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TpombouwnTo3 (NoBbILWEeHME YPOBHA TPOMOOLUTOB B Neprdepuyeckoin Kposu Bbile 450x10%/n) umeeT pasHble NPUYUHDI
1 MexaHV3Mbl OPMUPOBAHMA: MOXKET ObITb CEMeNHbIM, MEPBUYHBIM (KNOHaNbHbIM), BTOPUYHBIM (PeaKTUBHbIM). YMeHMe NH-
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KNOHaNbHbIN TPOMOOLMTO3 Yallle CONPOBOXKAAETCA Pa3BUTEM TPOMOOTUUYECKUX OCIIOXKHEHMI 1 TpebyeT 6onee akTUBHOMO
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Thrombocytosis (an increase in the level of platelets in the peripheral blood above 450x10°%1) has different causes and
mechanisms of formation: it can be familial, primary (clonal), secondary (reactive). The ability to interpret peripheral blood
parameters, knowledge of the main differential diagnostic criteria for diseases accompanied by thrombocytosis, allow
the doctor to conduct the necessary examination to determine the cause of thrombocytosis. Clarification of the nature of
thrombocytosis is very important, since clonal thrombocytosis is more often accompanied by the development of thrombotic
complications and requires more active therapeutic intervention, specific therapy. Timely diagnosis helps to prevent the
development of thrombosis, improves the prognosis, quality of life and survival of patients.
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Bo Bpaue6HOIl paKTUKe HCCIeL0BaHUE 00611e-
ro aHasu3a kpoBu (0OAK) c noacyéTom KosMyecTBa
TpoM6o1uTOB (PIt) fABJISETCA HEOOXOAUMBIM YCIOBH-
eM MPaBUJIbHOU MMOCTAaHOBKH JIMAarHO3a U, COOTBET-
CTBEHHO, OIpeJie/IeHUsI ONTUMA/IbHON TaKTHUKU Be-
JleHUs nanyieHTa. JloCTaTOYHO YacTo B KJIMHUYECKOU
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IPaKTHKe BpayaM [IPUXOAUTCS CTAIKUBATBCS C [TOBBI-
IIeHHbIM YPOBHEM TPOMOGOLIUTOB B KPOBU — TPOM-
601U TO30M, 110/, KOTOPLIM IOHUMAaeTCs MOBbIIIeHHe
kosimdectBa Plt> 450 000 / Mk (>450 x 10%/1).
H3BecTHO, uTO Plt 06pa3yloTcs B KOCTHOM MO3re
u3 MerakapuouuToB (MKL) nyTéM oTLIHYpOBBIBaHUSA
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Y4aCTKOB IIUTOIIa3Mbl ([T03TanHOe 06pa3oBaHUeE:
reMONo3THUYEeCKasi CTBOJIOBAsA KJIeTKA — IOJIUIIO-
TeHTHas KJIeTKa NpeJIiecCTBeHHHIIA — KOJIOHHEO-
Gpasyouasl eIUHHLA CMelllaHHasag — MeraKapHuo-
6Js1act — npomMerakapuouuT — MKI — PIt) npu
HeIOoCPe/ICTBEHHOM CTUMYJ/IMPYIOLEM BO3JeNCTBUU
MOJIMIENTH/IHOTO TopMOHa TpoM6omnoaTuHa (TI10),
06pasyouerocs B Ne4yeHy, 04KaxX, MbILIEYHOU TKaHH.
YeM 60.1b111e 06pasyeTcs Plt, TeM cuibHee TOPMO3UT-
cs1 cunte3 TI10. OgHaKo TPOMOGOLMTOINO33 PErYIAUPY-
10T He TosibKO TI10, Ho 1 uHTepselkunsI 3,6,7,9,11,13
(cienuduryeckas peryssiys), a Tak:Ke FOPpMOHbI —
aapeHokopTukoTponHbli (AKTT), agpenanvs, Bo3-
OyK/JleHHe CHMIIaTUYeCKOTO OT/e/Ia BereTaTUBHOU
HepBHOU cucTeMbl (Hecnenuduyieckasi peryasuus).
[lepuon co3peBanust Plt B KOCTHOM MO3re COCTaBJISIET
8 aHel. Plt — 3T0 Mesikue GecliBETHBIE, 6e3bsiZiIepHbIE
KJIETKH IMaMeTpoM 2—4 MKM, 06beMOM 6-9 MKMZ,
®opma Plt — oBasibHag, Kpymias, cheprudeckas Uiu
JUCKOUHAs (B HEAKTUBHOM COCTOSIHHMH), TPH aKTH-
BallUU 3TH KJIETKH PUOGPETAIOT 3Be3AYaTyI0 GOpMY.
TpoM6OLUTEI UMEIOT AOCTATOYHO «HEXKHOE» CTpoe-
HHUe, 6bICTPO pa3pylLIalOTCH BO BHELIHEH cpejie, He-
CMOTps Ha JIByCJIOMHY0 MeMOpaHy. 67% 3THUX KJIETOK
LUPKYyJUpyeT B KpoBH, 23% — pacnoJiaraeTcs Nnpu-
CTEHOYHO, PUKCUPYSICh Ha IOBEPXHOCTH SHJOTEJIHU-
QJIbHBIX KJIeTOK. [[pOoI0O/DKUTETBHOCTD TPEOBhIBAHMUS
PIt B KpOBOTOKe cocTaBJisieT B cpefjHeM 9-11 nHeH,
3aTeM OHM I0/IBEPraloTCs pa3pyllieHHI0 B IeYeHH,
JIETKUX Ucesie3éHKe. B HopMe TpeThb BbILIEUINX U3
KocTHoro Mo3ra Plt senoHupyeTcs B cesie3éHke. He-
GOJIBLIKE MOJIEKYJIbI, HYKJIEUHOBbIE KUC/IOTHI, JIU-
MUJHbIE MEAUATOPBI U OEJIKH XPAHSTCS B PA3/IMYHbBIX
opranesiax Plt (anbda-rpanysax, JIOTHBIX TpaHyJiax
Y JIM30COMa/IbHBIX Be3uKysax). [locie akTuBanuu Plt
IpeTepreBaoT pe3Kue U3MeHeHHs1 GOPMBbI U BbICBO-
GOXK/JAI0T 3TU GHOJIOTUYECKU aKTHUBHbIE BelllecTBa BO
BHEKJIETOUHYIO Cpe/ly B UX PAaCTBOPUMOM BHU/le WU
3aKJIDUeHHbIMH B OMOAaKTUBHbIE MUKPOBE3UKYJIbI.
dusunosiornyeckasl 1a3MeHHasi KOHIeHTpauus Plt
cocrasisget 180-360 x 10°/x (150-400 x 10°/1) [1,2].

OcHoBHas poJb Plt TpaguMoHHO OTBOAUTCA
y4acTHUI0 B peakLUsX reMmocTasa. Plt akTUBUpYIOTCSA
B MeCTe MOBPEXJEHUsI COCY/I0B, 06Pa3yIT «TPOM-
GOLUTApPHYIO MTPOOKY», KOTOpasl mpeJicTaBJaeHa
arperaTaMu KJIeTOK (HadaJIbHbIA reMOCTaTHYeCKUH
OTBeT) AJif OCTaHOBKU KpOBOTeueHUs. DyHKIUAMU
Plt ssBsIsITOTCA aAre3us (CMOCOGHOCTD MPUJIMIIATh K
Yy»KEPOAHBIM U COOCTBEHHBIM U3MEHEHHBIM /TO-
BpPEeX/IEHHBbIM CTEeHKaM COCYZ0B), arperarys, arrimo-
TUHaLUA (TpoMOOLUTApHAsA «KOAJULUS», CIOCO6-
HOCTb CKJIEMBaThbCs) Ba3oTpodHuueckass GyHKLUSA
(3saxuBJIeHMe U pereHepalys MOBPeXAEHHbBIX TKa-
Hell, BblJlesieHHe B HUX GpaKTOpPOB POCTa, KOTOpble
CTUMYJIUPYIOT JeJeHUEe U POCT KJIETOK, TO eCTh
BJIMSIIOT HA TOHYC MUKPOCOCYZI0B ¥ MPOHUI[AEMOCTh
CTEHOK), MPOKOATrYJITHTHAasI aKTUBHOCTb, TO €CTh
y4acTue B Ipolecce CBEPThIBAHUS KPOBH (MOBBILIE-
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HUe BbIpabOTKU TPOMOUHA, IpeJoCTaB/IeHUEe CBOeH
MOBEPXHOCTH JJIs1 YCKOPEHUST KJII0YeBbIX peaKui
nJla3MeHHoro remocrasa) [1,2].

