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BN PE3IOME

BeepeHune. Tpomb03bl — yacToe knmHuyeckoe nposenenune Ph-neratueHbix MmuenonponudepaTmeHbix HOBOOBPA3OBAHMIA
(MIMH). Ouenutb Hannune GaAKTOPOB PUCKA PA3BUTMS TPOMEO3A MO3BOAMT BHEAPEHWE MHTErPASbHLIX METOAOB OLEHKM
CUCTeMbl reMoCTa3a: Tecta reHepaumu Tpombuna (TIT) u Tpombosnactorpadum (T3T).

Llenb: oueHHTb NOKA3aTENM MHTErPAnbHLIX TECTOB, XOPAKTEPU3YIOLLMX COCTOSHUE CUCTEMBI FreMocTa3a y 6onbHbix Ph-Hera-
TMBHBIMM MITH.

Marepuansl u metopbl. O6cnegosanbl 62 6onbHbix MIMTH: McTUHHOM noanumutemmeit (MIM) — 27, scceHumansHoi Tpombo-
untemunen (3T) — 14, nepenunbimn Mrenodubposom (MM®P) — 21. lpynna koHTpons ekmouana 55 npakTuyecku 3gopoBbix
nUL, CONOCTABMMBIX Mo nony u so3pacty (19 yenosek npu uccnegosanmu T3, 36 yenosek npu uccnegosanmm TIT). TN
BbINOSHSNM Ha Tpomboanactorpade «TEG 5000», TIT — meTogom kKannbpoOBAHHOM ABTOMATU3MPOBAHHOM TPOMBUHOrPa-
bUM Ha NNAHWETHOM pyopuMeTpe.

Pesynbratsl. [apametpe Ly30 u Ly60 (T3T) y 6onbbix 3T, UM u MMP 6biam sHaunmo menswe (0,35 (0,20-0,48), 0,00
(0,00-0,40) 1 0,00 (0,00-0,43) n 3,15 (2,45-3,60), 1,25 (0,10-3,58) 1 0,60 (0,00-3,05) cooTBeTCTBEHHO), YeM B KOHT-
pone (1,60 (1,05-2,75) u 6,20 (4,15-8,30) cooTeeTtcTBeHHO), 4To cBMAeTENbLCTBYET O HEIPPEKTUBHOCTU PUBpPUHONM3A.
3Hauenns MA U Gy 6onbhbix IT mu UM sHaumnmo npesbiwany koHTponbHbie (69,15 (67,98-70,78) u 65,20 (59,65-63,83) mm
npotue 62,00 (57,75-6,75) mm n 11,20 (10,60-12,15) u 9,40 (7,40-11,60) aun/cm? npotue 8,20 (6,85-8,75) anH/cm?
cooTBeTcTBEHHO). YyBCTBUTENBHOCTL K TpoMBOMOaynnHy (YTM) B TI'T 6biNa 3HAYMMO CHUXEHA OTHOCHUTENBHO KOHTPONS
y Bcex 6onbHbix. Hanbonee sbipaxerHoe namerenne YTM no sHporeHHomy noteHuuany Tpombuna (IMMT) u nukoBoM KoH-
ueHTpaumn TpombuHa (Muk) otmeueHo y GonbHbix T (27,94 (17,35-43,58) u 13,29 (-3,48-23,60) % cootseTtcTBeHHO;
p < 0,05). Y 6onbHbix MIMH HapyweHue dyHkUMOHMPOBAHMS cucTembl npoTermHa C accoummpoBanoch ¢ HU3KMMMU Konnye-
CTBEHHbIMM MOKA3ATENSIMM, XOPAKTEPHUIYIOLLMMK 0BpasoBaHme TpoMbuHa. 3HaveHune ik Bbino 3HAYMMO MeHbLLe Y Horb-
Hoix T, M u MMD (198,38 (163,39-209,08), 145,77 (110,41-189,12) n 150,00 (109,44-226,64) M cooteeTcTBEHHO)
MO CPABHEHMIO C OLHOMMEHHBIMM NoKa3aTensmu 3goposbix nuu (285,57 (265,51-311,81) HM). LoctoeepHoe cHuxeHue
IMT otmeuero y 6onbrbix UM u MM (1244,13 (1166,84-1525,17) u 1228,15 (1000,84-1369,50) HMxmuH cooTseTcT-
seHHO; p < 0,05).

3aknioyeHue. VsmeHeHus remoctasa, accoummnposarHbie ¢ MIMTH, HocaT pasHoHanpasneHHbIM xapakTep. YeenuueHue
BPEMEHM, HEOBXOAMMOTO ANs Ha4Yana GpUbPUHOOBPA3OBAHMS, COYETAETCS C MOBbILLEHHOM NPOYHOCTLIO CrYCTKA U 30TOpP-
MOXEHHbIM GUOPUHONU3OM, KOTOpbIE NPEACTABNAOT cOBOM PAKTOPLI PUCKA PA3BUTUS TPOMBOIMBONMUYECKMX OCIOXHE-
HWIA. BbIIBNIEHO CHMXEHME KONUYECTBEHHBIX XQPOKTEPUCTUK reHEPALMU TPOMBMHA M B TO XE€ BPEMS HECOCTOATENBHOCTD
QHTUKOQryNSHTHOM cucTeMbl NpoTenHa C, NPUBOASLLEN K PASBUTUIO TMNEPKOArYALMM.

