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BN PE3IOME

BeepeHue. CeeprbiBatowwas cUCTEMA KPOBUM UrpaET 3HAYMMYIO POSib B MATOTEHE3E CENCUCa.

Llensb: oueHUTL M3MEHEHNS KONMYECTBEHHBIX U KAYECTBEHHbIX XapakTepucTuk daktopa doH Bunnebparnaa (von Willebrand
factor, VWF), metannonpoteasst ADAMTS13 u P-cenekTuHa y 60MbHBIX CENCUCOM, COMOCTABMB MX C TAKOBBIMU Y BOMbHBIX
nauonaTtnyeckoi Tpombouutonernyeckoit nypnypon (MUTM) u y sapoposbix nuu.

Marepuansinmetopsl. Buccneposanme eknoumnm 56 60nbHbIX, TONYYABLIMX IEYEHME B CBSI3U PA3BUTUEM CENCUCA PATIMYHOM
stnonornu, 12 6onbrbix UTM 1 50 3poposbix BonoHTepos. B o6pasue seHosHoi kposu uccnegosanu: anturen VWF (VWF:Ag),
GPIb-cesaseiBatowyto cnocobHocts VWF (VWF:GPIb), cesseiBatowyio cnocobrocts VWF ¢ konnarenom | tuna (VWF.CBAI),
ceasbiBatowyto cnocobrocts VWF ¢ konnarerom | tuna lll (YWF.CBAIII), P-cenektun, anturen ADAMTS13 (ADAMTS13:Ag),
aktmeHocte ADAMTS13 (ADAMTS13:AC) u antutena k ADAMTS13 (ADAMTS13:AB).

Pesynbrartel. Meanansl nokasarteneit VWF:Ag, vVWF.GPIb, vWF:CBAI u vWF:CBAIIl y 60nbHbix cencucom 6binm 3Ha4MMO
BbILLE MO CPABHEHWIO CO 380POBbIMM NuLLaMK 1 BonbHbiIMKM MTT. Meanana nokasatens P-cenektuna y GonbHbix cencrcom
c TpomboumTonenmeit (1213 wr/mn [1104-1302]) 6bina cTaTUCTUYECKM 3HAYMMO BbILLE MO CPABHEHMIO KOK CO 340POBbIMM
muamn (74,5 wr/mn [65,0-84,5], p = 0,0001), tak u ¢ 6onbHbimu UTM (389,0 wr/mn [276,2-589,2], p = 0,0001).
Megmanb nokasatens ADAMTS13:Ag y 6onbHbix cencucom ¢ pombountonenmnent <100x10°/n (0,49 en/mn [0,44-0,71])
ny 6onbHbix UTM (0,67 en/mn [0,62-0,76]) 6binm 3HQUMMO HUXe NO cpasHeHMIo co 3aoposbimu nmuamu (0,97 en/mn
[0,84-1,08], p = 0,001 u p = 0,034 cooteetcTBEHHO), HO MeanaHa nokasatens ADAMTS13:Ag y GonbHbix cencucom
¢ TpombouuToneHnei bbina CTATUCTUYECKM 3HAYMMO Huxe, Yyem y BonbHeix MTI (p = 0,038). B 19,6 % HabniogeHmit
y 6onbHbix cencucom nokazatens ADAMTS13:AB 6bin soiwe 10 ea/mn (19,60 en/mn [12,10-26,73]), npu 3tom meanana
nokasarens P-cenektHa B 3TOM rpynne 6onbHbIX BbING 3HAYMMO BbilLe NMPWM CPABHEHMM C FPYMMNOM BONbHBIX CENCUCOM
c nokasatenem ADAMTS13:AB menee 10 en/mn (3,04 [2,11-3,94]): 1342 wr/mn [1271-1374] npotns 1130 Hr/mn [1087-
1271], p=0,003, cootseTcTBEHHO.

3aknioueHune. AKTUBALMS SHOOTENUANBHBIX KIIETOK MOXET NIEXATh B OCHOBE YBENMYEHMUS KONIMYECTBEHHBIX M KOYECTBEHHbIX
nokasateneit VWF. He ebiseneHo Bavsuus agresmeHbix xapaktepuctnk VWF (VWF.GPIb, vWF:CBAI u vWF:CBAIll)
HO KOJIMYECTBO TPOMOOUMTOB B KpoBHK Y BornbHbix cencucom. Aaresmns VWF k sHpoTenmio nocpeacteom B3aMMOAENCTBUS
¢ P-cenektnrom yepes GPIb peuentop Tpomboumntos moxet cnocobeteosath nepexony VWF B kKOHPOPMALMOHHO aKTUBHOE
COCTOSIHWME U MPUBOAMTL K CHUXEHUIO KoHUeHTpauun ADAMTS13 B umpkynsuum.