B nocnegHue roAbl MOSIBUJIUCH JJaHHbBIE O He-
reMoctaTudyeckoi posu Plt ¥ X akTHBHOM y4a-
CTHUU B peakluax BocnajeHus. ITU ¢yHkuuu Plt
npejonpejeseHbl UX aHTUTeH-TIPeACTaBIIA LN
pPOJIBIO, CIOCOGHOCTBIO K aKTUBALUU U CEKpPEIUU
Pa3JIMYHBIX UMMYHOMOJYJIUPYIOIIUX IUTOKUHOB U
XeMOKHUHOB. Bri6pacbiBaeMble MeUATOPbI MPUBJIE-
KaloT U MOAY/UPYIOT aKTUBHOCTb LIUPKYJIUPYIOIIUX
JerkouuToB. KpoMme 3TOro0, akTuBHpoBaHHbIe Plt
MOTYT HaIpPsSIMYyI0 B3aUMOJENCTBOBATh C BUPYC-
HbIMH pelienTopaMu. Pe3ysbTaToM 3TOro B3aUMO-
JefCTBUA ABJISIETCA, B TOM 4YHCJEe, 06pa3oBaHUe
TPOMOOLUTAaPHO-JIEMKOUTAPHBIX arperatos, ¢o-
KyCHpOBaHHe HEUTPODUIOB B MeCTax MOBpex/e-
HHUS U CO3JaHUe KapKaca JJisi 06pa3oBaHUs BHEKJIe-
TOYHBIX JIOBYLIEK aHTUT'€HOB. Plt CHUXKAIOT KOHLIeH-
TpaLMI0 MPOBOCHAJUTENbHBIX IUTOKUHOB (paKkTop
HeKpo3a onyxoJu anbda, IL-6). [Ipu pa3iuyHbIX BU-
PYCHBIX MHEKIUAX, BKIOYasa BUpyc [leHre, BUpycC
UMMyHoJedunMTa yesoBeka (BUY), Bupyc rpun-
na ¥ SARS-CoV-2, oTMe4yeHO NMOBHBIIIEHHEe aKTUBHO-
ctu Plt, YTO NIPUBOAUT K CEKBeCTPALUU BUPYCHBIX
YaCTHUIl, OTPAHUYMBAET PACIpPOCTPaHeHHe BUPYyca B
opraHu3Me yesioBeKa. BaxKHOU siB/IsieTCs JIOKaJIM3a-
I[Msl B Q-TPaHyJ/IaX BUPYC-CHeNUPUIECKOT0 HMMYHO-
rso6ysauHa G (IgG), koTopbld cnoco6eH HEUTPAIHU-
30BaThb in vitro ¥ in vivo nuromMeranosupyc (IJMB),
BUpyc rpunma A[3].

AKTHBalMs U NOBbINIeHHas! BbipaboTka Plt Ha-
GJII0JAIOTCS IPU Pa3JIMUHBIX COCTOSTHUAX. MOXKHO
BbIJIeJIUTh TPOMOGOLUTO3 PU3UO0I0TUYECKUH (TpU
dbu3nIecKoll Harpy3ke, 6epeMeHHOCTH, Y HOBOPOX-
JEHHBIX U IPYAHBIX JleTel), peaKTUBHBIN (BTOpUY-
HbIH), aBBTOHOMHBIH (MePBUYHBIN) — KJIOHAJbHbBIN
Y ceMelHbIH. Y feTed TpoMOOIMTO3 HABJII0aeTCs
4acTo U BcTpevaeTca y 13% HOBOPOXEHHBIX, 36%
JeTel B MepBbIM Mecsl XU3HU Uy 13% — B BO3-
pacte ot 6 0 11 MecsiueB [4]. Y B3poCabIX TPOM-
601IUTO3 OOHapyKUBaeTcsd MeHee 4yeM y 1% mo-
OyJISUY, TPUYEM IPU IOBTOPHOM 006C/Ie,0BaHUU
y 60JIbIIMHCTBA MallHeHTOB KoJyindyecTBo Plt Hop-
Masn3yeTtcs. [Ipu 3TOM KOJIMYeCTBO MAalUEHTOB C
COXPAHSIIUMCSI TPOMOOIUTO30M IPH BTOPOM HKC-
cnenoBanuu B 10 pas Boiite (50% npotuB 5%) npu
ucxoaHoM ypoBHe Plt 6osiee 600x10°/1 [5].

PeakmueHblil mpomM60yumos pa3BuBaeTCs
BTOPHUYHO 10 OTHOLIEHUIO K APYTUM MaTOJIOTHYe-
CKUM COCTOSIHUSIM WJIM peaKLHsIM OpraHu3Ma 4e-
JioBeKa. /IJ11 Hero XapakTepHO MOBBIIIeHHEe YPOBHSI
Plt BciieacTBUeE NPOLIECCOB, KOTOPHIE SIBJASIIOTCS
BHEUIHMMU 10 OTHOLIEHHUIO K MerakapyuonuTam,
BCJIe[ICTBUE HecleluPpUiecKol akTUBaIUU PO-
ayknuu TIIO (ropMoHa, KOTOPBIH peryjupyerT Je-
JIeHUe, l03peBaHUe U BbIX0OJ, B KpoBb Plt), 4yTo cTH-
MYJIUPYeT BbIPAGOTKY 3HAYUTEJbHOTO KOJIUYECTBA
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Plt 6e3 HapymeHUs1 UX QYHKIMOHAJTbHBIX CBOKCTB.
MexaHU3MBbI pEAKTUBHOT'O TPOMOOIUTO3a BapbH-
PYIOTCSI B 3aBUCUMOCTH OT OCHOBHOUW MPUYUHBI U
MOTYT BKJIIOYATh MOBbILIEHHYIO Mpojandepanuto /
co3peBaHue MK, yckopeHHOe BbicBO6OX/JeHHe Plt
U / WK CHUXKEHHYI0 HUX CeKBecTpaluio / yBeJjnye-
HUe NPOJO0J/KUTENbHOCTH Uu3HU Plt. Hanpumep,
acIJjIeHus CBsI3aHA CO CHUXKEHUEM CEKBeCTpaIjuu
TpoM6oLUTOB. [loTeps kKpoBU / fedULUT xKese3a
MPUBOJSAT K HOBBILIEHHOU NMpoJiMdepanum KIeToK-
npeJlieCTBEHHUL], KOTOPbIE SABJSAIOTCS OOIIMMU
Kak g Plt, Tak u gnsa sputpountoB (Er). [Ipu uH-
deKuUax U BoCHaJUTeNbHbIX IPOLeccax MOBbILIEH-
Hasl BBIpab0oTKa HEKOTOPBIX MIPOBOCHAIUTETbHBIX
LIUTOKUHOB CTUMYJHpyeT nposandepanuto MKI],
co3peBaHUe U / WM YCKOPEHHOE BBICBOOOXKEHUE
Plt u3 kocTHOrO Mo3ra. PeakTHUBHbBIN TPOMOOIMTO3
06BbIYHO He YBeJUYUBAET PUCK PAa3BUTHUSA TPOMOO-
TUYECKUX WU FeMOpparuyecKkux OCJA0KHEeHUH,
€CJIM TOJIbKO MAalMeHThl He UMEIOT TSDKEJBIX 3a60-
JIEBAaHUU apTepui UM AJUTeJbHOE BpeMs He Ha-
XOAATCS B HENOJBW)XHOCTH. [IpU BTOPUYHOM TPOM-
6o1uTO3€e Kosn4ecTBO Plt 06b14yHO < 1000000/ MK
(< 1000%10°/21), ¥ IPUYUHY 3THUX OTKJIOHEHUHU
MOXKHO YCTAHOBUTb, UCXO/s1 U3 aHAMHeE3a U 00'beK-
THUBHOTO 06C/IeZloBaHUs (BO3MOXKHO, C IPUMEHEHHU-
eM NOATBePXKAALUX UcCaef0BaHu) [5,6].