KntoueBble cnoBa: 1cTHHASA NONMUMTEMMS, SCCEHUMANBHAR TOOMBOUMTEMMS, NEPBUUHBIN MUENOPUBPO3, TPOMBO3NACTOrPaAdMS, TECT reHepauum TPOMBUHA
KoH$pnukT nHTepecos: asToptl 30881910T 06 OTCYTCTBUM KOHQNMKTA UHTEPECOB.
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B ABSTRACT

Introduction: A frequent clinical manifestation of Ph-negative myeloproliferative neoplasms (MPN) is the development of
thrombosis. To identify the state of hypercoagulation it is relevant and promising to introduce global tests for evaluating the
hemostasis — the thrombin generation test (TGT) and thromboelastography (TEG).

Aim: to evaluate the parameters of thrombin generation and thromboelastography in patients with Ph-negative MPN.
Material and methods. In total, 62 patients with MNP were included in the study: 27 with polycythemia vera (PV), 14 with
essential thrombocythemia (ET) and 21 with primary myelofibrosis (PMF). The control group included 55 practically healthy
individuals, comparable in gender and age (19 people in the study of TEG, 36 people in the study of TGT). The TEG was
performed using a “TEG 5000” thromboelastograph. TGT was measured with Calibrated Automated Thrombinography.
Results: Ly30 and Lyé0 in TEG in patients were significantly lower (0.35 (0.20-0.48), 0.00 (0.00-0.40) and 0.00 (0.00 —
0.43) and 3.15 (2.45-3.60), 1.25 (0.10-3.58) and 0.60 (0.00-3.05) respectively), than in the control (1.60 (1.05-2.75)
and 6.20 (4.15-8.30), respectively), which indicates the ineffectiveness of fibrinolysis. The values of MA and G in patients
with ET and PV significantly exceeded the control (69.15 (67.98-70.78) mm and 65.20 (59.65-63.83) mm versus 62.00
(57.75-6.75) mm and 11.20 (10.60-12.15) din/cm2 and 9.40 (7.40-11.60) din/cm2 versus 8.20 (6.85-8.75) din/cm2,
respectively. The most pronounced change in sensitivity to TM was observed in patients with ET (27.94 (17.35-43.58) % and
13.29 (-3.48-23.60) %, respectively; p < 0.05). A significant decrease in ETP was observed in patients with PV and PMF.
Conclusion. The study of hemostasis in patients with MPN using TEG and TGT revealed the presence of multidirectional
changes associated with the disease. The TEG showed that an increase in the time required for the onset of fibrin formation is
combined with increased clot strength and inhibited fibrinolysis, which are risk factors for the development of thromboembolic
complications. The study of TGT determined a decrease in the quantitative characteristics of thrombin generation and at the
same time the failure of the anticoagulant system of protein C, leading to the development of hypercoagulation.

Keywords: polycythemia vera, essential thrombocythemia, primary myelofibrosis, thromboelastography, thrombin generation fest
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BBenenune

Ph-neratusnble muenonponudeparnsasie HOBOOOpaso-
sBanua (MIIH), cpenn xoropsix Hanbosee wacro BCTpe-
gatorcs uctunHas noaunuremust (MIT), sccennmains-
nast rpombounremust (OT) u nepsuunsit muenopubpos
(ITM®), — aTo rpynna saboseBaHMIi KJIOHAJIBHON NPUPO-
ZbL, 7151 KOTOPbIX XapaKTepHa aHoMaJbHas mpoaudepanus
MUEJOMIHOIO POCTKA KPOBETBOPEHMSI U COEIMHUTEJb-

HOTKAHHBIX CTPYKTYP KocTHOro mosra. Ilpu puurensnom
TeyeHUM 3a00JIeBAHUS MOXKET IPOUCXOAUTH Pa3BUTHE
muesnopubposa nnau baactaoil Tpancopmanuu. Yacreim
xkianHnYeckum nposisiennem MITH, ocobenno MIT u IT,
ABJSIETCS pasBUTHE TPOMOOTMUYecKUX ocJyokHeHui [1].
Yacrora apTepuaJbHBIX U BEHO3HBIX TPOMOO3OB y 00JIb-
aeix VIT u 9T cocrasasier 2,62 u 1,77 % B ron coorser-
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crBeHHO, uto B 1,6 m 3,2 pasa Bwle, yem y HaceaeHUs
B uesom [2]. B arnonorun un narorenese MITH Gonpuryro
poab urpaer Hamumuue mytanuu JAKZV6O17F, koropas
BeTpeuaercs Gosee yem y 95 % Gonpubix VI uy 50-60 %
6onbubix T u [TMD [3]. Hocurenscrso nannoii myTra-
LM MOKET OBITH ACCOLMMPOBAHO C yBEJUYEHUEM PUCKA
pPasBUTHUSI KAaK BEHO3HbIX, TAK U apTepUaJbHBIX TPOMbO-
30B, MOSIBJEHUEM CUMITOMOB MHTOKCUKAIUU, MMOBbIIIEH-
HBIM COJep)KaHMeM remoriobuHa u Jjefikouurosom [4,
5]. OrHoCHTeNbHBINA PUCK PasBUTHUSI BEHOZHBIX TPOMOO-
ambonmnyeckux ocaoxxuenuit (BTOO) y Gonpneix MITH
[0 CPaBHEHUIO C KOHTPOJBHON rpynmnoi pasen 53 [6].
[To nannbim s3apy6exnbix apropos, mytauus JAK2V617F
Berpeuaercss y 32% Goapubix BTOO, ona B ocHoBHOM
NpOSABISIETCS TPOMOO3aMM BEH BHYTPEHHHMX OpPraHOB
[7]. B npocnexkTuBHbBIX uCCeNOBaHUAX OOIIasi 4acTOTa
kpynubix BTOO cocrasuna 0,7-1,3 na 100 nanuenro-ser
y 6onbubix VI u 0,56-1,2 na 100 nauuenTto-ner y 6onpHbIx
OT. Boabusie MITH, y xoropsix 6b11 TpOoM6GO3 B anamHe-
3e, OTHECEHBI K I'PyIIIIe BbICOKOro pucka passutus BTOO,
TaK KaK 4aCTOTa MOBTOPHOIO apTEPHUAJIbHOTO MJIM BEHO3-
HOro Tpombo3a npu gaHHON Ho3oJorum cocrasiser 6,0—
7,6 na 100 nmanuenrto-naer [8].

