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OnarHoCTukKa NCTUHHOW MOJINLUNTEMUNN
Image

AWarHoCTUKa UCTUHHOMU NOJIULLUTEMUMU

Pe3iomMme
Image

Ona nauveHTa ¢ UCTUHHOW nonvunTemmnen (MMN) Bpavyom NepBoro KOHTaKTa Hepenko
CTaHOBUTCHA TepanesT WJin KapAnoJsor.

Image

KoHcynbTaumns remaTosiora Heobxognma naymeHTaMm C NoBbILLEHMEM YPOBHS reMornobunHa
n/Mnn remaToKpuTa, renaTocrnjeHoMeranamen, BAN0OCTbO, KOXXHbIM 3y0M, pacCTPONCTBaMM
BHMMaHMS, HOYHOW MOT/INBOCTbLIO /UM HAapYLUEHUAMU 3PEHUS.

BBepeHue

NI xapakTepunlyeTcsa 3pnUTpoLNTO30M, TPOMOOLMTO30M U CNJIEHOMEraamen, KotTopble
pa3BMBalOTCA BCeACTBME MyTaluuK, rnaBHbiM obpa3om B reHe JAK2 [1].

NN cuynTatoT Hanbonee pacnpoCTpPaHEHHbIM MMeNonpoangepaTUBHbLIM HOBOOHBpa3oBaHMEM
(MMH), 3aboneBaeMoCTb KOTOPbIM B 3aBUCMMOCTM OT nonynsauun Bapbupyet ot 0,4 no 2,8
cny4dasa Ha 100 000 HaceneHumsa [1].

WM accounnpoBaHa C NOBbILLIEHMEM pUCKa TPOMB030B 1 6ONbLLMX CEPAEYHO-COCY ANCTbIX
cobbiTn [1], Takum obpa3om, KapaAnoaorv n TeparnesTbl B PYyTUHHON MPaKTUKe MOryT
CTOJIKHYTbCS C 60/1bHbIM UTN Kak C yCTaHOBJIEHHbIM ANAarHO30M, Tak

N C HeAnarHoCcTMpoBaHHbIM 3abosieBaHMeM. B naHHOM MaTepuasie pacCMOTPEHbI NOAXOAbI
K OMarHocTuke n guipdepeHuymnansHomy amarHosy WM.

AMarHoCTUKa UCTUHHOM NOJIMLLUTEMUMU

OCHOBHbIM OTANYUTENBHBIM NpU3HakoMm UM oT gpyrux knaccuvecknx MIMH aenaeTca
apuTpoumnTos. AmnarHoctnyeckmne kputepum UM npencrasnieHsbl Ha puc. 1.



OueHKa YpOBHSA 3pUTPONO3TUHA HeobxoanMa AN UCKII0YEHNS BTOPUYHOIO 3pMTpoLMTO3a

[1].

Image

Bonblme kputepun

YpoeeHb remorno6uHa YpoBeHb reMaTokpuTa

> 165 r/ny My>X4nH > 49% y My>KUMH
> 160 r/ny XeHwmnH > 48% Y XeHLH

anI 6MoNCMKM KOCTHOrO MO3ra — TPexpocTkoBas rmnepnnasng (naHmmnenos):
yBe/nM4eHne nponmd}epaumm INM1EMEHTOB 3PpUTPONAHONO, raHynoynTapHoro,
MerakapmouymTapHoro poctkoB MMenonossa

3 MyTtaumus B reHe JAK2 V617F unu B ak3oHe 12 reHa JAK2

Manble KpuTepuun

KoHueHTpauma 3MO cbiIBOPOTKN HUXE pedepeHCHbIX 3HaUeHWIA

MpumeyaHnue.

MocTaHOBKa AMarHo3a UCTUHHOW MOJINLUMTEMUN BO3MOXKHA NP BbISBJIEHUN BCEX TPeX
6oNbLINX KpUTEpUeB N 2 60NbLLMX U Manoro Kputepus.

PucyHok 1. Kputepun gnarHosa UCTUHHOW nonunumteMmun [1]

MonHbIN 06BbEM ANArHOCTUYECKUX UCCNenoBaHUN npwn rnoctaHoske guarHosa WM sekao4vaeT,
noMnMMo c6opa aHaMHe3a n PU3nNKanbHOro obcnepoBaHms:

Pa3BEPHYTbIN KJINHUYECKUA aHaIN3 KPOBW;

TpenaHobmoncuto KOCTHOro Mo3ra € NocseayoWwmm rmcToNor NYecKnMm
nccnenoBaHnUeM n oueHkom pmnbposa;

OLLeHKY YPOBHSA 3pUTPONO3TUHA B CbIBOPOTKE KPOBMU;

onpepesieHne Mmytauum B reHe JAK2;

e Y/IbTPa3BYKOBOE UCC/ef0BaHME NeYeHu, ceneseHkKn n noyek [1].

Ha HavyasibHOM 3Tane B ycnoBuax rmpnema y TeparneBsTa Uianm KapagnmoJsiora, Kak npasuinio,
K OOCTYMNHbIM MeTOONaM ob6cnenoBaHMsA OTHOCATCHA KJIMHUYECKNI OCMOTp C onpocom
naymeHTa u KJINHUYEeCKUN aHanns KpoBu.