AemoHoMHbLIl (nep8uYHbLil) MpomM6oyumos
BbI3bIBAETCsI BHYTPEHHUMH KJIETOYHBIMU MeXaHU3-
MaMH (TO ecTb IpolieccaMu, KOTOpbIe JIeXKAT BHY-
Tpu MKI] niu Ki1eTok-npe/ecTBeHHUKOB TPOMbO-
LUTAPHOrO0 Psiia KPOBETBOPEHUSI), BOSHUKAET PHU
HaJIMYUU JedeKTa CaMUX TeMOII03TUYECKUX CTBO-
JIOBBIX KJIETOK, KOTOPbIE SIBJISIOTCS OIyX0JIEBLIMU B
cay4yae XpOHUYeCKUX MUesonposiMdepaTUBHbIX 3a-
6osieBaHuM (XMII3), MMeIOT NOBbILIEHHYI0 YYBCTBU-
TeJIbHOCTh K TIIO 1 Masio 3aBUCAT OT 3K30KPUHHOU
(BHewmHeH) ctumyasuuu. [IpousBogctso Plt B 1aH-
HOM CJIy4ae sIBJISIeTCSI HEKOHTPOJIMPYEMbIM MPOIieC-
coM, camMu Plt npu 3TOM QyHKIIMOHAIBHO JePeKTHBI,
YTO MPOSIBJISETCS HapylleHueM UX B3aUMo/leCTBHe
C APYTMMU KJIeTKaMH U CyOCTaHLMSIMU, KOTOpble
CTUMYJHUPYIOT 06pa3oBaHUe TPOMGOB.

BOJIBIIMHCTBO aBTOHOMHBIX TPOMOOLIMTO30B
Yy B3POCJBIX SBJISIOTCSA KJOHAJBHBIMU (TO €CTh
3JI0Ka4eCTBEHHbIMH ) ¥ BbI3BaHbI MPUOOGPETEHHDI-
MU (COMaTUYeCKHMU) MyTallUsIMU TeHOB, KOTOpble
pEryJHPYIOT TPOMOOLMTONO033 (HanpuMep, JAK2,
CALR wmnu MPL), cBsi3aHbI ¢ MUeJsionpoiudepaTrB-
HBbIMH HOBOOGpa3zoBaHusiMHU (MPN) wiu ApyruMu
reMaToJIOTUYECKUMH 3/I0Ka4YeCTBEHHBIMU HeollIa-
3usAMU. TpOMGOIMTO3 ¥ MJIQJIEHIIEB U IeTeH MOXKET
6bITb BbI3BaH NPUOOPETEHHBIMU MyTallUSIMU WU
(pexxe) yHac/ie[J0BaHHBIMU reHETUUECKUMU aHOMa-
JIUSIMHU, CBSI3aHHBIMU C CEMEeHHBIMU CUHAPOMaMU
TpoMm6onuTo3a [1,2,5].

[IpryrHBI TPOMOGOLIIMTO3a BAPbUPYIOTCS B 3aBU-
CHMOCTH OT XapaKTEePUCTHUK, U3y4aeMbIX MOMYJIs-
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LU HanpuMep, pa3INvalTCsa ¥ aMOY/JIaTOPHBIX U
rOCIUTAJU3UPOBAHHbBIX NALUEHTOB, Y MJIa/I€HIIEB U
B3pPOCJIbIX. B GOJIBIINHCTBE C/Iy4aeB TPOMOOLUTO3
BO BCEX BO3PACTHBIX IPYIIAX U KIMHUYECKHX YCII0-
BUSIX SIBJISIETCS peaKTUBHBIM cocTossHUeM. Hanbo-
Jlee yacTble IPUUUHbI peaKTHBHOI'0 TPOMGOIMTO3a
npejacTaBJieHbl B Tabsauue 1 [1,2,5,6].

PazBuTHe TpoMOGOLUTO3a [TOCIE CIJIEHIKTOMUU
Y IIPU acIlJIEHUU 0GYCJIOBJIEHO POJIBIO Cesle3€H-
KU B peryssanuu Plt, mpexx/ie Bcero Kak 0CHOBHO-
ro MecTa ux paspyilueHus. [locse cJIeH3KTOMUU
y 75-82% nauueHTOB BO3HHUKAeT peaKTUBHbIN
TPOMGOIUTO3 C MAKCUMaJbHbIM KOJUYECTBOM
Plt yuepe3 1-3 HeJzesu MocJie oNepalyyu U HOpMa-
JM3alield B TeYeHUE MOCAEeYIOINX HECKOTbKUX
HeJZleJlb UM MeCSIeB, B PeIKUX CJAydassx TPoM6O-
LIUTO3 COXpPaHsSeTCcs HeCKOJIbKO JieT. [Ipu ypoBHe Plt
Bblilie 600-800%10°/51 y 5% manueHTOB BOSHUKAIOT
BE€HO3Hble MOCTCIJIEH3KTOMHUYECKHE TPOMOO3HI,
3HAYUTEJIbHO pexke — apTepUuaibHble TPOMOO3HI.
[ToMHUMO CIJIEH3KTOMUH (110 TTOBOAY TPABMBI, OMy-
XOJIW, 3y TOUMMYHHOUW TPOMOOIUTOIIEHUH, MUKPO-
cdeponTosa), NPUUYUHOMN acCllIEHUH MOTYT GbITh
reHeTU4ecKue 3aboseBaHus (reTepoTakCUYeCcKUU
CHHJIPOM) WJIH HapylleHHe QYHKIIUU ceJIe3EHKU
(ceprioBUAHO-KJIETOYHAsA aHEMUS, IMOOJIU3ALUA
COCYZI0B cesIe3eHKH, aMUJION/[03 cesie3éHKH). [Ipu
aCIJIeHUH Pe3KO YBEeJUUYUBAETCSA PUCK PA3BUTHSA
Cerncuca, BbI3BaHHOTO MHKANCYJIMPOBaHHbIMU 6aK-
TepusMU (MHEBMOKOKK, MEHUHTOKOKK, Haemophilus
influenzae), 4TO TpebyeT BaKIMHAIIUK U aHTUOAK-
TepUaJbHON MPOPUIAKTUKH NPU MJIAHUPYIOLIUXCS
onepaTHUBHbBIX BMellaTeabCcTBax [1,2,5,6].

[IpencTaBiiseT HHTEpeC 3HAUeHHUE UHTEPJIEHKH-
Ha-6 (IL-6) B pa3BUTUH TPOMOGOIIMTO3a NIPH Psijie 3a-
6osieBaHuH. IL-6 06Js1a/jlaeT MOILHON TPOMOOIO3TH-
yeckod ¢pyHkuel. [lokasaHo, YTO OH UHAYLUPYET
MerakapHoIMTOI033 in Vitro u TpOMOOLMTO3 in Vivo,
UTPaeT KJIIYEBYI0 POJib B UMMYHHOM OTBETE, FEMO-
noase U1 opMUPOBaHUHU OCTPODA30BON peaKIvH,
IPUHUMaeT yyacTHUe B aTOreHe3e Pas3MuHbIX BOC-
NaJIUTEbHbIX, 3y TOUMMYHHbBIX U OHKOJIOTUYECKUX
3a60JieBaHUM, a UMEHHO MHOKeCTBEHHON MUEJIOMBI,
peBMaToOUAHOro apTpuTa, 6ose3Hu KactiemaHa,
capkoMbl Kanoiry, Me3aHruomnposudpepaTuBHOrO
rJioMepyJIoHedpUTA, ICOPHUA3a, CENICHCA U OCTEO-
nopo3a. BbIsiCHEHO, YTO KOHLIEHTpalMu UHTepJIeN-
KHH-6 (IL6) B ChIBOPOTKE, MJIa3Me, IJIEBPE U CUHO-
BUAJIbHOM KUJIKOCTU YBEJUUYUBAIOTCS Y MALUEHTOB
C BOCHAJIUTEJIbHBIMH 3a60JIEBAHUSMU (Hanpumep,
IpU PeBMaTOUIHOM apTpuTe U Ap.). [Ipu Takux co-
JIMJTHBIX OMYXO0JISIX, KaK PaK KUIIEYHHUKA, JETKOTO,
MoYyekK, AMYHUKOB, IIeMKU MaTKU Y S3HJO0METpUS,
3JI0KaueCTBEeHHasl Me30TeJIM0Ma, IPOTrHO3 3a6oJie-
BaHUS NPU TPOMOOLIUTO3€E YXYAIIAACA. ITO CBSI3aHO
c TeM, 4TO Plt UTPalOT BaXKHYIO pPOJIb B PAa3BUTHUH Me-
TacTa3upPOBaHUs 32 CYET aKTHUBAIIMU MerakapHoIu-
TOI033a U Pa3BUTHUS arperaToB ONMyX0JIEBBIX KJIETOK
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IVODOEPEHIIMATIBHAA IMMATHOCTMKA TPOMBOLIMTO30B
(IEKIIVA OJ1d ITIPAKTUKYIOIIMX BPAYEI)