Passurtuio Tpombosa y 6onbubix MITH cnocobersytor
KaAuHUYeckue (aKTOphbl, TaKUe KaK BO3PACT, HaJIUYHe
TpomMOO30B B aHaMHe3e, O)KMPEHUe, apTepUasbHas runep-
TEH3Usl M TUNEPIUNIUIEMHUSI, & TAK)KE M3MEHEHMST KJIETOK
KPOBHM, IPOUCXOJSIINE IO NPUINHE KJIOHAJIBHOU MPOJIH-
dbepanyy reMonosTUYECKUX CTBOJIOBBIX KJIETOK, KOTOPbIE
sexar B ocHose narorenesa BTOO [7].

J1511 OLIleHK M reMOCTaTHYeCKOro MOTeHIUANA Y BOTBHBIX
MIIH B pyTnHHON npakTuke NPUMEHSIIOT OTAEJbHbIE JIa-
GopaTopHble TECTbl KOHTPOJISI CBEPTHIBAIOILEH CUCTEMbI
KPOBH, 110 KOTOPBIM 3a4aCTYI0 TPYAHO OLEHUTH, YTO IPO-
UCXO/IUT C T€MOCTAa30M IPU OJJHOBPEMEHHOM BO3JEHCTBUN
LieJIOro psiia Pa3HOHANPABJEHHDBIX OH/OTeHHbIX (aKTO-
POB, & TaK)Ke€ MHTEHCMBHOIO MEJAMKAMEHTO3HOI'O BO3MEM-
CTBUSI, YTO XaPAaKTEPHO AJISI TeMATOJOTMYECKOM IaToJs0-
run. [Ipennonaraercs, uro y nanHoil kateropuu 60IBHBIX
AJIS1 BBISIBJEHUSI COCTOSIHUSI TUIIEPKOATYJISILUY, IIPeJIe-
CTBYIOILETO TPOMOOIMOOSNYECKUM OCJOXKHEHUSAM, aK-
TyaJIbHO W TEPCHEKTUBHO BHEAPEHUE TaK Ha3bIBAEMBIX
VHTErpasbHbIX METOAOB OLEHKU CUCTEMBI F€MOCTa3a, KO-
TOPBIMU SIBJSIIOTCS, B 4aCTHOCTHU, TECT FeHEePaLUU TPOMOU-
na (TT'T) u rpombooanacrorpadus (TOI') [9, 10].

TI'T — wunTerpasnbHbIil 1aOOPATOPHBINA METOJ, MO3BO-
JSIOIUHA TOJLYYUTh KOJWUYECTBEHHYIO XapaKTEPUCTUKY
npouecca reHepaluyu TPOMOUHA y KOHKPETHOro GosIbHO-
ro. B nacroswmee Bpemsa TI'T cuuraercs onnum us nan-
Goslee TEPCIEKTUBHBIX CrOCOGOB KOHTpOas dddexTus-
HOCTM W VHAMBUAYAJV3ALMUM TEPANNU, HAIPABJIEHHOU
Ha KOPPEKIMIO COCTOSIHUSI CBEPTHIBAIOLIEH CUCTEMBI KPO-
Bu [11]. Takue Boamoskxnoctn TI'T npeamonararor ero
VCKJIIOYMTEbHOE 3HAaYeHMe KAaK IPH ONpPeLeJeHUN TeMO-
CTaTMYeCKOro cratryca OOJbHOrO, TaK U MPU MOHUTOPUH-

re TepanuM, HANpPaBJIEHHON Ha KOPPEKIIMIO FemMoCTasa.
Bosmo>kHOCTh aHa/IM3a IeMOKOAryJISIIUOHHOIO CTATyCa
GOBHBIX PU MPOBEJEHUN TEPATMU MO3BOJUT U30exaTh
TPOMO0OMOOINIECKUX UM TeMOPPAarnYeCcKUX OCJIOMKHE-
nuit [12].

TOI' nossossier B TeyeHME KOPOTKOIO IPOMEXYTKa
BPEMEHM OLEHUTh OTAeJbHble (asbl CBEPTHIBAHUS KPOBU
U PyHKIMOHAJIBHOE COCTOSIHUE CHUCTEMbI remMocTasa B lie-
aom [10]. Ba>kaeim npeumymecrsom merona TOI' saBnsa-
€TCsl OTCYTCTBHE CJIO’KHOM NMPOOOMOArOTOBKU M BO3MOXK-
HOCTb OBICTPO M HEMOCPEACTBEHHO «y MOCTENIH OOJIBHOrO»
BBITIOJIHUTL HCCJeioBaHue. Dosbllioe 3HadeHue HMeeT
TO, 4TO [JIsl OLEHKH JUHAMMKHU KOATYJSILMOHHOTO IMPO-
necca HeOoOXOAMMO JIMIIb MaJjoe KOJMYECTBO IeTbHON
CTabMIIMBMPOBAHHON KPOBH, He TpeOyrowmeil neHTpudyru-
POBaHMUS U, CJIE[0BATENIBHO, CoflepKalleil Bce popmMeHHbIe
QJIEMEHTBI, TNPUHUMAIOLIME HENOCPEACTBEHHOE y4acThe
B pyHKIMOHUPOBaHUM remocTasa. [lanHblil MmeTon Mo3Bo-
JsileT 0TOOPasUTh KMHETUKY TPoMboobpasoBaHus, Kauect-
BO ¢ubpuHOBOro crycrka (Hayaso obpaszoBaHUsl CrycTKa
M €ro MaKCHMaJIbHYI CTaOMJIBHOCTB), (PyHKIIMOHAJIbHY IO
aKTUBHOCTH TpombouuTos u ¢pubpunonus [13]. TOI" asnsa-
€TCs Ba>KHBIM MHCTPYMEHTOM JJ151 OLEHKU COCTOSIHU S TUIIO-
Y FMIIEPKOATYJISIUK, MOHUTOPUHIA F€MOCTATUYECKOM U aH-
TuTpomboTuyeckoit repanuu [13]. Yuursisas ocobennocru
TI'T u TOI, Mm0>kHO NPEANONIOKUTH, UTO BHIIIOJHEHUE HC-
CJeIOBAHUI C MOMOIIBIO JAHHBIX METOMOB MO3BOJUT HAW-
Gostee MOTHO OLEHUTDH HasMuMe (PAKTOPOB PUCKA PA3BUTHS
TpoMOOTHYeCKUX Oca0xHeHni y Goababix MITH.

