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OCHOBHI NOJ1I0XXeHHSA

» OCHOBHOI MEeTOH NiKyBaHHA € NPpodiNaKTNKA TPOMBOTUYHMX
yCKNaZHEeHb Ta KPOBOTEM.

* KifIbKiCTb €pUTPOLNTIB NiATPUMYIOTb Y MEXaX HOPMU (reMaToOKpUT <
0,45, remornob6iH < 145 r/n). Lle 3anobirae cmepTi BiA cepLeBo-CyANHHNX
3aXBOpHOBaHb i TPOMbO3iIB.

* ANonypurHON € OCHOBHMM NlikapCbKMM 3acobom ans npodinakTnkm
CMMMTOMIB NOAArpu Ta rinepyprukKeMiyHOro ypa>€HHs HUPOK, AKLLO
piBEHb CEYOBOT KMCNOTM 3HAX0ANTbLCA 6ina BEpXHbOT MeXi HOpMMU.

* [licnsa BCTAHOBJIEHHA AiarHO3Yy NPU3HAYAETbCA HM3bKA 4033 aCNipuUHy
(100 mMr/po6y) ANa 3MeHLEeHHA PU3NKY PO3BUTKY ANCTA/IbHOI iLieMii Ta
TPAH3UTOPHMX iLWeMIYHNX aTaK. [4%7|B] Lli€l 4031 AOCTAaTHLO ANA
3HMXXEHHS PU3MKY PO3BMTKY TPOMb03Y B CyAMHAX MO3KOBOIO Ta
KOPOHapHOro KpoBoobiry.

KomeHTap ekcriepta. AcnipuvH - TOproBesibHa Ha3Ba J1ikapCbKOro
3acoby 3 Mi>KHapOAHO HENATEHTOBAHO HA3BO aLLEeTMU/ICaNiLMI0Ba
KucnoTa.
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Br3Ha4yeHHA

* CI1- XpOHiYyHe Ta Nporpecytoye reMaTtos1oriYHe 3aXBOPOBAHHSA,
CNpUYNHEHE HAZAMIPHUM YTBOPEHHAM KJTiTUH KPOBI (KNiTUH-
nonepeaHuKiB y KiCTKOBOMY MO3KY Ta 3pPifIMX KNIiTUH Yy nepudepuyHin
KPOBI) rinepnaacTMYHMUM KiCTKOBMM MO3KOM. OCHOBHI 03HakKW, L0
BKA3ylOTb Ha JaHe 3aXBOPIOBAHHA - NOCUIEHHA epUTponoesy,
36i/IbLLEHHA KiNbKOCTi epUTPOLUTIB Ta BUCOKUMN PiBEHb reMor106iHy.

Eninemionoria

e Bansbko 2-x HoBux BMNaakis/100000/pik

* HanyvacTiwe 3ycTpiYaEeTbCA cepen 0cib cepeAHbOro i MOXMIOro BiKY:
6iNbLICTb NALLIEHTIB 3HAX0AATLCA Y BiIKOBMX Mexax Bifg 50 fo 70 pokiB.

ETionoria

* HeBigoma
LiarHoCTnYHI KpuTepil

MopaudikoBaHi kputepii BOO3 2016 poky

» 1N BCTAHOBJIEHHSA AiarHo3y CNpaBXXHbOI NosliuMTeMii NoTpibHO
BUSAIBMTW BCi TPU BeNNKi KpUTepii abo ABa nepLui BeanKi Kputepii i Mannn
KpuTepin.

* Benwuki kputepii
1. Hb>165r/n (abo rematokput > 0,49) y yonosikis, Hb > 160 r/n
(abo remaTokpuT > 0,48) y XiHOK ab0 iHLLIi MOKA3HWKMU, LLLO
BKa3ylTb Ha 36i1blieHHA 06'eMy epuTpouNTiB

2. bioncifa KicTKOBOro Mo3Ky: rinepuesitoIApHICTb 3 rinepnsasieto
BCiX TPbOX MAPOCTKiB KiCTKOBOro Mo3Ky (MaHMi€n03)

3. HaaBHicTb myTauii JAK2 V617F abo JAK2 ek30Hy 12

* Manum kputepin
o 3HWXKEHWMN PiBEHb EPUTPONOETMHY B CMPOBATLi KPOBI
 bioncia KicTkoBoro Mo3ky He 060B'sA3k0Ba, AKWwo Hb >185r/ny

4o10BiKiB ab0 > 165 r/ny XiHOK, i BASBNAETLCA TPETIN BEJIMKUN
KpUTEepin Ta Manum kputepin. OgHak nepen no4aTtkom UMTOCTATUYHOI
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dapmakoTepanii bioncis KicTKoBOro Mo3Kky 3a3Bn4yan € 060B'A3KOBOIO.
Micnha BCTAaHOBNEHHSA AiarHO3y peKOMeHA0BaHO 3BEePHYTUCA A0 JliKaps-
reMaTosiora AnA BU3HAYEHHS CXEMMW NiKYyBaHHSA.