Tabnuua 1
B03MOKHbIE IPUYMHBI PEAKTHBHOTO TPOMGOLMTO3a

HeonyxoneBbIe reMaToJIorn4eCKkue COCTOAHHUA

OcTtpas KpoBonoTeps

OCTpaH reMOJIMTH4Y€eCKad aHeEMUA

XpOHI/I‘{eCKaH )Kef[e30,£(e¢l/l].[I/ITHaﬂ aHeMHd

BbIS,C[OpOBIIeHI/Ie nocie TpOM60LU/ITOl'[eHI/II/I, CHpOBOHHpOBaHHOﬁ AJIKOT0JIEM HUJIN ,C[eq)I/ILU/ITOM BHUTaMHHa Blz

JddexT nocse seveHUss HEPBUYHON TPOMOOLUTONIEHUYECKON MypIyphl

OnyxoJieBble COCTOSIHUSA

MeTacTaTHuyecKui pak

Onyxouiy (pak xKeayaKa, AMYHUKOB, JIETKUX, I0JKeIyA04HOH KeJle3bl, TUMoMa, 60s1e3Hb XOKKHHA, 0C0O6eHHO HellpobJia-
CTOMa, renatobsiacToma)

Jlumdpoma

deHOMEH pHUKoLIeTa N0C/Ie MUEJOCYIPECCHH NOC/Ie UCK/II0YEHUSI MUEOCYTIPECCUBHOTO areHTa

OCprIe " XpOHHUYEeCKHue 3a060J1eBaHUSA

PeBMaTH4eckue 3a60/1eBaHNs (PEBMAaTOMAHBIA apTPUT, IOHOIIECKUHA pPeBMAaTOUAHBIH apTPUT; CHOHUI0APTPUT)

AyTonMMyHHbIe 3a60s1eBaHusA (60s1e3Hb lllenneiiH-TeHOXa, CUCTEMHBIN BaCKYJINT, KOJIJ1areHO3bI)

XpoHHYeCcKoe BOCTaIUTeIbHOE 3a60/1eBaHNe KUIeYHHKa (I3BeHHbIH KOJIUT)

XpOHI/I‘{eCKI/Ie BOCHAJIUTE/IbHbIe 3a60JiIeBaHUS NTeYeHU

Llennakus

Bosiesub KaBacaku

HeBpoTuueckuit cuHApOM

POEMS-cungpowm, 6os1e3ub KactiiemaHa

Capkouz03

[loBpexAeHHe TKaHEN

Tele/l‘-IeCKI/Ie 0XKOoru

Cepbe3Has TpaBMa

[lepesioMbl KOCcTeH

OcTpblii IaHKpPEaTUT

Xupyprudeckue BMellaTe bCTBA, CONPOBOXKAAIOLIMECS 60JIbIION onepalMOHHON TPaBMOH, 0cO6eHHO NPH 3a60JIeBAHUAX C
OGLIMPHBIMU HEKPO3aMHU TKaHel (mocJieonepaniioHHbIN nepuos)

CocTosiHUE TIOC/Ie CIVIEH3KTOMMUH, TUIIOCIIJIEHU3M UJIK OTCYTCTBUE ceJie36HKHU

dyHKUMOHAIbHASA aclIeHus (HalpuMep, CEpIOBU/IHO-KJIeTOYHAs aHEMUS)

WHeknuu

OcTpble ¥ XpOHUYEeCKHe HHPEeKINH: 6aKTepralbHble (BOCIaJeHHe JIETKHUX, MEHUHTUT), BUPYCHBIE (TenaTHThI, aHLedantn-
Tbl, BUpycHble nopakeHus KKT , COVID-19), napasutapHsle, FpUOKOBbIe (KaHHU/03, acllepruiies)

Tyb6epkynes

OcTpble BUpycHble HHQEKIMH (B TOM YHCJIE JETCKUE)

Jlpyrue npu4uHbI

dusuveckre Harpy3Ku

An}leprnqecxue peakuuu

PeaK].[I/IH Ha MeJUKaME€HThbI

BUHKpHCTHH, 3THHEPPUH, IMIIOKOKOPTUKOCTEPOHU/Ibl, aHTAMHUKOTHKH. BUTaMUH B ,, SpUTPONOSTHH, aHAPOreHbl, CUMIIa-
TOMHUMETHUKHU (aZipeHa/INH, U30NpeHa/INH, U3aApHH), UHTePJIeHKHH-6, all-trans-peTHHOeBasA KUC/IO0TA, arOHUCTBI TPOM6GO-
MO3THUHOBBIX penentopos, TII0
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INOOEPEHIMAJIBHAA IVIATHOCTUKA TPOMBOLIMITO30B
(TEKUIVA JUTA TIPAKTUKYIOUX BPAYEIN)

JIEKLiHH

¢ Plt. PazBuTHIO TPOMGOLIMTO3A IPU STOU MATOJIOTUH
CIOCOGCTBYET pacma/ OMyxoJid, KpOBOTeUeHUs, I10-
siBJIeHHe JlebuiiyTa xesesa [5,6,7].

[Ipu HHV-8 (HumanHerpesVirus 8, repnec-
BUpYyc capkoMbl Kanomu (KSHV)) —accouuupoBaH-
HbIX 3a60JieBaHUAX (MYyJbTHULIEHTPHUYECKUI Bapu-
aHT 6osie3HU Kactiemana- MBK, capkoma Kanoiy,
nepBUYHas JJUMPOMa CEPO3HBIX 060109€EK) BbI-
paboTKa BUPYCHOTO UHTepJelikuHa-6 (vIL-6) 0by-
cJIOBJIMBaeT GOPMHUPOBAHUE CUCTEMHBIX CUMIITO-
MOB 3a6oJieBaHusl, BkJI4ass POEMS-cunapom (mo-
JIMHeHWpoMnaTus, OpraHoMerasius, 3H40KpPUHONATHs,
MOHOKJIOHa/IbHAasiraMManaTHs, HOpakKeHUsT KOXKHU ).
ITOT CUH/APOM BbI3bIBAETCS, 10 BCENl BEPOSITHOCTH,
LUPKYJUPYIOIUMU B KPOBU UMMYHOIJIO6YJIMHAMU
BC/Ie[CTBUE JedeKTa MIa3MaTHYeCKUX KJIeToK. Pe-
rpecc CUCTeMHBIX CHMITOMOB (B ToM uucie POEMS
CHH/IpOMa, TpoM6OIIMT03a) nocse aHTH IL-6 Tepa-
1Y J0Ka3blBaeT olNpeessnllyto poJb IL-6 B pas-
BUTHHU 3TUX COCTOSTHUM [8,9].

Kpome Toro, untepsieiikul-6 (IL-6) urpaet Bax-
HYI0 POJIb B pa3BUTHU PEAaKTUBHOTO TPOMGOLUTO3a
B ocTpou daze Tybepkyé3za.CuTyalys c Ty6GepKy-
JIE30M B MUpEe NOCTOSIHHO YXYZIIAaeTCsl U3-3a NOsB-
JieHus1 TaMMoB M. tuberculosis ¢ MHOXXeCTBEHHOU
JIEKAPCTBEHHOU YCTOMYMBOCTBIO U MPAKTHUYECKHU He
MOAJAI0IIMXCA JIEUEHHIO IITaMMOB M. tuberculosis
C LIMPOKOM JIeKapCTBEHHOM YCTOMYMBOCTBIO. ITO
SIBJISIETCS MPUYMHOM exerogHo ¢ukcupyembix 1,4
MUJIJIMOHA cMepTed U 8,7 MUIJIMOHA HOBBIX CJIY-
yaeB 3a60J/ieBaHUs. Y MALMEHTOB C Ty6epKyJI&é3HOU
nHOeKIMer OblJ1a MOKa3aHa Koppesdaius 6oJiee
BBICOKOM KOHIleHTpanuu IL-6 B CBIBOPOTKe KPOBU
C peakTUBHBIM TPOMOOLUTO30M, 60Jjiee OOLIUPHBI-
MU PEHTTEHOJIOTUYECKUMH U3MEHEHUSIMU U CUM-
ITOMaMH B BUJie JIUXOPAJKHU, HOUYHON MOT/IUBOCTH,
OTepH Beca, YeM Yy NAlUEeHTOB C TyGepKyJie30M
pyu HOpMaJIbHOM KoJindecTBe Plt. 3T0o mo3BosinIo
cZenaThb BBIBOJ O TOM, YTO KOHUeHTpauuda IL-6 B
[JIa3Me MOXET CJYKUTb MapKepPOM JJisl OL€HKU
aKTUBHOCTH 3a60J1eBaHUSA C TOYKHU 3PEHHUS KJIETOU-
HOW UMMYHHOM peakiuu [10].

