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MaToNOrivyHi 3MiHM

* ET € XpOHi4HNUM MienonponidepaTUBHNM 3/10AKICHUM FreMaToNOoriYHNM
3aXBOPHOBAHHSAM, LLLO XapaKTepPM3YETbCA MPUCKOPEHOK NPOAYKLIELD
TPOMbOOUNTIB i MOCTYNOBUM MNOTipLLIEHHAM TPOMOOLMTAPHOT aKTUBHOCTI.

Enigpemionoria
* 33 A3aHMMM enigemiosiIoriYHMX AOCNiIAXKEHb HAaCesIeHHS, PiBEeHb

3aXBOPHOBAHOCTI HA ET cTaHOBUTL Bifl 6 40 25 NaLUI€EHTIB HA MiNbINOH 0Ci6
LLLOPOKY.

* 3a3BMYan 3aXBOPHOBAHHA AiarHOCTYETbCA Y Bili 40-50 pokKiB y XiHOK Ta
60-70 pokiB y YosnoBiki (y PiHAARHAIT).

 CniBBiAHOLWEHHA XiHKN/4Yonosikn = 1,3/1

ETionorisa

* HeBigoma
JliarHoCcTMYHi KpuTepii (33 pekoMeHaaLisMmn BOO3)

» TpuBana tpoMmbounTeMis >400><109/n
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* Y 3pa3Kax KicTKOBOro Mo3Ky 36i/iblleHa KiJibKiCTb MerakapioumTiB i
nopytwieHa mopdgonoria. OgHak MOpdOIOTiYHI 3MiHN MOXYTb ByTK
AOCNTb HE3HAYHNMMU,

 BiacyTHi 03HaKKW, XapakKTepHi ANA iHWKX MienonposiipepaTMBHNX CTAHIB
(cnpaBXHsa noniunTeMia [(5:%°%|CnpasxHa noiuutemia (CM...], XpPOHiYHa
MienonponidepaTnBHA NIeNKeMIA [(524°%|XpoHiuHMIA MiEAOLMTaPHWIA .. ],
Mienodibpo3 [5:"°=|Mienodibpos (MD)] )

e MyrTauis JAK2 V617F un geaki iHwi Toukosi myTau,ii (CALR, MPL), abo
iHLLi O3HAKW KJIOHA/IbHOIO 3aXBOPOBAHHA abo 3a iX BigCYyTHOCTI -
BMKJIFOYEHHA MPUYNH peaKTUBHOI TpOMbounTEMIl.

» J1na BCTAaHOBNEHHSA AiarHo3y HeobxigHO BMKOHATK BCi YOTUPU KpUTepii.

IndepeHuinHa giarHoCcTnKa

* BTopuHHi TpoMboumnTo3n (6amsbko 80% BCix TpoMboumTO3iB).
o [ocTpa abo XpoHiyHa KpoBoTeYa

o BigHOBNEHHSA nicns TpoMmbounToneHii (pukoweT)

o PeBMaTOigHMN apTPUT Ta iHLLI 3aXBOPIOBAHHA CNOJTYYHOI
TKAHWHW Ta 3anaJjibHi 3aXBOPIOBAHHA

o locTpi abo XpOHiYHi iHPEeKLiMHI 3aXBOPIOBAHHA

o |[HTeHCMBHA di3NYHa aKTUBHICTb; NOIOMM; aApPeHasiH
o [ediunT 3anisa

o [eMOIiITUYHA aHeMifA

o AcnsieHis (Hanpukaag nicna cnyieHeKToMii)

o HOBOYTBOPEHHSA i 3/I0AKICHI NYX/INHN

o TMOWKOAXEHHA TKAHWH

o [icnaonepauinHi CTaHW

* |HWi MienonponidepaTnBHi 3aXBOPIOBAHHS (CNPAaBXXHA NOJLUTEMIS,
Mienodibpo3, XpoHiYHa Mi€loreHHa nenkemis)

* MienogncnnactnyHmnm cniapom, MAC [[(5:54°%2|MienoancnaactnyHi cuiapo...]

