PUTPOLUTLI, MOTYT ObITb
HOpMasbHbIMW.

[nga noarBep>XAeHUsA AnarHo3a Hy>KHO B3ATb aHasiu3 KOCTHOro MO3ra, rae
npu 2T BMAHbI pa3pacTaHMe MerakaproumnToB (KNeTKu NpeaLlleCTBEHHMKN
TPOMOOUMTOB). [pKY OLLYNbIBAHWM XMBOTA, MOXHO MOYYBCTBOBATL yBE/ M-
HEHHYIO CeNe3€EHKY.

Mpy NOCTAHOBKE AMAarHo3a BaXXHO U3MEePEeHMe reHeTMYeCKX MyTaLni.

JleyeHune

IT 370 Hensneummoe xpoHuyeckoe 3abonesaHue. [Npr N1aHUMpoBaHWM
NevYeHnsa OLEeHNBAT CUMNTOMbI 6ONE3HU U PUCKU Pa3BUTUMA TPOMOO3a Ha
OCHOBaHMN MeXAYHapOAHbIX PYKOBOACTB ledeHns. beccMMnToMHble naum-
€HTbl Y KOTOPbIX OTCYTCTBYIOT MPM3HaKM 3a601eBaHus 1 HU3KWI PUCK TPOM-
6034, B IeYEeHNN HE HYXXAAKTCA U MOTyT OCTaBaTbCs Noa HabaaeHeMm. Y
NaLMEeHTOB C BbICOKMM PUCKOM OCIOXHEHWI (HanpuMep npeablayLive Tpom-
603bl, BO3pAcT cBblwe 60 net, Hanuune reHHon myTtaummn JAK2, cepagedHo
cocyamncTble 3a6on1eBaHnsa AN MMetoLmecst GakTopbl pyYcKa K HUM), Lenbko
neyeHns aBNSeTCs yMeHblIEeHN KonnyecTBa TPOMOOLMTOB. Taknm 06pas3om
CHUXAeTCs pUck TPoMO03a, Tak »e 60NbLLoe 3HaUYeHne MMeeT cobntoaeHne
300pPOBOro 06pasa XM3HM (0TKa3 OT KYpPeHUs, CHUXeHWE 130bITOYHOMO
Beca, HopMann3auns AaBNeHus, perynspHoe 3aHATUS CMOPTOM).
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Ncnonb3yeMble neKapcTBeHHble
npenaparbl

B Ona npendatctBus cknensaHusa TPOMOOLMTOB U CHUKEHWUSA pUCKa TPOM-
603a MCNONb3YIOT B HW3KOW [03€e acnMpuH (CepaeYUHbIN acnupuH).
ACMVPWH MOXeET BbI3blBaTb Pa3apa)KeHne CAIM3NCTON XeyaKa, Bbl3biBas
4yBCTBa AMCKOMPOPTA, TOLWHOTY 1 60Mb. VIHOrAa TpebyeTca HasHaueHus
AHTUKOAry/IgHTHOE /ledeHne (CpeacTsa NpenaTCcTByioLLme CBepPThiBae-
MOCTWN KPOBMW), KOraa puck TpoM603a 13 3a CONYTCTBYIOLMX 3a601eBaHui
OY€EHb BbICOKUMN.

M Mppokerkap6amua v rMaPOKCHMOYEBMHA 3TO XUMUYECKII Mpenapar,
KOTOPbIN NOAABIAET BbIPaOOTKY K/IETOK B KOCTHOM MO3re u aBngeTca
CaMbIM 4aCTO MCMO/Ib3yeEMbIM NpenapaTom nNpu nedexHun 3T, MTMapokcu-
Kapbamma 3GPEKTUBHO TOPMO3UT CO3PEBAHME N AENEHNE K/TETOK KPOBMY,
B CBA3M C YEM, MOTYT CHUXATbCA U ApYyrue KIeTKu KPOBU (3PUTPOLUTLI
N NenKounTbI). YUnTbiBasd BO3MOXHbIV 3GdEKT npenapara Ha U3mwHmne
nogasneHne KNeTOK KPOBW, OYEHb BaXeH PeryngpHblii KOHTPO/b
aHann30B..

Ha ocHOBaHWK pe3y/1bTaToB KPOBW HA3HAYaeTCA U KOPPEKTUPYETCA A03a
npenaparta. [mapokcnkapbamng NpruHMMaeTCa BHYTPb B BUAE Kancy/l, B
COOTBETCTBUM CO CXEMOM HAa3HAYEHHOW reMaTONTOrOM.

B o6uiem npenapat Xopouwo NepeHOoCUTbCS, OH MMeeT Mano NoGOYHbIX
OEeNCTBUIA U OHU NEerkoro xapakTtepa. MIHoraa npenapaT MOXeT Bbi3bl-
BaTb YCTaN0CTb, MOTEMHEHME KOXN. PekoMeHaytoT nsberaTb 3aropaHus,
MOCKO/IbKY MOBbLILLEH PUCK Pa3BUTUS pPaka KOXN.