06bIYHO YpoBeHb Plt mpu peakTHBHBIX TPOMOOILIU-
To3ax < 1000x10° /J1, HO U3pejiKa MOJKET ObITh BHIIIIE.
Mopddosorus Plt u ux ¢yHkurOHaIbHAs aKTUBHOCTb
HopMasbHbL KonmndectBo MKI] B KocTHOM Mo3re yBe-
JINYEHO, UX MOPQOJIOTHS OCTAETCS HOPMAIbHOM.

Puck TpoM6006pa3oBaHUsl U KPOBOTOUUBOCTHU
IPU peakTUBHbIX TPOMOOLUTO3aX, KaK NPABUJIO,
3HAYUMO He moBblmaeTcs. [lo MHeHUIO psAga aB-
TOpPOB, NPOPUIAKTUKA YKAa3aHHBIX OCJA0XKHEHUHN
TpebyeTcst JIUIIb IPU 3HAYUTEJbHOM MOBbIILIEHUHN
ypoBHs PltB kpoBu Gosiee 1000x10°/1, Hanpumep,
nocJie CIJIEH9KTOMUH, KOT/Jla Lieslecoo6pa3Ho Ha-
3Ha4YaTb aHTHArperaHThbl KOPOTKUM KypcoM. Of-
HaKO olleHKa (paKTOpPOB pHCKA Pa3BUTUSA TPOMOO-
3MO0JIMYECKUX OCJI0KHEHUH J0/KHA TPOBOAUTHCS
B KaXK/JOM KOHKPETHOM cJly4ae ¢ y4éTOM Bo3pac-
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Ta, HAJIM4Us TPoMOO30B B aHaMHe3e, CepJeuHO-
COCYAUCTBIX 3a60/1€eBaHUM U T.1I. Vi371eueHre 0CHOB-
HOro 3a60JieBaHUs, BbI3BaBIIETO TPOMOOLUTO3,
NPUBOAUT K HOpMasiM3anuu ypoBus Plt [1,2,5,6].

PenkuM Hac/ie[ICTBEHHBIM CUHAPOMOM, KOTOPbIH
NPOSIB/ISIETCS TOJBKO TPOMOOLUTO30M (OTCYTCTBY-
I0T JIEMKOLUTO3 UM MOJIUIUTEMUS) SIBJISIETCS Ce-
MeiHbIi TpoMGonuTo3 (CT) (ceMeliHast 3cceHIU-
aJsIbHasi TPOMOOLUTEMMUS ), KOTOPbIM XapaKTepu3yeT-
Cs1 BICOKOM MEHETPAHTHOCTHIO, NOJIMKIOHATbHBIM
KpPOBETBOPEHUEM, reTEPOreHEHHOCTbIO 110 [eHeTH-
YeCcKUM MapKepaM U KJIMHUKO-J1ab0paTOpPHbIM JaH-
HbIM. [IpyynHamu CT MOryT 6bITH MyTallUX I'eHa
TIIO (B HacTosIIee BpeMsl OMHUCAHO 4 MyTaHTHBIX
aJljeJsis) U TeHOB TPOMOONO3THHOBBIX PELLENITOPOB
(MPL u JAK-2). [Ipy roMO3UIroTHOM HacJie[0Ba-
HUHU HepeJKO pa3BUBaeTCs rHIepTPOMOOLMTO3 C
TPOMOGOTHUYECKUMHU U FreMOpparuyecKUMHU OCJ0K-
HEHUSIMH, OJJHAKO Mo/ aBJisiioliiee GOJIbIIMHCTBO
NALKEHTOB reTEPO3UTOTHBI, U TPOMOOLUTO3 ¥ HUX
BbIpakeH yMepeHHO. CyMMapHO NepevyrcaeHHbIe
MyTaluu BeIABAAIOTCA B 10-20% ciiy4daeB, osTOMY
BJIMSIHME KaXK/JI0M U3 HUX Ha TeueHUe 3ab0/ieBaHUs
onpeAeuThb 3aTpyAHUTENbHO [11].

XpoHunyeckue MuegonposiudepaTuBHble 3a-
6osieBaHuna (XMII3) npescTaBisgioT COG0U KO-
HaJIbHble 3a00/1eBaHUs1, BO3HUKAIOLIHE HA YPOBHE
CTBOJIOBOM KpoBeTBOpPHOM kJieTku. XMII3 xapak-
Tepu3yloTcsA nposudepanueld oqHol uau 6osee
KJIETOYHOU JINHUU MUEJION033a B KOCTHOM MO3Te
C IpHU3HAKaMU COXPAaHHOU TepMHUHAJIbHOU Judde-
PEHLIUPOBKU reMONO3TUYECKUX KJIETOK U COINPO-
BOXK/JIAI0TCSl U3MeHeHHeM NoKasaTesell nepudepu-
4yeckol kpoBH. CorsiacHO kKJjaccudUKaLUU MHUEJIO-
HUAHBIX HOBOOOpasoBaHuit BO3 (2016), BbiAe 0T
XpOHUYECKUH MuUesoerko3 (XMJI), XpoHHUYeCKU
HeHTPODUIBHBIN JIEMKO3, UCTUHHAS MOJUIUTEMUS
(M), nepBuuHbId Muesoduopos (IIMP), acceHnu-
asnbHada TpombonuTtemMus (3T), XpoHUYECKUH 30-
3UHOQUJIbHBIN JIEHK03, MUeJionpoindepaTUBHOE
HOBOOOpa3oBaHUe HekJlaccuduipyeMoe (AUarHos
uckawdeHus). Cpeu MuesonpoarupepaTUBHbBIX/
MUEJIOAUCIIACTUYEeCKUX 3a60JIeBaHUM BbIJENSII0T
XPOHUYECKUN MUEJOMOHOUUTAPHbIN JIeHK03, aTu-
MUYHBIA XPOHUYECKHUN MUEJIOUHbBIN JIeHK03, I0Be-
HUJIbHBIM MUEJIOMOHOLUTApHbBIH Jleiiko3 [12].

[Tpu XMII3 nokasaHo, 4TO NpeApaclooXKeH-
HOCTb K 60JIe3HU peajn3yeTcs MoJ BO3JAeHCTBUEM
BHeIIHUX GaKTOPOB, MOBPEXKJAUINX 'EHOM HOp-
MaJIbHOM IreMONO03TUYeCKON KJIeTKU U NPUBOJS-
IIMX K e€ 3JI0KaueCTBeHHOU TpaHchopmanuu. [lep-
BUYHBIM I'YMOPAJbHBIM PETYIATOPOM MPOAYKIUH
TPOMOOLUTOB SIBJISETCS TPOMOONO3THH, KOTOPBIH
CeJIEKTUBHO UHAYLUpPYeT TpoMbouuTO3 invivo. l'e-
HeTHUYeCKHe [epecTPOMKU UIPal0T BAXKHYIO POJIb B
natoreHe3e XMII3. MyTanuu reHoB TPOM6GOIO3TH-
HOBBIX penenTopoB MPL u JAK-2 BrIABIAIOTCA IpU
TpoMboLUTO3€e y 60JBLIMHCTBA 60/bHBIX XMII3.
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Tabmuua 2

