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OnarHoCTukKa NCTUHHOW MOJINLUNTEMUNN
Image

AWarHoCTUKa UCTUHHOMU NOJIULLUTEMUMU

Pe3iomMe

Image

Ona nauneHTa ¢ NCTUHHOW nonnumTemmen (UM) BpavyoM NepBoro KOHTakKTa Hepenko
CTAHOBUTCA TepanesT UM Kapgunonor.

Image

KoHcynbTaumnsa remaTtosiora Heobxoanma naymMeHTam C rnoBbiLLEHNEM YPOBHS remoraobuHa
N/MNn remaToKpuUTa, renaTocrnjeHoMeranmen, BSN0OCTbO, KOXXHbIM 3y[0M, pacCTPONCTBaAMMN
BHMMAHWS, HOYHOW NOT/INBOCTLIO U/ HaPYLLUEHUSMU 3PEHMS.

BBepeHue

M xapakTepusyeTcs spuMTpoLNTO30M, TPOMOOLNTO30M 1 CNJIeHOMEraamen, KoTopble
pa3BMBalOTCA BCNenCcTBME MyTauum, rnasHbiM obpa3om B reHe JAK2 [1].

M cunTatoT Hanbonee pacnpoCTpaHEHHbIM MenonpoangepaTUBHbLIM HOBOOBpa3oBaHMEM
(MINH), 3aboneBaemMoCTb KOTOPbLIM B 3aBUCUMOCTW OT nonynsauum sapbupyeTt ot 0,4 no 2,8
cny4asa Ha 100 000 HaceneHusa [1].

WM accounmnpoBaHa C noBblWeHeM prcka TpoMb6o30B 1 6obLWINX CepaevYHO-COCY ANCTbIX
cobbiTuim [1], Taknm obpa3oM, KapANoOOrn N TepanesTbl B PYyTUHHON NPaKTUKE MOryT
CTONIKHYTbCA € 60nbHbIM UMM Kak C yCTaHOBAIEHHbIM AMArHO30M, Tak

N C HeQMarHoCTMpoOBaHHbLIM 3aboneBaHnem. B naHHOM MaTepumase pacCMOTPEHbI MOAXOAbI
K ONarHoCcTnke n guddepeHunanbHomMy amnarHosy WM.



IAnarHoCTukKka UCTUHHOM NOJINLUTEMUM

OCHOBHbIM OTANYUTENbHBLIM Npu3Hakom UMM oT gpyrux knaccnyvecknx MIMH asnsaetcsa
3pnTpoumnTos. AnarHoctmyeckmne Kkputepum UM npeancrasneHsl Ha puc. 1.

OueHKa ypOBHS 3pUTPON03TMHA HeobxoanMa ANs NCKJIYEHUS BTOPUYHOIO 3pMTpoLMTO3a

[1].

Image

Bonblimne KpuTepum

YpoBeHb remornobuHa YpoBeHb remMaTokpuTta

> 165 r/n 'y My>UuH > 49% y My>UUH
> 160 r/n y XeHwuH > 48% y XeHLnH

anI 6MONCNM KOCTHOrO Mo3ra — TPexpocTkoBas rmnepnnasng (naHmmenos):
yBenmn4yeHue nponmcbepaumm 3N1EMEHTOB 3PpUTPOMAHOIO, rNaHyounNTapHOro,
MerakapmoumTapHoOro pocTtkoB MMenono33sa

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

Manble Kputepuu

KoHueHTpaumna 3MO cbiIBOPOTKU HUXKE pedepeHCHbIX 3Ha4YeHWIA

MpuMmeuyaHue.

MocTaHOBKa AMarHo3a UCTUHHOW MOJINUMTEMUN BO3MOXKHA NPY BbISIBJIEHUM BCEX TPeEX
60NbLINX KpUTEpUEB K 2 60NbLLMX U Manoro Kputepus.