(5q97; pedpakTepHa aHeMisA 3 KislbLueBMMKN cnaepobnactamm Ta
TpoMbounTosom - PAKC-T)

KniHiYyHa KapTUHA | yCKNAAHEHHS

 [pn acumnToMHOMY nepebiry ET BUABNAETLCA BUNAAKOBO
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» ApTepiasibHnn TpoMb603 (6/11M3bK0 25% BUNAAKIB Yy XiHOK, 6/1M3bko 50%
BMNAAKiB Y YO0BIKiB)

* BeHO3HUI TPOM603 (621M3bKO TPETUHM Bif, KiIbKOCTi apTepiasibHUX
TpoMb03iB)

e TIA, ronosHumn 6inb
* lMepudepunyHi cumnTomMu ilemii (eputpomenasnris)
» 3HayHi kpoBoTeui (y 20%)

* YcknagHeHHA npu BariTHOCTi (y 45% BariTHOCTen, 3a3BMYaN CNOHTAHHUN
abopT Ha paHHiX CTPOKAX)

* TpaHcdopmauifay Mienodibpos xapakTepHa Ha 6i/ibL Mi3HIX TepMiHaX.

» JlenkeMmiyHi TpaHcpopMaLii TpanaaTbCA PiaKo.
JlabopaTopHi gocnig>keHHs

 Kinbkictb TPOM6OUNTIB >400% 1 09/n
* TMNOBI 3MiHM Y KiICTKOBOMY MO3KY, HaBiTb AAKLLO iX HebaraTo.
* CnneHoMmeraniay 6am3bko 25% Bunaakis

* CnoHTaHHe PpOpMYBaHHSA KOJIOHIN KYbTYpU CTOBOYPOBUX KNITUH (Y
6113bKo 75% BUNaaKiB)

» ToukoBa MyTauisa JAK2 y 61m13bko 50%, aeski iHwi ToukoBi MmyTauii (CALR
or MPL) y 6an3bko 30%

MporHos

* XPOHiYHMN Nepebir
o QOyikyBaHa TPMBANICTb XUTTA TaKa X, AK i nepeciyHa B nonyaauil,
ane y naui€eHTiB MO1040r0 BiKYy TPMBAJIICTb XNUTTA MOXe byTn
CKOPOYeHa.

o TPOMBOTWUYHI YyCKNaAHEHHSA NPU3BOAATb 10 CMEPTi i 3pOCTaHHA
3aXBOPHOBAHOCTI.

> Yos10Biva CTaTb i KYpPiHHA 3HAYHO 36i/bLUYIOTb PU3MK TPOMOO3Y.

JlikyBaHHSA | noAanbLue CNOCTEPEXEHHS [2eg]

» KoHcynbTaLlia rematosiora abo daxisusa 3 BHYTPIiLLHbOI MeaNLVHN
o CTparTeria Ta nopaan ANA NoAaNblLLIOro CNoCcTepeXXeHHs
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* BaxnnMBMMM € yBaAXKHUN OrNAA i IiKyBaHHA iHLWKNX CepLEBO-CYANHHNX
dakTopiB pMn3mKy.

* lMpodinakTnyHe BUKOPUCTAHHSA acNipuHy CAif NPU3HAYUTHN BCIM
Naui€HTaM, Ki He MatoTb NPOTUIMOKA3aHb.
o J10 NPOTMNOKA3aHb Has1eXaTb aNepris, KiNbKiCTb

TpoMbouuTis >1 500x109/n, PanToBi 3Ha4YHI KpOBOTEMI.
o ACNipyH TakoX epeKTUBHMIN y 3anobiraHHi yckagHeHb nig vyac
BariTHOCTI.

