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OnarHoCTukKa NCTUHHOW MOJINLUNTEMUNN
Image

AunarHoCTUKA UCTUHHOMU NOJSIULLUTEMUM

Pe3iomMe
Image

Ona nauveHTa ¢ UCTUHHOW nonvunTemmnen (MIMN) Bpavyom NepBoro KOHTaKTa Hepenko
CTaHOBUTCA TepanesT UM KapAuoor.

Image

KoHcynbTauus remaTosiora Heobxoamnma naymeHTaMm C NnoBblLLUEHMEM YPOBHS reMornobunHa
n/Mnn remaToKpuTa, renaTocrnjeHoMeranamen, BAN0OCTbO, KOXXHbIM 3y 0M, pacCTPONCTBaMM
BHMMaHWS, HOYHOW NOT/INBOCTbLIO U/UN HaPYLLUEHNSMUN 3PEHMNS.

BBepeHue

T xapakTepusyeTcs 3puTpoLNTO30M, TPOMOOLMTO30M 1 CnJieHOMeraaumen, KotTopble
pa3BMBalOTCA BCIeACTBME MyTauun, rnaBHbiM obpa3om B reHe JAK2 [1].

M cynTatoT Hanbonee pacnpocTpaHeHHbIM MUenonpoangepaTnBHLIM HoBooObpasoBaHMeEM
(MMH), 3aboneBaeMoCTb KOTOPbIM B 3aBUCMMOCTM OT nonynsauun Bapbupyet ot 0,4 no 2,8
cny4asa Ha 100 000 HaceneHusa [1].

WM accounmnpoBaHa C NOBbILLIEHMEM pUCKa TPOMB030B 1 60NbLLIMX CEpAEYHO-COCY ANCTbIX
cobbiTnin [1], Takum o0bpa3om, KapOmoaorm n TepanesTbl B PYTUHHOW MPaKTUKE MOryT
CTONKHYTbCA € 6onbHbIM UMM Kak € yCTaHOBAEHHbBIM AMArHO30M, Tak

N C HegMarHoCTMpoBaHHbLIM 3aboneBaHnem. B naHHOM MaTepunane pacCMOTPEHbl MOAXOAbI
K OVMarHocTuke n guipdepeHuymnansHomy amarHosy WM.

AuarHoCTUKa UCTUHHOM NOJIULLUTEMUU

OCHOBHbIM OT/INYUTENbHBIM NMpu3HakoMm UM oT gpyrux knaccuvecknx MIMH aenaeTca
3pnUTPOoUNTO3. narHoctuyeckme kputepum UM npencrassieHsl Ha puc. 1.



OueHKa YpOBHSA 3pUTPONO3TUHA HeobxoanMa AN UCKII0YEHNS BTOPUYHOIO 3pMTpoLMTO3a

[1].
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Bonblwwue KpuTepun

YposeHb remornobmHa YpoBeHb rematokpura

> 165 r/ny MyXumnH > 49% y MyX4nH
> 160 r/ny XeHWmH > 48% y XeHLWH

I'Ipm 61MONCMN KOCTHOIro Mo3ra — TpexpocCcTKkoBas rimnepnnasng (naHmnenos):

yBennyeHune rlponmbepau,mm 3NEMEHTOB 3pUTPONAHOTIO, rNaHynouynTapHoro,
MerakapmnounTapHoro poctkoB Mmenonos3a

MyTtauns B reHe JAK2 V617F nnm B 3k30He 12 reHa JAK2

Marnbie KpuTepum

KoHueHTpayms MO cbiBOPOTKM HUXKe pedepeHCHbIX 3HaYeHu

MpuMmeuyaHue.

MNMocTaHOBKa AMarHo3a UCTUHHOW MOJINUMTEMUN BO3MOXKHA NPU BbISIBJIEHUM BCEX TpeX
6oNbLINX KpUTEpUEB NN 2 6ONbLLMX U Manoro Kputepus.

PucyHok 1. Kputepun gnarHosa UCTUHHOM nonunumteMmun [1]

MonHbIN 06BEM AMArHOCTUYECKUX UCCIEA0BAHUIA NPU NOCTaHOBKe AnarHo3a WM BkJoYaeT,
nomMmmo cbopa aHaMHe3a 1 PU3MKaabLHOro ob6celoBaHMA:

pPa3BEPHYTbIN KIIMHUYECKNIA aHANN3 KPOBMU;

TpenaHobmoncu KOCTHOro Mo3ra € Nocseayouwmnm rmcToNor NYeCcKnMm
nccnenoBaHMEM M OUEeHKOW punbposa;

OLEeHKY YPOBHS 3pUTPOMNO3TUHA B CbIBOPOTKE KPOBU;

onpepeneHne myTtauuin B reHe JAK2;

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

Ha Havya/ibHOM 3Tane B yC/IOBUAX NMpueMa y TepaneBsTa Uan Kapamnosiora, Kak npasuio,
K AOCTYMNMHbLIM MeETO4aM obcnenoBaHNS OTHOCATCA KJIMHUYECKNN OCMOTp C Oornpocom
nauneHTa N KJINHUYECKNI aHanm3 KpoBW.

Mpw onpoce naumeHTa ¢ UMM, Kak npaBuno, obpawatoT Ha ceba BHMMaHMe xanobebl
Ha cnaboCTb, yTOMASEMOCTb, HOYHYIO MOT/INBOCTb, KOXKHbIN 3y, CHUXXEHNE MacChl Tena,
HapyLlleHne BHUMaHNA 1 3peHuns [1].

Bo BpemMs p13MKaIbHOr0O OCMOTPa BO3MOXXHO BbIsIB/IEHNE renaTocnieHomeranamm [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
AocTynHo BbinonHAeTcA Ha aTane AUarHoOCTUKN
Ha Ha4YanbHOM aTane remaTtonorom

Cbop aHamMHe3a C6op aHamHe3a OnpeaeneHvie MyTauuni

McTonornyeckoe + JAKV617F
nccneaoBaHue ¢ OLLEHKOWM + DK30H 12 reHa JAK2

®Ur3nKaNbHLIR 0OCMOTP ¢nbpo3sa

KnuHuyeckuin aHanns kposu SpUTPONO3TUH Y3W ¢ oLeHKOM NoYex,
B CbIBOPOTKE KPOBWU neyeHun, 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.
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