NndepeHuinHa giarHocTuKa

e BTOpPWHHWI epUTPOLMTO3 (NiABULLEHNI PiBEHb EPUTPOMNOETHHY B
CMPOBATL, KPOBI)
> YacTo po3BMBAETLCS HA GOHI CEpLLEBO-N1EreHEBMX 3aXBOPIOBAHb,
3HAYHOro KYpPiHHA

o Bucoka crnopigHeHicTb remornobidy 3 O2 (Hb Helsinki, Hb
Linkoping)

o AHaboNiYHi cTepoian, BAKOPUCTAHHA EPUTPONOETUHY

o [1pn BTOPMHHIN NOMILUNTEMIT KiSIbKICTb EPUTPOLINTIB B KPOBI
36i/1bLLUYETHCA NOMIPHO.

* BigHocHi eputpounTo3n (Maca epuTpoOLUTIB BiANOBIA3E HOPMI)
o "CrpecoBa" noniuntemis

o 3HeBOAHEeHHA

* |HWi MienonponidepaTnBHI CTaHn

CMMNTOMM Ta O3HAKM

* [Nlo4yepBOHIHHSA WKipK
» TinepeMifa KOH'tOHKTUB
* [lomMipHa cnsieHOMeranif

* CMMNTOMM NiABULLIEHHSA B'A3KOCTi KPOBI
o [onoBHMI 6inb, 3aNamMOpoOYEHHS

o OHIMIHHA KiIHYMKIB NanbLiB Ta epUTPOMENanria
* CumnTomum TpoMboO3iB
» CBepbix
* LLNYyHKOBO-KMLIKOBIi CUMNTOMM, HaCTO KPOBOTEMI
* ApTpanrii

* HeBpOOriyHi cMmnTomm
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» Y 6aratbox BunaakKax AiarHo3 CM BCTAaHOB/IOKOTb Y NALLIEHTIB 3
He3HaYyHUMKM nposaBamMu abo 6e3 byab-aKMX NpoABIB NiC/A AOCNIAXKEHHA
NMPUYMH NiABULLEHHS PiBHA reMornobiny, ake 6yno BUABJIEHO
BMMaZKOBO.

Pe3ynbrat NnabopaTopHUX MeTOAiIB A0C/NiAKEHHS

e EpuUTPOULNTO3; TaKOX BUCOKNI piBEHb reMornobiHy Ta reMaToKpuTy,
AKLLO HEMAE ABHOTrO 3ani304ediunTy. NMOKa3HMKK cepeHboro o6'eMy
eputpounTie (MCV) Ta cepeiHbOro BMiCTy reMorsiobiHy B epuTpoLmTi
(MCH) 4acTo BXe 3HMXEeHi Ha MOMEHT ZiarHOCTUKMW.

* TinepuentoNApHMN KiCTKOBUI MO30OK
* Hn3bKnW piBEHb EPUTPONOETNHY B CUPOBATL KPOBI
» MyTauia reHa JAK2 KpoBi NO3UTUBHA Y 6iNibL HiXK 95% naLjieHTiB.

» JInB. TAaKOX AiarHOCTUYHI KpuTepii (BKa3aHi BuLle).

MporpecyBaHHA 3aXBOPIOBAHHA Ta MPOrHoO3

* [lporpecyBaHHS € 4OCUTb PiBHOMIpHUM. INpn nikyBaHHI CI1 o4vikyBaHa
TPUBANICTb XXNTTSA NALLIEHTA B HALL YaC NPAaKTUYHO BigMNOBIAJE
TPWBAJIOCTI B 3arasibHin nonynauii, To6To 10-15 pokiB. Ha o4ikyBaHy
TPWMBAJICTb XUTTA BMNJIMBAE BiK, Yy AKOMY 6y/10 BCTAHOBJIEHO [1iarHO3,
BUHMKHEHHA TPOMbO3iB i 1eMKOLNTO3.

* 3a yMOBMW, LLIO NALIEHT AOTPUMYETLCA NPOPINAKTUKM CYANHHMUX
KaTacTpood, laHe 3aXBOPHOBAHHA MOXE NPOorpecyBaT A0 PO3BUTKY
Mienodibpo3y, a iHoAi, BpeLuTi-peLuT i 10 FOCTPOro JIENKOo3y.