Ilenbro uccienoBaHusi sIBUJACH OllEHKA TOKasaTesei
WHTErpaJbHbIX TECTOB, XapaKTEePU3YIOIIUX COCTOSIHUE CH-
crembl remocrasa y 6onbubix Ph-nerarususimu MITH.

Marepuaibr 1 meTonsl

I'pynny nccnepoBanus cocraBunm 62 6onpubix: NIT —
27 genosek B Boszpacte 63 (68—74) ropa, my>kuun GbL10 14,
skenua — 13. OT — 14 GosnbHbBIX, U3 HUX MY>KUUH —
2, swenmun — 12 or 41 no 67 ner, menuana Bospacra
cocraBusa 56 aer. [IM@D — 2] uenosex B Bospacre 60
(63-68) net, my>xunun — 11, sxkenmmn — 15. Y 6onbHbIX
NII Tpombossr B anamuese 6b1tn y 8 (29,63 %) uenosek,
OT — y 4 (28,567%) u IIMD — y 5 (23,81 %). Bonbusie
[OJLyYasay PasMYHy0 TEPANMIO, BKJIOYABIIYIO aHTHUAT-
PEraHTHYO Ipenaparamy aueTUICATULIOBON KUCIOTHI,
LMTOPEAYKTUBHYIO B COYETAHUMN WJIM 03 aHTHUArPeraHT-
HBIX [PENapaToB, TAPreTHyl0 B COYETAHUM WU 0e3 Iu-
TOPEAYyKTUBHOM M aHTHarperaHTHod tepanuu. He momy-
YaJu MeAMKaMeHTO3HOro JjeueHusi 5 uesnosek. [{uarnos
YCTaHABJIMBAJIU B COOTBETCTBUU C KPUTEPUSIMH KJIACCH-
duxanuun BO3 2016 r. [14]. I'pynna koutposas Bkaouana
556 mpakTHYeCKH 3IOPOBBIX JIML, COMOCTABUMBIX IO HOJLY
u Boapacty (19 yenosex npu nccnenosanun TOI, 36 uesno-
Bek npu nccaeposanun T1T'T).

Bcem 6oabHBIM BBIMOMHSAAM MCCAEIOBAaHUE HA aHAJU-
sarope remocraza — tpomboanacrorpade TEG 5000»
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(Haemonetics, CIIIA). [Insa sanucu Tpomboanacrorpamm
MCIIOJIB30BAJIM LUTPATHYIO KPOBb DOJIBHBIX C 100aBIEHN-
em xaoauna (Haemonetics, CIIIA) B kauecTBe akTuBaTOpa
cBepThIBaHMS. Bce mMaHMIysnsumu BBINOAHSIM coryIac-
HO uHCTpyKuumu npoussopurens. Onpenensiu cienyo-
mue nokasareau rpomboanacrorpamm: R (Reaction time,
MMH) — BpeMsl C Hadaja HCCJIEAOBAHUS A0 IMOSIBJIEHUS
nepseix Huteil pubpuna; K (mun) — spems, neobxonu-
MOe ISl AOCTHIKEHUs (PUKCMPOBAHHOTO yPOBHS IPOY-
Hoctu crycrtka; MA (Mm) — mMakcumaJsibHast aMIUIMTY A
npu obpasosanuu crycrka; G (dyn/cm?) — npounocts
crycrka; Cl — mnpaekc xoarynsiuuu, oneHMBalOIMI BeCh
npouecc cBeproiBanus kpoeu. Cl aBasercsa npoussogHbim
napamerpom ot R, K, MA u yrna (0) u paccunrsiBaercs
nporpaMmmMHbIM obecrieuenuem npubopa. Hopmanbubie
snauenust Cl nexxar B puanasone mexny —3.0 u +3.0.
ITonosxurensusie snauenus (Cl > +3.0) ykassiBator Ha ru-
nepxoaryssinuio, roraa kak orpunareasusie (Cl < -3.0) —
Ha runokoarynsauuio.; Ly30 u Ly60 — xapaxkrepusyior
pesyabraThl npouecca pubpunonusa yepes 30 u 60 munyT
COOTBETCTBEHHO MocJje noctrkernus IMA.