Kntouesbie cnoea: daktop dpor Bunnebparna, vWF.GPIb, VWF.CBAI, vWF.CBAIIl, ADAMTS13, cencuc, uanonatmyeckas TpomboumToneHmyeckas nypnypa
KoHpnukT nHtepecos: asTopsl 3a5B110T 06 OTCYTCTBUM KOHGMMKTA MHTEPECOB.

DUHAHCUpPOBAHME: PAbOTA HE MMENA CMIOHCOPCKOWM MOJAEPXKM.
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BN ABSTRACT

Introduction. The blood coagulation system plays a significant role in the pathogenesis of sepsis.

Aim: to evaluate changes in the quantitative and qualitative characteristics of von Willebrand factor (VWF), ADAMTS13 me-
talloprotease and P-selectin in patients with sepsis, comparing them with those in patients with idiopathic thrombocytopenic
purpura and in healthy individuals.

Materials and methods. The study included 56 patients who received inpatient treatment due to the development of
sepsis of various etiologies, 12 patients with idiopathic thrombocytopenic purpura (ITP) and 50 healthy volunteers. In
a venous blood sample, the following studies were performed: vWF antigen (VWF:Ag), GPIb-binding ability of vWF
(VWF:GPIb), binding ability of YWWF to type | collagen (vWF:CBAI), binding ability of YWWF to type lll collagen | (WF:CBAIII),
P-selectin, ADAMTS13 antigen (ADAMTS13:Ag), ADAMTS13 activity (ADAMTS13:AC) and antibodies to ADAMTS13
(ADAMTS13:AB).

Results. The median values of vWF:Ag, vYWF.GPlb, vWF:CBAI, and vWF:CBAIIl were significantly higher in patients with
sepsis compared to healthy individuals and patients with ITP. The median P-selectin in patients with sepsis with thrombocy-
topenia 1213 ng/mL [1104-1302] was statistically significantly higher than in healthy individuals 74.5 ng/mlL [65.0-84.5]
(p = 0.0001), and with patients with ITP 389.0 ng/ml [276.2-589.2] (p = 0.0001). Median ADAMTS13:Ag in patients with
sepsis with thrombocytopenia <100x10°/1 0.49 U/ml [0.44-0.71] and in patients with ITP 0.67 U/ml [0.62-0.76] were
significantly lower compared with healthy individuals 0.97 U/ml [0.84-1.08] (p = 0.001 and p = 0.034, respectively), but
the median ADAMTS13:Ag in patients with sepsis with thrombocytopenia was statistically significantly lower than in patients
with ITP (p = 0.038). In 19.6 % of cases in patients with sepsis, the ADAMTS13:AB index was higher than 10.0 U/ml (19.6
U/ml [12.1-26.7]), while the median P-selectin indicator in this group of patients was significantly higher when compared
with a group of patients with sepsis with an ADAMTS13:AB score of less than 10.00 U/mL (3.04 [2.11-3.94]): 1342 ng/mL
[1271-1374] vs. 1130 ng/mL [1087-1271], p = 0.003, respectively.

Conclusion. Activation of endothelial cells may underlie the increase in quantitative and qualitative indicators of vWF. Mean-
while, the effect of the adhesive characteristics of VWF (VWWF:GPIb, vWF:CBAI and vWF:CBAIII) on the number of platelets
in the blood of patients with sepsis was not revealed. Adhesion of VWF to the endothelium through interaction with P-selectin
through the platelet GPIb receptor can promote the transition of VWF into a conformational-active state and lead to a de-
crease in the concentration of ADAMTS13 in the circulation.
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BBenenue

Cencuc — 910 Heperynupyemasi peakuusi OpraHU3Ma
B OTBET Ha HH(i)eKumo, COIPOBOXKJAIOLIASICSI 3HAYMUTE]Ib-
HBIMU M3MEHEHHUSIMU B CBEpPTHIBAIOLIEH CHUCTeMe KPOBU.
B ycnoBusx Bocnasnenus Gamanc BzaummopeicTBus (Tou-
Ka reMOCTATUYECKOrO0 PAaBHOBECHS) IJIA3MEHHBIX Cl)aI-CTO—
POB CBepTHIBAHUS, TpOM6OLlI/ITOB, DHJIOTEJIUSI U €eCTeCT-
BEHHBIX aHTUKOATYJSIHTOB MOX>XET CMEILIaTbCsl B CTOPOHY
pasBuUTHS HPOTp0M60TI/IquKoﬁ curyauun. C gpyroit cro-
POHBI, IpU rny601<0131 TPOM6OLU/ITOH€HI/II/I TMOSIBJISIETCS
puCK
u Cl)yHKLlI/IOHaJIbHO HEIOBPEeXXAEHHbIM BJHIOTEJIUN Ba-