KomeHTap ekcriepta. ACnipvH — TOpProBeJsibHa Ha3Ba NikapCbKoro
3acoby 3 Mi>KHapO4HO HENATEHTOBAHO HA3BOO ALLeTM/ICaNiLMI0Ba
KucaoTa

» lMopanblue cnocTepeXXeHHs + acnipyH: NALUiEHT 6e3 cMMNTOMIB (XKiHKK)
Mosiogle 60 pokiB 6e3 ¢pakTopiB pu3nKy TpomMb03y

* JIikyBaHHSA, W0 3HNXYE KiNbKiCTb TPOMOOLUTIB Y NALEHTIB 3 BUCOKUM
PU3MKOM
o |HTepdepoH
= [nA NauieHTiB MOIOAOrO BiKY

= He niagBuLLYE pM3NK BUHUKHEHHSA NenkeMmil
= Mo)ke TaKoXX BUKOPUCTOBYBATUCD MiJ, 4ac BariTHOCTI

o AHarpenig
= [nA NauieHTIiB MOIOAOrO BiKY

= He niagBuLLY€E pM3NK BUHUKHEHHSA NenkeMmil
= Moxe NpUCKOPUTK PO3BUTOK Miesiodibposy

= He 3acTOCOBYBATM Nif 4Yac BariTHOCTI, OCKiNIbKW1 npenapar
NPOHNKAE Yepes NJaLeHTy

o Tippokcnkapbamin
= LlUBnAkKe HacTaHHA edeKTY, FOCTPi CTaHN

= KOpOTKOTEpPMIiHOBE JliKyBaHHA Nepej npoBeAeHHAM
iHBA3MBHOIO BTPYYAHHSA 419 HOPMAaAi3auil NOKAa3HMKIB
KpoBi

= TpuBane NikyBaHHA Y NALEHTIB i3 BUCOKMM PU3NKOM

* He3HayHo 36iblUeHNI PU3NK JIEMKEMIYHOI
TpaHchopmaluii

o BycynbdaH
= 2-4-TUXKHEBI KypCK

= Jlnwe oNAa NauieHTIiB CTApLIOro Biky
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= MiaBULLLEEHUI PU3MK NTeNKEeMiIYHOT TpaHchopMaLlii
KomeHTap ekcneprta. Jlikapcbkui 3aci6 6ycynbdaH cTaHOM Ha
14.05.2019 B YKpaiHi He 3apeeCcTpoOBaHNM

o PapioakTnBHun docdop
= Jlnwe oNAa NauieHTIB CTapLIOro Biky

= MiaBULLLEEHUN PU3KK NTeNKEeMiIYHOT TpaHchopMaLlii

[NoB’'A3aHi pecypcu

* IHTepHeT-pecypcn [5952%%"|Essential thrombocythaem...]

* JlitepaTtypa [555°"|Essential thrombocythaem...]

I>xepena iHpopmauii

Harrison CN, Butt N, Campbell P et al. Modification of British Committee for Standards in
Haematology diagnostic criteria for essential thrombocythaemia. Br J Haematol
2014;167(3):421-3. [pubned1n|24935860]

HacTtaHOBM

¢ HactaHnoBa 00322. CnpaBxHA nosiumtemia (CM).

* HactaHoBa 00321. XpOHIYHMI MienoumnTapHmn nenkos (XMJ).
* HactaHoBa 00324. Mienodibpos (MD).

 HactaHoBa 00327. MienoancnnactmyHi cuHapomm (MAC).

JNoka3sosi ornagn Duodecim

» Jlokaszoswui ornag 04767. Hydroxyurea in the treatment of high-risk essential
thrombocythaemia.
Jata oHoBneHHA: 2005-07-25
PiseHb foka3oBocCTi: B
Pe3tome: Hydroxyurea plus low-dose aspirin appears to be more effective than
anagrelide plus low-dose aspirin for patients with essential thrombocythaemia and
high risk for vascular events.

ABTOPCbKi NpaBa Ha opuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOpPCbKi NpaBa Ha foAaHi KOMeHTapi ekcnepTiB HanexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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