WNurerpanpupiit TI'T Bbeimonnsaun meromom kaaubpo-
BAHHOI aBTOMATU3UPOBAHHOU Tpombunorpaduu B Gen-
HOH TpombonuTamu mnJasme Ha MJaHIETHOM (uiyo-
pumerpe (Fluoroscan, ThermoScientific, Dunasaunus)
no H.C. Hemker [9]. B kauectBe Tpurrepnoro peaxkrusa
ucnosnbzoBanu «PPP-reagent + TM», kxoneunast koHIeH-
Tpauusa TKaHeBoro gakropa cocrasisiia 5 nM, npokoa-
ryasutHbix dpoconunumos — 4 mxM. Ocymectsiasau
napasiensuyto nocranosky TI'T 6es tpombomomysu-
Ha (TM) u ¢ nobasnenuem B peaxuuonnyio cmecs TM.
Ilo xpuBbIM TpombOOrpamm € MOMOLIbIO MPOrPAMMHOIO
obecneuenusi «Thrombinoscope» (Thrombinoscope BV,
Hupnepaannabl) ouneHnBasm 9HAOr€HHBIN OTEHA TPOM-
6una (OI1T), nukosyr konuenrpanuto rpombuna (I1ux).
Yyscrsurensnocrs k TM (UHTM), koropas xapakrepusy-
et addexTuBHOCTL paboTHI ccTembl poTenna C, paccuu-
ThIBaau Kak npoueHT nagenus nokasareaed OIIT u [Tux
mocite mobasaerust TM.
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Cmamucmuueckui anaus. Crarucrnyeckyio obpaborky
AaHHBIX MPOBOAMJIM NpU nomoliu nporpamm «Microsoft
Office Excel» u «Statistica 12.0». [{na npeacrasaenus pe-
3yJIBTATOB HUCnoab3oBaan meauany (Me) n me>kxkBapTHIIb-
ubiit uarepsaa (MKN). Koppeaauuonnstit ananus nposo-
ausy, onpenensis koadgdunnent koppensuuu Cnupmena.
st ompeneneHuss LOCTOBEPHOCTH pAasIMYMN  MEXKILY
rpynnamu npumensiim kpurepuit Manna — YurHu, pas-
JVYMS CYUTATM CTATUCTUYECKHU JOCTOBEPHBIMU IIPU 3HA-
yumoctu p < 0,05.

Pesynbrars:

Pesyabrarst obcnenosanus 6onbusix MITH, nonyuen-
ubie npu Beimoanenuun 1O, npencrasiens B Tabnune 1.

HawubGoubiiee kommuecTBo mokasareseil, OTIMYaBITHXCST
OT KOHTPOJIBHBIX 3HAYEHUH, ObUIM XapaKTepHBI s 00JIb-
upix OT. Y Goapusix T napamerper MA, G u ClI or-
JMYaIuCh
OT 3HAYeHWU B rpyIIe KOHTposs. B menbuieil creneny,
gem y G6oababix VT u ITM®, Ho Takke sHaunmo, Gbuia

HaI/I6OJIee BbIPpAX>XE€HHbIMU OTKJIOHEHUSAMHU

BbIpa)KeHa PasHULA MEXAy Nokasarenassmu 0oapHbix OT
Y 3/I0POBBIX JIML], XapaKTepHu3youux npouecc pubpuHo-
ausa (Ly30 u Ly60). Ocnosubre napamerpst TOI' (MA, G,
Ly30 u Ly60) B rpynne 6onbubix T sHaunmo otanvanucey
HE TOJIBKO OT TAKOBBIX B IPYyIIIle KOHTPOJIS,, HO U OT Py I
Gonbubix MIT u ITM®. O6ueit ocobenHocTbIO, XapaKkTep-
Hoit nas Beex Goabnbix MITH, asunocs nanuuue sBoipa-
JKEHHBIX HapylIeHWi npouecca GpuOpUHOIN3A, KOTOPBIE
[POSIBJISUINCh MEHBLIMMH, Y€M B HOPME, IOKA3aTessiMU
Ly30 u Ly60.

Peaynbrarst seimonnenns TI'T B Tex sxe rpynnax 60mb-
HBIX TTPECTaBJIeHbl B Tabnuie 2.

I1pu ananuse pesynsraros TI'T, npusenennsix B Tabnu-
1e 2, BbISIBJIEHA CYLIECTBEHHAs PA3HULIA MEXY I1OKa3a-
trensmu 6onpubix MITH u spoposeix aun. s 6onpubix
Ka>K/10# 00CJ/Ie/J0OBAHHOM IPYTIbl ObLIM XapaKTepHbl HU3-
Kue napamMeTpbl MAaKCHMMAaJbHOH KOHLEHTpanuu obpa-
sosannoro Ttpombuna ([Tuk). OIIT rtaxsxke 6wl HuMKE

Hopmbl y 6onbubix VIIT u [IM®D. B to e Bpems UTM

Ta6nuua 1. 3nauenns nokasateneit 190 & rpynne kontpona uy 6onbhbix ST, UM u NIM®, nannsie npeactaenens & suge Me (MKW)
Table 1. TEG parameters in the control group and in patients with ET, PV and PMF (Me, Q1-Q3)

Tpynna koHTpons
Control group
(n=19)

Mokasarenu TII

Parameters of TEG

BonbHbie T
Patients with ET
(n=14)

BonbHbie TM®P
Patients with PMF
(n=21)

BonbHbie UM
Patients with PV
(n=27)

R, Mun/min 6,40 (5,65-715) 6,85 (6,03-763) 765 (565-9,88) 765 (5,35-9,13)
K, Mun,/min 190 (1,75-2,00) 1,50 (1,23-1,80)* 1,85 (1,35-3,10) 1,70 (1,18-2,20)
MA, mm/mm 62,00 (5775-63,75) | 69,15 (6798-70,78)*, ** *** 65,20 (59,65-69,83)* 63,60 (60,58-70,95)
G aun/cm?/ G dyn/cm’ | 8,20 (6,85-8,75) 11,20 (10,60-12,15)*, **, *** 9,40 (740-11,60)* 8,75 (7.70-12,20)
cl -0,20 (-0,48-0,70) 1,30 (-0,10-2,40)* 0,25 (-3,83-1,63) -0,55 (-2,03-0,40)
Ly30 1,60 (1,05-2,75) 0,35 (0,20-0,48)*, ** *** 0,00 (0,00-0,40)* 0,00 (0,00-0,43)*
Ly60 6,20 (4,15-8,30) 3,15 (2,45-3,60)%, ** *** 1,25 (0,10-3,58)* 0,60 (0,00-3,05)*

Mpumeuanus: * p<0,05 no cpasHeHMIo ¢ KOHTponbHOWM rpynnoi, ** p<0,05 npu cpasHeHnmn nokasarenei 6onbHbix ITu c UM, *** p< 0,05 npu cpasHeHun

nokasarenen 6onbHbix T n MMO.