JuddepeHnnaibHO-AUArHOCTUYECKUE KJIMHUKO-/Ia60paTOpHbIe npu3Haku XMII3

Kiunuko-
JsabopaTop- aT UIl Mo XM M/JC
Hble MPU3HAKHU
BazomoTopHbie
++ +++ ++ -
CHMIITOMBI -
[lneTopuyeckuit
- +++ + - -
CUHAPOM
Koncrury-
++ Ha MO3JAHUX ++ Ha M03/IHUX CTa-
LJUOHAJ/IbHbIE + +++ ++
CTafusAX JHAX
CUMIITOMBI
Tpom603bI Heo-
GbIuHbIE, TH0GOM | M y 48% He XapaKTepHbI -
’ y 11-25% y 12-39%
JIOKaJIM3aluH
lemopparuue- 12% Ha no3AHUX
. +++ ++ + Ha NO3JJHUX CTaAUSAX | ++
CKU CHHADPOM CTaAUsAX
CrteHoMeranus | - ++ +++y>90% Go/bHBIX | ++y >75% GOJBHBIX | YMepeHHas
[TopTanbHas
P + ++ B 10-20% ciy4yaes
TUNepTeH3Us
++ dpUTpeMHUYecKas
JpUTpoLHUTO3 +\- +++ PHTP - -
¢dopma
Co cABUTOM BJIEBO J[0
Co cABHIOM BJIEBO /10 | MHEJIOLMTOB, IPOMHUE-
JlelikoniTO3 +\- ++ MeTaMUEeJIOIUTOB U JIOLIMTOB, UHOTAA 6J1a- | BilacTHbIe KIeTKU
MUEJIOLUTOB CTOB, YaCTO 303UHODHU-
1 ¥ 6a3obuius
++ TPOMOOIUTEMUYe-
Tpom6ouTO3 +H++ ++ + +
ckast dopma
Hopmo6aacter | - - ++ - -
KamnieBuHb1e -
3PUTPOLUTHI
B craguu nocr- +++ pedpakTepHas
B craguu noct 3T A ++ Ha MO3HUX CTa- ++ Ha NO3/JHUX CTa- pedp p
Anemus WUII muenodu- K IPOTUBOAHEMHU-
Muesnodpubposa JUAX JUAX .
6posa 4yecKoW Tepanuu
MoueBasa Y 409 HKeMHUs
-/+ + % yp ! ) +\-
KHUCJIOTa YPUKO3ypHs
JIAT L) T
lllenoyHas ¢poc-
¢darasza HeHlTpo- ™ l
¢duoB
I'nepniasus [IpusHaku gucnia-
[TaHMTO3 Pe3kas runepmiasus u
3-X POCTKOB, 3UHY 3PUTPOULHOTO
I'nepnnasus OMOJIOXKEHH e MUeJIO-
B Muenorpamme npeuMyle- «Cyxasi» MyHKIUs pocTka, T Kosnue-
MKII-Horo HUJHOTO POCTKa, T 303U~
CTBEHHO 3pHU- CTBO KOJIbLIEBBIX
pocTka HOodMIIOB 1 6a30$UIOB
TPOUJTHOTO CcUIEpP061acTOB
[Iponudepanuu
MKII c npeo6.ia- N [IpeBanupoBaHue
T'unepniasus KosinareHoBbI# uin .
TpenaHo6uon- | AaHHEM KpPYIHbIX p . >KUPOBOM TKaHU
TPEéX POCTKOB PeTHUKY/JIMHOBBIN To xe
cus Y TUTaHTCKUX IIPY TUIOTIJIACTHYe-
. | kpoBeTBOpeHUs | GHUGPO3
MKI] co 3pesioi CKOM BapHaHTe
Mopdosioruen
XpoMocoMHas W3meHeHus XxpoMo-
a"oMauud t (9; 22), COMBI 7 U MHOXeE-
JAK2 JAK2
leHeTHYeckue JAK2V617F V617F V617F Ph-xpomocoma CTBeHHble abeppa-
WCC/Ie[JIOBaHUA | ++ ot o OnpefeneHue L[1H, acCOLiUaLIUA C
xuMmepHoro reHa BCR/ | He6iaronpusaTHEIM
ABL IIPOTHO30M
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JIEKLiHH

25-50% nauueHToB ¢ XMII3 uMeeT To4e4yHYIO
myTainuio B reHe JAK2V617F, yTo npuBoAUT K pas-
BUTHIO MOBbIIIEHHON YYBCTBUTEJIbHOCTH KJIETOK-
npeAlecTBEHHUI K LUTOKWUHAM U TPOMOGOMO3TUHY,
JaJjiee — K runepIijiasuyd MHUeJIOUJHOT0 POCTKA
(B TOM 4mc/le MerakapuoOLUTApPHOTO psiia KJIEeTOK)
[12,13].

Hasnnuue TpoM6GOLMTO3a B COUETAHUU C OTIpeie-
JIEHHBIMU KJIMHUKO-/1ab0paTOPHbIMU NpPOsIBJIE-
HUSIMU NO3BOJIAIOT 3anog03putb XMII3 (TabJ. 2)
[12,13].

Ba)xHbIMM HMarHocTU4eCcKMMU npusHakaMu UI1
U spuTpeMuueckoi ctaguu [IM® apistorcs Baso-
MOTOpPHbIE€ CUMIITOMBI, CBSI3aHHBIE C IJIeTOpUYe-
CKHM CUHJPOMOM («IlJIeTOpa» — IOJIHOKPOBUE).
XapakTepHO yBeJIMUeHHE MaACChl UPKYJIUPYIOILIUX
aputpouuToB (Er), 4To MpUBOAUT K NMOSABJIEHHUIO Ka-
J1o6 Ha roJIOBOKpY:KeHUe, FOJI0OBHbIe 60J1H, YXyALIe-
HUe 3peHUs], KOXXHbIN 3y, (0CO6eHHO MocJie BOJHbIX
npoueayp), IPUCTYIbl CTeHOKapAuu. HapyiieHus
MUKPOLMPKYAALUY, XapakTepHble a5 U1 u 3T, npo-
SIBJISIIOTCS 3pUTPOMeENAITUSIMU (IPUCTYNOOpa3Hble
NOKpAacHEeHUs MaJjblieB PYK U HOI, KOTOPbIE COMPO-
BOXKJAIOTCS OOJIBIO, XOKEHHUEM ), TapecTe3nsMH, Ha-
pylleHUEeM 3peHUs, llepeMexKalolleiicss XpoMOTOH,
npuanu3aMoM (o4eHb pejKo), 6oJiee YacTbIM pas-
BUTHEM sI3BEHHOU 00Jie3HU xenynka npu UIl. Mue-
JionpoarudepaTUBHbINA CUHJAPOM BKJIIOYAeT JIeHKO-
LUTO3, TPOMOOLIUTO3 KOHCTUTYLMOHAJBbHbIN — JIU-
X0PaJKy, IOTJINBOCTb, IOTEPIO0 Beca, 60U B KOCTSX.
[Tpu UIl BaX>KHBIM JUATHOCTUYECKUM KpUTEpUEM
SIBJISIETCS] CHIPKEHUE YPOBHS 3H/IOM€HHOT0 3PUTPO-
NO03TUHA HUKe HWXKHEN rpaHULbl HOPMBL Eciu xe
MoKa3aTeJsb CyOHOpPMaJ/IbHBIM, TO TpebyeTcsl IOUCK
MyTanuuy reHa JAK2 B ak3one 12 [12,13].

BbbL10 mokasaHo, yTo npu [IM® noBelieHHEe
ypoBH# Plt KoppesiupyeT ¢ 4acTOTOM pa3BUTHUA
TpoM6030B. B To BpeMs kak npu UIl u 3T mHoro-
YHCJEeHHBIMU HCCIeJ0BaHUSMHU He 6blia JOoKa-
3aHa poJib KOHLleHTpauuu Plt B pa3BUTHUU TPOM-
6030B, 0JTHAKO BBICOKHH TpoMOGoOIuTO3 (6osiee
1000x10°/1) siB/IsieTCSA PUCKOM J1JIs1 TeMopparuye-
CKHX OCJIO)KHEHUU U3-3a pa3BUTHS NPUOOPETEHHO-
ro cuapoma Busiebpanga [1,12,13].

[Ipu TpoM6GOLMTO3E BEAYILUM B JUArHOCTHUKE
XMJI gaBJisieTcs BbISIBJIeHUE TpaHCcaoKanuu t(9;22)
(q34;911) (Ph-xpoMocoMbl) NIpU LIUTOTEHETH-
YEeCKOM HCCJIEJOBAHUU KJIETOK KOCTHOI'O MO3-
ra, BelsiBJieHHe XxuMepHoro reHa BCR/ABL nipu
MOJIEKY/ISIPHO-LIUTOreHEeTUYECKOM K CCAeL0BaHUU
(FISH-meTogom). TpoM60LIMTO3 BO3MOKEH NPU
M/IC c u3osiupoBaHHOM Jienenuel 5q u pedpaktep-
HOM aHEeMUHU C KOJIbLIEBBIMU CHU/IepO6JIacTaMHu.

BrisgBienue myTtanuu B reHax JAK2, MPL, CALR,
BCR/ABL cBuieTe/IbCTBYET O KJIOHAJBHOM XapaK-
Tepe 3a60JieBaHUA U ToMoraeT B JuddepeHL-
anbHoM auarHoctuke UII, 3T, [IM®, XMJI ot psaza
JPYTrUX MUeJIOUAHBIX HEOIJIa3UH, a TaKKe BTOpUY-
HBIX 3PUTPOLMUTO30B U TPOMOOIUTO30B (TabJ1. 3)
[1,12,13].