Mpwn onpoce nauymeHTa ¢ UMM, Kak npaBuno, obpawatoT Ha ceba BHMMaHMe xanobsbl
Ha cnaboCTb, yTOMISIEMOCTb, HOYHYIO MOT/INBOCTb, KOXKHbIN 3y, CHMXXEHME MacChl Tena,
HapyLlleHne BHUMaHNA 1 3peHuns [1].

Bo BpeMs hn3mKanbHOro oCMOTpPa BO3MOXKHO BbiiBJIeHWE renaTocrjeHoMeraanm [1].



B obLiem aHanuse KpoBM, MOMUMO MOBbLILLEHHOINO YPOBHA reMorsiobnHa n remaTokpuTa,
MOryT BbISBAATLCA U APpYyrue npusHaky naHunTosa — TpomboumnTos > 400 x 10°/n

n nenkounTos > 10 x 10°/n. Mpu 3TOM Ha (PoHEe MOBbILLIEHUS YPOBHSA remMoriobuHa

N reMmaToOKpuUTa y NauneHTa He n3MeHseTCa Mopdonorna spuTpoLnToB — CpeaHuin obbem,
copep>xaHue remorsiobuHa B apuTpoLnTe OCTAOTCA B npeaesnax Hopmbl [1].

Mpwn BbISIBJIEHUM XapaKTEPHbIX U3MEHEHWUI B KIIMHNYECKOM aHaIn3e KPOoBU
1 No pe3ysbTaTaM paccrnpoca, GusnkanabHoro obcnenoBaHns — Bpady CTOUMT HanNpaBUTb
NnauneHTa Ha KOHCYNbTauulo K remaTosiory.

Image
HocTynHo BbinonHseTcs Ha aTane AUarHoCTUKU
Ha HayanbHOM 3Tane remMaTosiorom

C6op aHamHesa C6op aHamHe3a OnpepaeneHne MyTauuia

fmcronorndyeckoe + JAKV617F
Nccnea0BaHue C OLEHKOM * DK30H 12 reHa JAK2

PU3MKanbHbIA OCMOTP $nbposa

KnnHnueckmnin aHanms kposu SpUTPOMNO3TUH ¥Y3W ¢ oueHKoM novex,
B CbIBOPOTKE KPOBWU neyYeHu, ceneseHku

MpumMmeyaHue.

Y3 — ynbTpa3ByKoBOe nccsenoBaHue.

PucyHok 2. lNnaH obcnenoBaHms npu NCTUHHOW nonnumTemMun [1]

3akKJiloueHue

Ona nauneHTa ¢ UM cywecTBeHHOE 3Ha4YeHe MMET PaHHAS AMarHOCTUKa n bbicTpoe
Ha4vano Tepanuu. HaCTOPOXXEHHOCTb CreunasnCcToB CMEXHbIX CneLnasbHOCTEN NO3BONSET
BbICTpPauBaTb 3PPEKTUBHOE MEXANCLNNIMHAPHOE B3aUMO4ENCTBME, HarnpaB/ieHHoe

Ha MoBblLLeHne Ka4yecTBa ANarHOCTUKU N Jie4eHNSa NauneHTOB.

Cnucok nurepaTypbl



. MenuksaH A.J1., KospuruHa A.M., Cybopuesa W.H. n ap. HaunoHanbHble KINHUYECKne
pekoMeHOaunm no gnarHoCcTuke u sie4yeHunto Ph-HeraTuBHbIX
MuenonpoangepaTmnBHbIX 3aboneBaHnin (MCTUHHON NONLNTEMUN, SCCEHLMANBHON
TpomboumnTemmun, nepsmndHoro mmenodpunbposa) (pegakuyma 2020 r.). KnuHnyeckas
OoHKoremaTtosiorns ®yHaamMmeHTaslbHble NCCef0BaHNA N KIIMHUYEeCKas

npakTunka. 2021;14(2):262-298.

. Dermatologic Manifestations of Hematologic Disease: Coagulation Disorders,
Cutaneous Manifestations of Anemia, Plasma-Cell Disorders and Dysproteinemias.
Published online November 8, 2021. Accessed February 21, 2022.
https://emedicine.medscape.com/article/1096183-overview#a5

. Polycythemia Vera Facts. Accessed February 20, 2022.
https://www.lls.org/sites/default/files/file_assets/FS13 PolycythemiaVer...

. Scherber R., Dueck A.C., Johansson P. et al. The Myeloproliferative Neoplasm
Symptom Assessment Form (MPN-SAF): international prospective validation and
reliability trial in 402 patients. Blood. 2011;118(2):401-408.



https://emedicine.medscape.com/article/1096183-overview#a5
https://www.lls.org/sites/default/files/file_assets/FS13_PolycythemiaVera_FactSheet_final5.1.15.pdf

doi:10.1182/blood-2011-01-328955

732635/)AK/webpage/10.23/0

Termn

e [emMaTonorus

Source URL:
https://www.pro.novartis.ru/therapeutical-areas/hematology/myeloproliferative-diseases/isti
nnaya-polycythemia/cardiologists-and-therapists/diagnosis-of-true-polycythemia