Notes: * p <0.05 differences between patients and control group, ** p <0.05 differences between ET and PV, *** p < 0.05 differences between ET and PMF.

| 2023; 68(3): 374-381 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA) | TEMATONOTUS M TPAHCOY3MONOTHY | 377



| OPUTUHATIBHBIE CTATbU | ORIGINAL ARTICLES |

Tabnuua 2. 3nauenns nokasateneit TI'T & rpynne kontpons uy 6onbHbix DT, UM 1 MM, aannsie npeactasnens & suae Me (MKU)
Table 2. TGT parameters in the control group and in patients with ET, PV and PMF (Me, Q1-Q3)

n T [pynna koHTpons BonbHbie 3T BonbHbie Ul BonbHbie TM®P
Tgl.(rasdTenMr Control group Patients with ET Patients with PV Patients with PMF
parameters (n=36) (n=14) (n=27) (n=21)
ANT, HM*MuH 1642,25 138906 124413 N
ETP. nMxmin (1489,88-177700) (1194,56-1682,31) (1166,84-1525,17)* 1228,15 {1000,84-1369,50)
Muk, HM 198,38 145,77 %
Peak thrombin, n 285,57 (265,51-3181) | (143 30 500 08)* (110,41-189,12) | 19000} (109,44-226,64)

YTM no 3T, %
Sensitivity to TM (ETP), %

YTM no Muk, %
Sensitivity to TM (Peak thrombin), %

5290 (47,83-57,67)

42,13 (36,20-47,00)

Mpumeuanme: * p < 0,05 no cpaBHEHMIO C KOHTPONBHOW FPYAMOA.
Note: *p < 0.05 differences between patients and control group.

Obljla 3HAYMMO CHUYKEHA OTHOCHUTEJbHO 3HAYEHUI B KOHT-
POJIBHOI rpyTne y GOABHBIX BCeX 00C/Ie0BAHHBIX TPYIIIL.
Haubonee BbipaskeHHOe CHUKeHME NpPOLEHTA MaJEeHUS
OIIT u Iluxk ormeueno B rpynne Goapupix OT. UTM
no OI1T u [Muk umena Tonabko TeHaeH IO K GOoJlee BbIpa-
>KeHHOMY CHYKeHUI0 y 6onbubix OT no cpasaenuio ¢ 11
u [TM®. Y GonpHbIX 1By X NOCIEAHUX IPYII HE BBISBJICHO
PasHULBI MKy HA3BAHHBIMHU [TOKA3aTesIMU.

s BeISIBIEHMS B3aMMOCBSI3M NOKasaTesed, xapakre-
PUSYIOLMX MPOLECCH KOATYJISIIMU U TFeHEPALUU TPOM-
6GUHA, NOJTYYeHHBIX C MOMOIIBIO ABYX PA3HBIX UHTErPasb-
ubix meropos (TOI' u TI'T), npoBenen xoppensyonHsIi
ananua. ¥ 6onbubix VI BoisiBnena obparnas xoppensinus
cpenHeil cuibl mexxay nokasdareaem TOI' MA u xonnue-
CTBEHHBIMU 3HA4Y€HUSIMM, OLEHUBAIOIMMU TeHEPALUIO
tpombuna (JIIT u ITuk) (coorsercrBenno, r = —0,5564,
p < 0,01 u-0,592, p < 0,01). Bsaumocssasp obuapysxena
takoxe mexxay noxasarensmu G u OIIT u Iluxk, xoad-
(PULMEHTBl KOPPEJSUUU MeKAY KOTOPbIMH COCTaBHJIN

—-0,5657 u —0,586 coorsercrenno (p < 0,01).

OG6cyxpenne

B ocnose npenpacnonosxennoctu k rpombozy npu MITH
JIeSKaT JIOKAJbHBbIE M OOLIMe HApyLIeHHMs! CBEPThIBAHUS
kposu [3]. C onHOIl cTOpPOHBI, 9TO MOBpEXAEHUE COCYAU-
CTOM CTEHKU U 3aMe/lJIeHHe TOKa KPOBH, a C APYrol — ru-
nepkoaryssinus. IlpokoarynsiHTHbIE MBMEHEHUS! MOXKHO
OLIEHUTDH C TOMOLLBIO ONPeesIeHU sl AKTUBHOCTU (PaKTOPOB
CBEpTHIBAHUS KPOBM, NOKasareseil cuctembl ¢ubpuHO-
JM3a M KOATYJISIMOHHOM aKTMBHOCTH MUKpodactui [5].
Nudopmanus o cnenmduyeckux npuymHax MOBbIIEHUS
reMOCTATUYECKOrO IMOTEHLMAJA IJIA3Mbl HE AAeT IPei-
CTaBJIEHUS O CIIOCOOHOCTH KPOBU K CBEPTBIBAHMIO B Lie-
JIOM, a 3HAYMMOCTb U3MEHEHUN OTHEeJbHBIX KOMIIOHEHTOB
JIJIST TIOJTHOM CUCTEMBI MOYKeT ObITh He OYeBMIHOM, 0COOeH-
HO NpU pas3HOHATPABJIEHHBIX U3MEHEHUAX. Bo3MOKHBIM
peleHrem npobiemMbl JUATHOCTUKY PA3BUTHUSI TPOMOO30B
SBJISIIOTCS. MHTErPaJIbHbIE WJIM IJI00asbHbIE TECTHI, KOTO-
pble UMUTHUPYIOT MaTO(PHU3NOJOrMYecKUe MPOLECCH, MO0~
3BOJISISI OIIEHUTH OOIIMH MOTEHIMAJ CUCTEMBbI IFeMOCTas3a