Jluarno3 Ph-HeratuBHoe MII3, oco6eHHO npu
oTcyTcTBUM MyTanui JAK2, MPL, yctaHaBiuBawT
1ocJle MCKJYeHUs ApyTrux 3abosieBaHuH, B nep-
ByI0 ouepeab XMJI.

[Ipu CT myTtanus JAK246/1 cayxut ¢pakTopom
pucka aJssa mytauuu JAK2 V617F koTopast xapak-
TepHa aJa UIl, [IM®, 3T. 3To MoXkeT 06bSICHATH
BO3HUMKHOBEHME ONMCAHHBIX B JIUTEpPAType CJlydyaeB
pasanyHbix MITH y 4ysieHOB 0fjHOM ceMBbH [5,6].

06ciiea0oBaHMe IALMEHTA NPH BHEePBbIE Bbl-

Ta6nuia 3
BcTpeyaeMocTh MyTanuid M MX IPOrHOCTHYECKOe 3HaYeHne npu XMII3
MyTanuu\H030J10r MU 3T UIl [IM® CT XMJI
55% BrIcoKas anyesb- | 96% BbIcOKas aJjiesb-
JAK2V617F BbicOKasg aJjesibHasg Ha- Had Harpyska — yBe- | Had Harpyska — T0-
o . | IMYeHUEe pHCKA apTe- | IBJIEHHE CHMITOMOB
rpy3ka — NoXuJio# Bospact, THB, jielt- 45-68% -
pHa/bHBIX TPOMGO30B | MHTOKCUKALMM U Ya-
KOLIUTO3 U TPOMOOLIUTOINIEHUS .
W HU3KMH PHUCK Ipo- | cTO TpaHcopManus B
rpeccuu B noct-3T M® | moct-UIl Muenopubpos
JAK23k30H12 3pUTPONO3TUH CYyOGHOP-
MaJIbHBIH, 6oJiee MosIOZOM Bo3pacT Ha | Pegko 2% Penko -
MOMEHT JAMarHOCTHUKHU
MPLW515L/K B ak30He 10 — accouuu-
pOBaHa C HOXHWJIBIM BO3PacTOM, XeH- | 4% pesKo 8% -
CKHM 110JI0M, HU3KUM HB 1 ynciaom Plt
MPLS505N + -
H3onupoBaHHas B 3k30He 9 reHa CALR,
60Jiee HU3KUU PUCK TPOMOO030B U HoJiee 67% _ 88% _
BBICOKAsi BBDKMBAEMOCTb B CPaBHEHUHU
C MyTUPOBaHHbBIM reHoM JAK2
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SIBJICHHOM TPOMGOLUTO3€ [0/XKHO ObITh B IEPBYIO
ouepe/ib HalleJIEHO Ha BbISIBJIEHHE IPUYUH PEAKTHB-
HOro TpoM6ouuTo3a. OHO BKJIIOYaeT Cleyollee:

e TEepBHUYHBIA OCMOTpP CO C6OPOM aHAMHe3a, UC-
cJ1e0BaHMEM 0O'beKTHBHOIO CTaTyca NalKeHTa
c 06s13aTeJIbHBIM OIpeJieJleHUeM pa3MepoB Iie-
YeHU U cesIe3eHKH, OL[eHKOH XKaJio0 MalueHTa;

e 06IIMI aHAJIU3 KPOBH, Pa3BEPHYThIH, C BU3yaJIb-
HBbIM MCCJIe[JOBAHUEM Ma3KOB, AJ1 MOPHOJIOTH-
YeCKOM XapaKTepUCTUKU IPaHyJIOLUTOB (Hapy-
lIeHUe Co3peBaHUsI HEUTPODUIIOB CO CABUTOM
JlelikonuTapHO! GOpPMYyJibl BJIEBO 10 MUEJIOLU-
TOB, 6a30QUIIHS, 303UHODUIIHSA), BbISIBJIEHUSA Na-
TOJIOTUM Pa3MePOB U GOpPMbI TPOMOOIUTOB, SPH-
TPOLMTOB, HAJIUYMSI HOPMOOJIACTOB, JONOJJTHU-
TeJIbHO UCCJIe[lyeTCsl ypOBEHb PETUKYJIOLUTOB;

¢ OHOXMMHYECKHUU aHaJ/IM3 KPOBU: OGUJIUPYOUH
(mpsaMo# u HenpsaMmoi), ACT, AJIT, JI/I[, moueBas
KHCJIOTA, MOYEBUHA, KPEaTUHUH, 061NN 6eJloK,
aJIbOYMUH, esioyHas ¢pocdaTasa, 3JeKTPOJUThI
(kanui, HaTpui, KaabLUl, pocdop);

e oIpejesieHHe KOHLIEHTPAL UM CbIBOPOTOUYHOIO
keJsie3a, eppUTHHA, TpaHCcheppHrHa, dosiMeBOM
KUCJIOTbI, BATaMHHa B ,, ypOBHSA 3pUTPONO3THU-
Ha IPU HAJIMYKUU aHEMUU;

e ucciegoBaHue ypoBHd CPB Ko/sMyecTBEHHO;

e Y3U unu KT opraHoB GpIOLIHOMI 0JIOCTH;

¢ Ou6pPOracTpoAyoeHOCKONHIO AJI BBIABIEHUS
IPUYHUH BTOPUYHOTO TpOoMOOIUTO3a HA pOHe
NaTOJIOTHHU KeJy[J0OYHO-KUIIEeYHOr 0 TPaKTa, a
TakK)Ke NPU HAJIUYUM NPU3HAKOB NOPTAJIbHOMN
TUIMEPTEH3UU C BAPUKO3HBIM paclIupeHUueM
BeH MHUILEBO/A U KeJYAKA, YTO MOXKET OBITh [TPU
XMII3 B dase nocTTpoMOOLUTEMUYECKOTO MU e-
J0pu6po3a;

* KOJIOHOCKOIHIO B LIeJISIX UCKJIIOUEHUsl ONyxoJie-
BOI'0 MOPaXXEHHUS TOJICTOTO KULIEYHUKA;

e peHTreHorpacduto uau KT opraHoB rpygHoiu
KJIETKH [J15] UCKJII0YEHUs] BTOPUYHOT'0 TPOMOO-
UTO3a Ha GpOHe XPOHUYECKUX 3a60JieBaHUHN U
HOBOOOpa30BaHUH JIETKHUX;

e KOHCY/IbTAllU¥ TMHEKOJIora U ypoJiora;

e IpoBeJieHUe UCCIe[0BaHUM, HalpaB/JeHHbIX Ha
06HapyKeHHe OHKOIIpoliecca B OpraHax Majoro
Tasa;

e IIpU NOJ03PEHUU HAa KOHKPETHYI0 HO30JI0THI0 —
JlONOJIHUTEJIbHBIE UcclefoBaHus [13].

Kirouu k pasrajjke NpUyMHbI TPOMOOLIUTO3a MO-
I'YT GbITh NOJy4YeHbl IPU IOBTOPHOM, HEOJHOKPAT-
HOM HCCJIeIOBaHUU KJIMHUYECKOT0 aHa/JIN3a KPOBHU
¢ audpepeHLHANBHBIM MOJCYETOM KJIETOK KPOBHU C
WCII0JIb30BaHHWEM aBTOMAaTHYeCKOI'0 aHau3aTopa.
OnpefeneHne reMaTOKPUTA, MOJCYET YUCIA PETHU-
KyJIOLUTOB, TPOMGOLMTOB, CPeIHUX 3HAYEHUU 3pH-
TPOUMUTAPHBIX UHAEKCOB (MCV — cpe/lHUI 06 bEM
aputpouuta, MCH — cpenHee copepkaHue reMo-
io6uHa B apuTpoiute, RDW — mupuHa pacnpe-
JleJIEeHUSI 3pUTPOLUTOB MO 06bEMY), BU3yaIbHOTO
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uccienoBanus Mmopdosioruu Er, TpoM60LUTOB, HEN-

TpodusoB, COI BaXKHbI AJi YTOUHEHUS TPUYHUHBI

TPOMOOILIMTO3A.