Mpu NOABNEHUN A3B Ha KOXE MW CAM3UCTBIX, 06 3TOM 0693aTe/lbHO
cnepyeT coobLMTb CBOEMY nlevallemy Bpady!

B VnTepdepon-anbda BELLEeCTBO NoXoXee Ha Apyrie MPOTUBOOMYXONeBble
N -BOCNaNnTENbHbIE BeELLECTBaA BblpabaTbiBaeMble OpraHnM3amMom. Takoe
NeYyeHne NpeanoyTUTeNbHO ANA NedYeHna 6oa1ee MOModbIX NauleHToB.
NHTepdepoH-anb®a CHMXaeT Konm4ectBo TpomMboumtoB. lNpenapat
BBOAMTCS MO KOXY B COOTBETCTBMM C HA3HAYEHHOW BPaYOM CXEMOW.
CaMbIM 4acTblM MNOGOYHBIM 3bDEKTOM ABAAETCA rpunnonogoOHble
CUMMTOMbI, KOTOPble Hanboee BbipaXkeHbl B Ha4ae 1edeHns: BbiCokas
TemMnepartypa, 1oMoTa BO BCEM Te/le 1 N/10X0e CaMOYyBCTBHE.
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[na npenotBpalleHna Taknx CUMNTOMOB PEKOMEHAYETCH nepes yKO/TOM
NpUHMMaTb NapaueTaMmosn 1 BBOAUTL Npenapat nepen CHoM. [MobouHble
OEeNCTBUA KaK NpaBm/iI0 NPOXOAAT NOC/IE AUTENBHOMO MCNOMb30BaHUS.

B Anarpenua, NCnonb3yioT PeaKo: B ClyyYanx Koraa 60/bHOM He NepeHoCHT
HW rMapoKcukapbamna HU nHTepdepoHr-anbda n/vnu 311 npenapatbl He
0AatoT OO/KHOro pesynbrata. AHarpenunn 3ameansaeT BolpaboTky TPOM-
OOUMNTOB B KOCTHOM MO3re. HacTble NoOoYHble AENCTBUA 3TO 3a4ePXKKa
XNOKOCTH, NPOoBaeMbl C AaB/IEHNEM, TO/10BHAA 60/b, COHIMBOCTb, HApPY-
LLEHNA pUTMa M NOHOC.

OueHb peako Ncnonb3ykoT OycynbdaH 1 docdopnt P32.

UYTto MoXKeT caenaTb caM nauueHT?

Mpy NNaHNPOBaHUM 6EPEMEHHOCTN 1 NMPU ee HACTYMN/IEHUM HY>XHO 0643a-
TE/IbHO MPOKOHCY/LTUPOBATLCS C FEMATO/IONOM.

Ena nomkHa 6biTb 300poBas v cbanaHCMpoBaHHas, M36eraTb XUPHOR MULLN.
KoHTponMpoBaTh AaBneHue, ypoBeHb Xo/1ecTeprHa 1 caxapa KpoBu.
OTKaszaTbCH OT KYypeHMUS.
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NporHos

CpeaHasa NpoaoMKUTENBHOCTb XN3HM NaLMEHTOB C 3CCeHLUManbHOM TPOM-
6oumTeMmner He oTIM4aeTca oT obLen Nonynsaumm, HO MHOroe 3aBUCUT
OT MHOMBUOYANBbHOIO pesynbrata IeYeHns, BO3pacTa U COMyTCTBYHOLLMX
3a6onesaHnn. INpu AOMKHOM NevyeHnn 3aboneBaHne MoXeT HaxoanTca B
cTabunbHOM cocTtoaHun 6onee 10 net. 3T MOXET C rogamMu NepepoanTbCs
B Mnenodnopos 1y 1-2% naumMeHToB B OCTPYIO NENKEMMIO.

Mpn Mrenodnbpose HopMasibHas TKaHb KOCTHOMO MO3ra MOCTeneHHO
3amMellaeTcst BOIOKHWUCTOW UM GUBPOTUUECKON TKaHbIO YTO MPUBOANUT K
BbITECHEHMIO HOPMasibHOIrO KpOoBeTBOPEeHUs. KpoBeTBopeHne 4acTuyHo
nepexoamT B ceneseHKy Bbi3bliBas ee yBenmderve. Co BpeMeHeM Konnye-
CTBO K/1ETOK YMEHbLLAETCst U NaumeHTbl CTAHOBATCA 3aBUCUMbI OT Nepenn-
BaHWI JOHOPCKOM KPOBW.

Mpw OCTPOI NekeMnmn BO3HWKaET paspacTaHne 6/1acToB (Hespesble onyxo-
NeBble KNETKWN) 3TO 3HAYUTENbHO YXY/LIAEeT NPOrHO3 3a60/1eBaHNS.




Pa3paboTtky maTtepuanoB nogaepxusaet Novartis.

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