2794 (17,35-43,58)*

13,29 (-3,48-23,60)*

41,12 (29,74-47 59)* 36,21 (24,41-54,56)*

19,16 (12,61-26,50)* 16,39 (8,97-23,29)*

[156]. Uccaenosanmne cocrostHus remocrasda y OOJIBHBIX
MIIH ¢ nomomsio aByx pasubix meropos, TOI' u TI'T,
MO3BOJIMJIO BBISIBUTH HAJIMYME PA3HOHATIPABJIEHHBIX U3Me-
HEeHM, aCCOLMUPOBAHHBIX C 3ab0eBaHUEM.

[1pu ananuse peayasratros TOI" o6Hapys>kuaM BoIpaskeH-
HyI0 TEHAEHLUIO K yAJIMHEeHNIO BpemeHu R, Heobxonnmoro
[JIS1 TIOSIBJIEHUS! TIEPBBIX HUTeH pubprHa, y GOIBHBIX BCex
00cIefOBaHHBIX TPy . YBeJIMYeHue BpeMeH!, HeoOXoau-
Moro s Hayasa GUOPUHOOOPA30BAHUS U CYUTAIOLLErOCS
NPU3HAKOM THIIOKOATYJSIIMOHHBIX OTKJIOHEHUMH, COYe-
TAJIOCh C IMOBBILIEHHON MPOYHOCTHIO CI'YCTKA U 3aTOPMO-
>keHHBIM (PUOPUHOIN3OM, KOTOPbIE TPEACTABISIOT cObOi
(paKTOpBI pUCKa pa3BUTHS TPOMOOIMOOIMYECKUX OCTONK-
nenuit. [lapamerper MA u G y Goanbubix QT u U1 snaun-
MO TpPEBBILIAIN AHAJOTMYHbIE 3HAYEHUS! B KOHTPOJIBHOM
rpynne. Y 6oapubix [IM®D ormeuena tenpeHuus x yse-
JVYEHUIO MEPEYMCIEHHBIX IOKa3aTesJledl OTHOCHUTEIBHO
kourtpoas (p = 0,156). [lannas ocobenHocTh xapakTepu-
3yeT CocobHOCTh K 00pasoBaHUIO OoJiee MPOYHBIX, YeM
B KOHTPOJIBHOH I'PyTIIE, CTYCTKOB, 4TO OCOOEHHO BhIparKe-
Ho y 6oababix T u UIT. INokasarenu Ly30 u Ly60y 601b-
aeix DT, Ul u [TMO® Gbuin 3HAYMMO MeHBIIE, Yem
B rpyTITie KOHTPOJIS, YTO yKasbiBaeT Ha HedeKTUBHOCTD
¢dbubpunonusa y obcnenosannbix GoabHbix. Hanmenee
BbIpa’KEHHbIe HapylleHWsl npouecca ¢pubpuHoansa 06-
HapyskeHbl y 6onbubix OT, uro noareeprkaaer tor daxr,
uro y Hux nokasareau Ly30 u Ly60 npesbrmanu rakosbie
y 6oababix UIT u [IM® (p < 0,05). [Tonyuennsie peaysib-
TaThl CBU/IETENbCTBYIOT O CIMOCOOHOCTU K 0OOpasoBaHUIO
boJiee IPOYHBIX, Y€M B HOPME, CTyCTKOB, YTO HAPSLY C 3a-
TOPMOYKEHHBIM (PUOPUHOIM3O0M MOSKET IBUTHCS (PAKTOPOM
pHUCKa TPOMOOTHYECKUX OCI0skHeHnit y 6oababix MITH.

ITo panubim TI'T Taxske 6buiM 0bHapysKkeHBI pasHOHA-
NpaB/IeHHblE M3MEHEHMWsl MCCJIE[OBAHHBIX MapamMeTpPOB
y 0bc/ieloBaHHBIX GOJBHBIX, YTO OTIMYAJIO UX OT KOHT-
pouabHo# rpynnel. YyscrBurensnocrs k TM Gbuia snaun-
MO CHMYKEHA OTHOCHMTEJIHHO KOHTPOJIBHBIX IapaMeTpPOB
y 6onbHBIX Beex obcnenoBannbix rpynn. Haubonee Boipa-
>KEHHO€e u3MeHeHue 1o npoueHty nagenus kak OIIT, rax
u [1uk ormeueno B rpynne 6oabubix 7.
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Opnnako faHHble 3HAUYeHUS] OOHAPY >KUJIU TOJBKO TeH-
AEHLUIO K OOoJiee BBIPA)KEHHOMY CHUYKEHMIO Y OOJBHBIX
IT no cpasuenuto ¢ 6oapupimu NIT u ITM®. ¥V Gonbabx
ABYX MOCJEAHUX I'PYII HE BBISBJIEHO Pa3HUILbI MEXKLY
BBILIEYKA3aHHBIMU ToKazareasamu. [lagenue 4yyBcTBU-
teapHoct K TM cBUieTeIbCTBYET O HECOCTOSATENLHOCTH
CUCTEMBI €CTECTBEHHBIX AHTUKOATYJISHTOB — CHUCTEMBI
nporenHa C, 4To 00yC/IOBAMBAET T'MIIEPKOATYJISLMOH-
Hble U3MEHEeHUs U ABJasgeTcs PaKTOPOM PUCKA PA3BUTHS
TpomboTuueckux ocaoxuenuii [16]. ¥ 6oapurix MITH
HapyueHre (YHKIMOHUPOBAHUS CHUCTEMbI IPOTEMHA
C accouuupyercsi ¢ HUBKMMU KOJMYECTBEHHBIMU TO-
KasaTessiMU, XapaKTepusymoIUMu o0pazoBaHUe TPOM-
6una. 3nauenus Iluk, oneHuBaroUMe MaKCMMaJbHYIO
KOHIIEHTPalUI© TpomMbuHa, OblLIn
y GONBHBIX Ka’skA0H 00CJIel0BAHHON IPYIIIBI IO CpaBHE-
HUIO C OJAHOMMEHHBIMU IOKAa3aTeJsIMU B KOHTPOJIBHON