Cpo4yHOCTb 06C/Ie0BaHUS ONPEESIeTCS KIU-
HUYECKUM COCTOSIHUEM MNallMeHTa, HaJIUiYUeM Tpe-
BOXKHBIX Pe3Y/IbTAaTOB U CTENEeHbI0 TPOMOGOIUTO3a,
TaK Kak JieueHUe OCJ0KHEHUN U HEOTIOXKHBIX CO-
CTOSIHUM Tpe6GyeT CPOUYHBIX MeP U He JIOKHO 3a-
TATUBATbCS OLLEHKON NPUYMHBI TpoM6ouuTo3a. K
COCTOSIHHUSIM, TPEOYIOLUUM rOCIUTAIN3aLHNH, OTHO-
CATCA CleAyloliye:

e HEOTJIOXKHble KJIMHUYeCKHUe CUTyaluu (Hanpu-
Mep, HeCTabUIbHOCTh [eMOAMHAMUKY, Hapylle-
HUe JIbIXaHUsl) WM O6JaCTHbIe KJIEeTKU B MasKe
KpOBUY;

e HaJMYHe TPOMGO03a UM KPOBOTEUEHHUS.
[TagyveHTaM C KOJIM4YeCTBOM TPOMOOIMTOB

21000000/MkJ1 HEO6XOAUMO O6C/IEIOBAaHUE B Te-

yeHUe GJIMKANIINX HECKOJIbKUX JJHEH OT MOMEHTaA

BBISIBJIEHUS] TpoMOo1uTOo3a [14,15].

Heo6xovMa Bu3ya/ibHas OLleHKA Ma3Ka KPOBU
JJIS1 OLIEHKU MOPGOJIOTUH TPOMOOLIUTOB, BhIsSIBJIE-
HUSA APYTHUX reMaToJIOTMYeCKHUX HapylleHUuH U Hc-
KJIFOYEHUSsI JIO)KHOTO TPOMOOLUTO3a (ICEBLOTPOM-
601TMTO3).

Mukpocdepouuthl (Er-masibix pa3amMepoB) 1o-
3BOJISIIOT 3aI10/103PUTh JKeJsle304edULUTHBIE COCTO-
AHUA (TpebyeTcsa UcCIel0BaHUe YPOBHA QpeppUTH-
Ha); Hel'Tpodu/es co CABUroM BjeBO — BOCHAJIHU-
TeJibHbIN npotiecc uau XMII3: anomasbHble Plt (pu
MOBBINIEHHUH cpeiHero o6bémMa Plt MPV 211 mku,
KpynHble, ruranTckue Plt, koHrsiomepaTs! Plt,
npuuyzauBble ¢opmsl Plt, MerakaproyuTapHbie
dparmeHTBl, runorpaHyasapHoctbPlt) — XMII3
WJIU ceMeWHbIN TPOMOOLMTO3; TeJblla XayaJia-
Joxonnnu / uaun Erc aapaMu — acnJjeHUIo xXu-
pypruyeckyro (CrjeH3KTOMUS) UK QYHKIIUO-
HaJIbHYI0 (CeproOBUAHO-KJIETOYHAsA aHEMHUS);
JeKOo-3pUTpobIacTHYECKAsA KapTUHA KPOBHU C
KarmieBUHbIMH E1, Er ¢ sipamMu 1 He3pesibIMH rpa-
HYJIOLUTaMU — WUHQUJIBTPALUI0 KOCTHOTO MO3ra;
mucTouuTos, pparmenrtauus Er (MapueBasi remMmo-
VIOOUHYPUS], UCKYCCTBEHHbIE KJIallaHbl cepALa U
T.JI.) — FeMOJIMTUYECKUH IpoIiecc.

[Ipu TpoM6GOLIMTO3€e BO3MOXKHA MICEBLOTUIIED-
KasineMus (MCKyCCTBeHHOE MOBbIIIEHWE YPOBHS
KaJlusl B CbIBOPOTKe, KOTAab0Jibllioe KoJu4yecTBo Plt
arperupyeTcs in vitro, Ho He B IlJla3Me), MOXKeT ObIThb
NOATBEPX/AeHa OJHOBPEMEHHBIM TeCTHPOBaHUEM
YPOBHEH KaJivsl B CLIBOPOTKe M MyiasMe [14,15].

[IceBAOTPOMOOLIMTO3 BO3MOXKEH MTPU KPUOTJIO6Y-
JIMHeMUH (noBbllleHWe Plt npu TecTupoBaHuM 06-
pasuoB KpoBHU npHu TeMmnepaTtype <30°C n3-3a ocax-
JEHHBIX YaCTHUL, KPUOTJIOOY/IMHA, KOTOpPble YYUTHI-
BalOTCs Kak Plt B aBTOMaTH4YeCKUX aHAIM3aTopax).
3toT 3dPeKT ucyesaeT, ecid ob6pasel] KpOBH IO/~
Jlep>KUBaTh IPU TeMIlepaType TeJsa [0 MPOBeeHHs
TECTUPOBaHUs. B pefikux ciydasx HUPKyJIUpyoure
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Tpesoorcrble HAXO0OKU 6 Ma3Ke nepughepuieckou Kposu

ﬂal

l Hem

Koncynomauusn
2emamonoza

Bazomomopusie cumnmomol (Ipumpomenanzus, cunepemusi, 3y0);
KOHCHMUMYYUOHATIbHbIE CUMRMOMbL (TUXOPAOKA, ROMIUBOCHIb, ROMEPSL
eeca); HeoObIuHbIE MPOMOO3bL; CRIIEHOME2ONUA

Ja |

Onpeoenenue mymayuit JAK2, CALR,

MPL, BCR/ABL (unu koucynomayus

2emamonoza 031 mecmuposanus).
Mymauyusa onpeoenena.

Aa | |

Na | Hem

Hem

Hem

Konc-sa zcemamonoza Ilooospenue na MII3

Deppumun nuxnce 15 ne/mn

/a

paspewaemcsa om 1 00 2-x mecayes

Jeuenue sncenezooepuyuma. Tpomooyumos

Hem

Cemelinnlii anamues uiu HeoObACHUMbLIL
mpomoouyumo3

a Hem
A Hem a

Jlanee oyenxka mpomboyumosa KOHchlbmauu}l Hugpexyusn, socnanenue u/unu
He mpedyemca 2emamonoza CNJIEHIKMOMUSA 6 AHAMHE3e

/a

Janee oyenka mpoméoyumosa
He mpedyemca

Hem

Koncynomavus
zemamonoza

PuUCyHOK. AITOPUTM OLLeHKH NepCcUCTUpYyoLero TpoMm6éonuTo3a [15].

¢parMeHTHI HUTOIJIAa3Mbl (HanpuMep, 61acTHbIE
KJIETKU WK MeJiKhe JUMGOLUThI) uau pparMmeHTH-
poBaHHbIe Er (mpu TsSKE0M reMoJin3e WK 0XKorax)
MOTYT ObITh OITU60YHO UHTEPIPETHPOBAHBI ABTO-
MaTH4YeCKMMHU aHa/M3aTopaMu Kak Plt [14,15].

PeakTHUBHBIN TPOMOOLIUTO3 MOXET ObITh TpPaH-
3UTOPHBIM (TpaBMa, ollepaliysi, OCTPOe KpOBOTeYe-
HUe) WK IEPCUCTUPOBATh B TeUEHHUE JAJIUTENBHOTO
BpeMeHH (?K/IA, XpoHUYeCKUe BOCHAJIUTE/NbHbIE U
WHEKIMOHHBIE IPOLIECCh], 3JI0KaYeCTBEHHBIE OIY-
XO0JIN). AJITOPUTM OLIeHKHU NEPCUCTUPYIOIEr0 TPOM-
6oLMTO3a peAcTaBjeH Ha cxeMe 1[15].

122

TakuM o6pas3oM, HEO6XOAUMO NOMHUTD, YTO
TPOMOOLIMTO3 — 3TO J1abopaTOPHBINA CUHJPOM,
KOTODBIH ABJIETCA OJHUM U3 NPOsIBJIeHUH OCHOB-
Horo 3a6oJsieBaHUs. HajieeMcs1, 4YTO npesicTaBJIeH-
Hble JJaHHbIe T03BOJIAT JIy4llle OpUeHTUPOBATHCA B
CJI0KHOM KJIMHWYeCKOU cuTyauuu npu auddepeH-
[IMaJIbHOW AUAarHOCTHKEe TPOMOOIIUTO30B.

duHaHcuposaHue. VicciefoBaHue He UMeJIO
CIIOHCOPCKOH MOJJEPXKKH.

Kondgiukm unmepecos. ABTOpHI 3asIBJSIOT 00
OTCYTCTBUHM KOHQIMKTA UHTEPECOB.
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