PucyHok 1. Kputepun gnarHosa UCTUHHOW nonunumteMmun [1]

MonHbIN 06BEM AMArHOCTUYECKUX UCCIeA0BAHUIA NPU NOCTaHOBKe AnarHo3a WM BkJoYaeT,
nomMmmo cbopa aHaMHe3a 1 PU3MKaabLHOro 06celoBaHMA:

pPa3BEPHYTbIN KIIMHUYECKNIA aHANN3 KPOBMU;

TpenaHobmoncu KOCTHOro Mo3ra € Nocseayowmnm rmcToNorNYecKnm
nccnenoBaHMEM M oUeHKon punbposa;

OLEHKY YPOBHSA 3pUTPOMNO3TUHA B CbIBOPOTKE KPOBU;

onpepeneHne myTtauuin B reHe JAK2;

e y/IbTPa3BYKOBOE UCCef0BaHME NeYyeHun, ceneseHkKn n noyek [1].

Ha Havya/ibHOM 3Tane B yC/IOBUAX NMpuemMa y TepaneBsTa Uan Kapaunosiora, Kak npasuio,
K AOCTYMNHbLIM MeTOAaM obcnenoBaHNA OTHOCATCA KIIMHUYECKNN OCMOTp C Oornpocom
nauneHTa N KJINHUYECKNI aHanm3 KpoBW.



Mpwn onpoce nauneHTa ¢ UM, kak npasuno, obpawatT Ha ceba BHUMaHMeE XKanobbl
Ha cnaboCTb, YTOMASEMOCTb, HOYHYIO MOT/INBOCTb, KOXKHbIN 3y, CHUXXEHNE MacCChl Tena,
HapyLlweHne BHUMaHNA 1 3peHus [1].

Bo BpeMs h13MKaIbHOr0O OCMOTPa BO3MOXXHO BbIsiB/IeHNE renaTocnjieHomMmeranamm [1].

B obLiem aHann3se KpoBM, MOMMMO MOBLILLEHHOIO YPOBHSA remMoraoburHa n remaTokpuTa,
MOryT BbISBAATLCA U ApYyrue npusHaky naHunTosa — TpomboumnTos > 400 x 10°/n

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

N reMaToOKpuUTa y NauneHTa He n3MeHseTCa Mopdoaorna spuTpoLnToB — cpeaHuin obbem,
cogep>xaHue remornobnHa B apuTpoLMTeE OCTalOTCA B Nnpegenax Hopmsbl [1].

anI BbIABJIEHNN XapPaKTEePHbIX N3MEHEHUWN B KJINHNYECKOM aHannse KpoBun
M No pe3ysbTaTaM paccrnpoca, PU3nKaabHOro obcnepoBaHnsa — Bpa4dy CTONT HaMlpaBUTb
MaumneHTa Ha KOHCY/bTaluMio K reMaTos10ory.

Image
HocTynHo BbinonHseTcs Ha aTane AUarHoCTUKKU
Ha HayanbHOM 3Tane remMaTosiorom

C6op aHamHesa Cbop aHamHesa OnpepaeneHne myTauuia

Mmcronorndyeckoe + JAKV617F
VCCIeA0BaHNE C OLLEHKO * DK30H 12 reHa JAK2

PU3MKanbHbIR 0OCMOTP ¢nbposa

KnnHuueckmnin aHanms kposu SpUTPOMNO3TUH ¥Y3W ¢ oueHKOM novex,
B CbIBOPOTKE KPOBWU neyYeHu, ceneseHku

MpumMmeyaHmue.

Y3 — ynbTpa3ByKoBOe nccsenoBaHue.

PucyHok 2. NnaH obcnenoBaHms Npy UICTUHHOW noanymtTeMmun [1]

3akKJiloueHue

Onsa nauveHTa ¢ UM cywecTBeHHOe 3Ha4YeHne MMET PaHHAS AnarHoCTnKa n boeicTpoe
Ha4vano Tepanuun. HaCTOPOXXEHHOCTb CreunasncToB CMEXHbIX CneLnasbHOCTEN NO3BONSET
BbICTPauBaTb 3PPEKTUBHOE MEXANCLNNTIMHAPHOE B3auMO4EeNCTBME, HarnpaB/ieHHOoe

Ha MOBbILWEHVe KaYyecTBa ANAarHOCTUKK N Ne4eHNs NnauneHToB.
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