3HAYMMO MEHBbIIEe

rpynne. Haumenbmivie mamenenuss naHHOro mnoxasare-
7Sl OTHOCUTEJIbHO HOPMAaJIbHBIX 3HAYeHUH OOHApY KeHbI
y 6oapabix OT. OgHako sHaYUMMBIX pasanumii ¢ KAHHBI-
MM ApPyTUX 00C/IeJOBAHHBIX IPYy NI GOTBHBIX HE BBISIBJIE-
Ho. lpyroii nokasarenp, xapakTepHuay oMW 00U Mo-
tTeHuuaa obpasosannoro rpombuna, II1T, ne nocruran
3HAYEHUU B KOHTPOJILHOM IpyIilie HU B OJHOMU 13 obcute-
noBanHbix rpyni. [Ipu atom snaunmoe cumxenne OIIT
ormeueno y Gonpubix VT u [IM®D, Torpa xak y Gosnb-
gHeix OT maHHBI TOKasaTeap MMeJs JWIIb TEeHAEHIIMIO
K ymeHblieHuio. [logobGHoe cHU’KeHMe KOJaMUECTBa
obpasyemoro tpombuna y 6oapubix MITH o6napyskeno
u apyrumu asropamu [17].

IlpoBenennsbiit KOppeNSIMOHHBIA aHAINU3 [O3BOJISIET
saksounthb, uto y Gosnbubix VI ymenbenne konuuect-
BEHHbIX MOKasaTesell reHepaluu TPOMOUHA He CBI3aHO
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¢ samensenuem puOpUHOOOPA3OBAHMS, HO ACCOLIMUPYET-
€SI C yBeJIMUYEHNEM IIPOYHOCTH CryCTKa, KOTOPAsi B 3HAUM-
TeJBHOHN CTerneHu 0becrnevnBaeTCs MPOLECCOM PeTPaKIIuU
tpombouuTos. Masectno, uro y Gonpubix MITH Tpomb6o-
LUTHl 06JIAZJAI0T MOBBIIEHHON ArperalMoHHON aKTUBHO-
CTBIO, YTO MOYKET COCOOCTBOBATH UX YYACTHIO B ITPOLIECCe
perpakuuu obpasyemoro crycrka [18]. Y Goabupix OT
u [ITM®D nomobHBIX B3aMMOCBsI3ell He BBISIBJIEHO. Takike
He OOHAPY’>KEHO CBSI3U MEXK/y MOKa3aTessIMH, OLeHUBa-
rommu 9¢pdeKTUBHOCTD npouecca GpuOpuHONIM3a U CO-
CTOSITEJIBHOCTb AHTUKOATYJISTHTHOM CHCTEMBI IIPOTEMHA
C (Ly30, Ly60 u HTM no SIIT u [Tuk), uro cBuperennscr-
ByeT 06 OTCYTCTBMU 3aBUCHMOCTH MEXKAY dTUMHU MPOLEC-
camu. OTCcyTCTBHE KOppeasanuyu MeXAY I[OKAa3aTessIMH,
MOJLyYeHHBIMU ABYMSI Pa3HBIMU METOAAMH, YKasbIBAeT
Ha TO, 9TO 00a METOAA XapaKTEpPU3YIOT Pa3JU9IHBIE NTPO-
LEeCChl reMOCTad3a U MOLYT AOMOJHUTH, HO HE 3aMEHUTH
apyr apyra. ObparHas KOppessius MesK Ay KOJUYeCTBeH-
upimu nokaszareasmu TI'T u snavenunamu MA u G, nomny-
geHHbiMU npu BeinosaHennn TOIy 6onbubix T, Tpebyer
JfajbHEMUIIero u3yYeHus.

Takum obpasom, obcaenosanmne Goabusix MITH ¢ no-
mowpio mHrerpanbibix meropos TOI' u TI'T seisBuio
HECOCTOSITEIBHOCTh AaHTUKOATY/ISTHTHBIX MEXaHU3MOB, KO-
TOpas MposIBJSIACh yITHeTeHUeM npouecca pubpuHoImnaa,
a Tak>Ke HUBKOH 4dyBCTBUTENbHOCTHIO K TM, orpaskaro-
weit adpdextuBHOCTH cuctembl nporenna C. Ymenbiuenue
KOJIMYECTBEHHBIX MOKasaTeJeill TreHepalMu TpombuHa
acCOLMMPOBAJIOCH C YBEJMYEHUEM I[IPOYHOCTU CryCTKa
y 6oabubix MITH. ObnapyskeHHbBIE OTKIOHEHUS SABIASIOT-
Csl IPUYMHON AMCOaJaHCca B CUCTEME TeMOCTa3a, KOTOPBIH
NPUBOAUT K Pa3BUTHUIO MPOTPOMOOTUYECKMX U3MEHEHUH

y 6onpabpix MITH.
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