YcknagHeHHA

* Tpomb03K Ta KpoBOTEYi

JlikyBaHHSA i NoganbLle CNoCTepeXXeHHs

* MeToto NiKyBaHHSA € NiATPUMAHHSA KiZIbKOCTi epUTPOLUTIB Yy MeXax
HopMM (remaTokpuT < 0,45, remornobiH < 145 r/n). Mia Yac NpUAHATTA
PilUEHHA WOA0 CXeMMU NiKYBAHHSA, NPOBOAMTBLCA OLIHKA iIHANBIAYA/IbHOIO
pU3NKY TpoMb603y. Kypc NikyBaHHS BU3HAYa€ reMaToJ10r, asie BJlacHe
NiKyBaHHA MOXKe 3iNCHIOBATNCA HA NEPBMHHIN MeANYHIN AOMNOMO3I.
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» Tepania No4YnHaeTbCA 3 KpoBonyckaHHA (400-500 ma 3a pas) 3
iHTEPBAIOM Y KislbKa TUXHIB. AKLLO piBeHb remMors0biHy CTaHOBUTb >
200 r/n, MmoxHa 3abupaTtn 400 Ma KpOBI WoAHA MakcMmym Ao 1500-2000
M.

» KpoBoOnycKaHHA He J1iKye TPOMbOoLMTO3, AKNI iHOAI MOXe
36i/1bLLYBaTMCA BHACNiIAOK NpOBeAeHHS KPOBOMYCKAaHHA.

* FAKLLO piYHA KiNIbKICTb KPOBONYCKaHb NepeBULLYE 4-8, cNig NpU3HAYNTU
MeAVKAMEHTO3He NliKyBaHHA. Y MON10AMNX NALLIEHTIB TaKe JIiKyBaHHA C/ig
BiAK/134aTWN AKHAMAANI. 3@ HAABHOCTI 3HAYHOrO JIEMKOLMTO3Y Ta
TPOMOOLMTO3Y YAaCcTO NOKa3aHa UMTopeayKLinHa Tepanis.

MienocynpecmBHa Tepanis

* [poBOANTbLCA HA MEPBUHHIN MeANYHIM A0MNOMO3i y cniBnpaui 3
[OCBiaYeHUM daxiBLUEM.

* Mpenapatom BNHOPY € rigpoKCcnMce4yoBmHa; 0cobam NOXMIOro Biky
MO>KHa NpU3Ha4yaTK pagioakTneHum ¢ocdop, NaLieEHTaM MOOALIOTO
BiKY - iHTepdepoH

o [1py BUKOPMCTAHHI MNAPOKCMCEYOBUHWN PEe3YNbTaTh NiKYBaHHA
MO>KHa N06aYNTM Yepes OANH TUXKAEHD; JTiIKYBaHHA Ha NOYaTKYy
BMMAra€ iHTEHCMBHOTIO CNocTepeKeHHA. JIiIKyBaHHSA 4acTo €
TpMBasIMM. PiBeHb remorniobiHy NOYMHAE 3HMXKYBATMCA
npnban3Ho Yyepes Micaub. CnpnYmHAE 36iNbLIEHHA PO3MipY
epuTpounTiB (MaKpoOLNTO3).

o OpHa oo3a 32p, EdekT 3'aBNA€TbCA NpNB6IN3HO Yepes 2 TUXHI
(cnoyvaTKy 3HMXYETbCA KiNbKiCTb NenKouuTiB, NOTiM TpoMboumTiB
i, HApeLwTi, epUTPOLMTIB) i TPUBAE < 2 POKIB.

o |HTepdEepOH - XOPOLUNI BAPIaHT NiKyBaHHS, AKLLO MaLiEHT MOro
NnepeHoCcnTb

* BycynbdaH iHoai nobpe KOHTPOJIOE PO3MIp CENE3iHKMN.
KomeHTap ekcneprta. Jlikapcbkuni 3acib 6ycynbdaH B YKpaiHi CTAaHOM Ha
15.04.2019 He 3apeecTpOBaHNMN.

* AHarpenig ebeKTUBHMI AN KOHTPOJIIO HaZ TPOMOOLMTO30M, AKUN €
CTiINKMM [0 TiIpOKCNCEYOBUHM i YacTO pO3BMBAETHLCA Ha ¢poHi CI.

IHri6iTopn JAK2

* PykconituHi6 - npenapar, Akui iHribye cnrHanbHnm wnax JAK/STAT,
MO>XHa NMPWU3HAYaTX A1 3MEHLLEHHS POCTY CENEe3iHKN NpU PO3BUTKY
BTOPMHHOIO Mienogibpo3sy yepes CI.
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KomeHTap ekcneprta. Jlikapcbkuni 3acib pykconiTnuHib B YkpaiHi CTaHOM
Ha 15.04.2019 He 3apeeCTPOBAHNMN.

CMMNTOMATUYHE JliKyBaHHSA

* AHTUriCTaMiHHI 33cobu MOXXHa NPU3HAYNTKN NpKU cBepbexy, a bokaTopwu
H2-peuenTopis (UMMETUANH) NPU BUHUKHEHHI ab10MiHaNbHNX
CUMNTOMIB i TAKOX Npu cBepbHexy. 3HATK cBepbiX Tako)K MOXKHA 3a
[lonoMoroto iHTepgpepoHy-anbda (NigxoanTb, AKLLO TaKOX HEObXiaHA
LUMTOpPeAyKTUBHA Tepania) i acnipuHy.

KomeHTap ekcrnepta. Jlikapcbkui 3acib uMmMeTuanH B YKpaiHi cTaHOM
Ha 15.04.2019 He 3apeECTPOBAHMUN.

* ANlonyprHOJ 33CTOCOBYETLCA AN NPOdiNaKTUKM CUMATOMIB NoAarpu Ta
NOLKOAXKEHHA HNPOK, 0COH61MBO NPU NiABULLLEHHI PiBHA CUPOBAaTKOBUX
ypaTiB.

Y 6inbwocTi BUNagKiB npu3sHayvatotb acnipuH (100 mr/goby) ans
3an06iraHHA po3BUTKY TPOMBOTUYHNX YCKNAZAHEHb, AKLLO NALIEHT MaE
ANCTaNbHY iwemito, cumntomm TIA abo dakTopum pM3nKy (aTepocksiepos,
rinepToHif, KypiHHSA), i 0C0611MBO, AKLLO Ha GOHI NONILNTEMIT € 3HAYHUN
TpomMbounTo3. OAHAK acnipvH Moxe 36iNbLUNTN PU3MK PO3BUTKY
KpoBoTeY, 0co6/1MBO, AKLLO € BUCOKMI piBeHb TpoMbouuTis (> 1000).

NMopanbuie cnocrtepeXxeHHA

* BignoBigHO A0 CXeMu NiKyBaHHSA
o JIiKyBaHHSA rigpOKCMCEYOBMHOK: CMOYATKY KOXKHI 1-3 TUXHI,
ni3HiWe KOXHi 1-3 micaui

KomeHTap ekcrnepta. l[apoKcncevyoBmHa - TOProBesibHa Ha3Ba
NiKapcbKoro 3acoby 3 MiXKHapOAHOI HENATEHTOBAHO Ha3BOO
rinppokcmkapbamis.

o 32p; NnepLnn KOHTPOIb Yepes 1 Micsilb, NOTIM KOXHI 2-4 Micau;
npun ctabinbHoMy nepebiry 3aXxBoprOBaHHA KOXHi 4-12 MicauiB

o |[HTepdepoH: Tak caMo, AK i NpK NiKyBaHHI riApPOKCNCEYOBMHOK

lNoB'A3aHi pecypcu

* |HTepHeT-pXXepena [ie8:*"|Polycythaemia vera (PV) ...]

o Dxepena [125¢=*"|Polycythaemia vera (PV) ...]
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Jokasosi ornagn Duodecim

« Jlokasosuii ornag 04524. Low-dose aspirin for patients with polycythaemia vera.
JaTta oHoBneHHsA: 2013-07-09
PiBeHb goka3oBocTi: B
Pe3stome: Low-dose aspirin appears to be effective and safe preventing thrombotic
complications in patients with polycythemia vera who have no contraindications to
such treatment.

ABTOpPCbKi NpaBa Ha opuriHanbHi TeKcTn HanexaTtb Duodecim Medical Publications, Ltd.
ABTOpPCbKi MPaBa Ha A0AaHIi 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.

ebm00322 015.041 EBM Guidelines
2018-02-27
Outi LaineMarjatta Sinisalo Petri OivanenJuhani Vilpo
Duodecim Medical Publications Ltd Duodecim Medical Publications Ltd
EBM Guidelines Internal medicine Haematology

Polycythemia Vera Polycythemia Myeloproliferative Disorders Hematologic Diseases

Haematology hyperviscosity Hydroxyurea erythrocytosis, relative Aspirin
erythrocyte mass Pruritus Dyspepsia Phosphorus Radioisotopes Hemorrhage
Thrombosis prophylaxis of thrombosis antineoplastic agent treatment Thrombocytosis
venesection polycythemia, secondary Splenomegaly B75 Internal medicine

7/7


http://guidelines.moz.gov.ua/documents/2918?id=evd04524

	Настанова 00322. Справжня поліцитемія (СП)
	Основні положення
	Визначення
	Епідеміологія
	Етіологія
	Діагностичні критерії
	Модифіковані критерії ВООЗ 2016 року

	Диференційна діагностика
	Симптоми та ознаки
	Результати лабораторних методів дослідження
	Прогресування захворювання та прогноз
	Ускладнення
	Лікування і подальше спостереження
	Мієлосупресивна терапія
	Інгібітори JAK2
	Симптоматичне лікування
	Подальше спостереження

	Пов’язані ресурси
	Доказові огляди Duodecim