reMOpparuyecKMx OCJIOXKHEHUH. AHATOMUYECKU
SKeH 7151 MpefoTBpalleHusi 0OpazoBaHUs MUKPOTPOMOOB
M BO3MOXKHOIO HAPYILUEHMS KPOBOTOKAa B CHUCTEME MU-
kpococynos. CessanHble ¢ MeMOPaHON 9HAOTEIMAIBHBIX
KJIETOK MPOTEONTUKAHBI, IJTMKONPOTEUHBbI U INIMKO3aMU-
HOIVIMKAHbI BXOJAAT B COCTAB TeJie00pasHoii CTPYKTypbl —
IJIMKOKaJMKca. B yCc/IoBMSIX BOCHAJIEHUS INIMKOKAJMKC
paspyliaeTcsi akTUBHBIMU (pOPMAMU KHCJIOPOAA U MPOTe-
a3amu, 4TO NMPHUBOAUT K CUHTE3y U aKTUBALUH MOJIEKYJI
aZire3ny, TAKMX KaK MOJIEKYJIbl MEXKKJIETOYHOHN aaresun 1
(inter-cellular adhesion molecule 1, ICAM-1 unu CD54),
E-cenextun (E-selectin unu CD62E) u P-cenextun

(P-selectin unu  CD62P),

YyeHue HeﬁTpO(bHJIOB 1 MOHOIIMTOB K IIOBEPXHOCTHU OH-

obecrieunBaOIUX MPUBJIE-

[OTeNUs, a TaK)kKe aKTUBUPOBAaHHbIX Tpombouwmrtos [l].
PactBopumsrit P-cenextun npeacrasnsier coboit mupky-
JAUPYIOLLMIi GeJIOK, MOJTYUYeHHbIH MyTeM MpOTeoJn3a MeM-
6pannoii popmbr P-cenekTuna smpoTenmanbHBIX KJIETOK
u rpombonuTos. Konnvecrso P-cenextuna B nmnpkynsuun
MOBBIIIAETCS MPU MATOJIOTMYECKUX MPOLECCAX, BOBJIEKAIO-
IIMX aKTUBUPOBAHHBIE SH/OTEINAJBHBIE KJIETKU U TPOM-
6ouutsr [2]. Kpome Toro, sHporenuasnbHble KJIETKU yda-
CTBYIOT B remocrase 3a cuet daxropa ¢on Bunnebpanna
(von Willebrand factor, vWF), nenonuposannoro B Tesn-
nax Beiitbens — Ilanane u rpombouurax. vWF npencras-
asieT coboil MyJabTH(QYHKIMOHAIBHBIA 0€JIOK, KOTOPBIi
crabunusupyer daxrop VIII (FVIII), ceaseiBaercs ¢ xou-
JIareHOM CyO3HI0TENNAaTbHON BBICTUIIKY U ONIOCPE/YeT Ha-
YaJIbHYI0 a/Are3UI0 TPOMOOLIMTOB K YYaCTKY MOBPEXK/AEHUsI
COCyZa B YCJIOBUSIX BBICOKOTO HAIPSI)KEHUsI CUJI TE€YEeHUSI
kpoBu. Pacnipasiennble nox Bo3aeicTBMEM CHIIBI TEUEHUS
KPOBM B HUTb CBEPXKpPYyIHble mysabrumepsl VW obnana-
10T 3HAYUTENBHON TPOMOOreHHOCTBIO, OHU PACILETIISIOTCS
Ha MeJIKMe U MeHee TPoMOoreHHbIe POpMBbI CrienpruIecKon

peryastopHoii metasonporeazoit ADAMTSI3 [3, 4].

Ilesn HacTOsIIIETO MCCIEOBAHM ST — OLEHUTh U3MEHEHMU ST
KOJIMYECTBEHHBIX M Ka4eCTBEHHBIX xapakrtepuctuk vWFE,
ADAMTSI13 u P-cenextuna y 60obHBIX CENncUcoMm, como-
CTaBUB UX C TAKOBBIMH y GOJBHBIX UIMONATUYECKON TPOM-
6ounronennueckoii mypmypoii (UTIT) uy snoposbix snw.

MarepuaJibr 1 meTonsl

UNccneposanne Bemonneno B nepuop ¢ 01.06.2022
no 28.02.2023 ma 6ase cankr-nerepOyprckoro I'BY3
«[oponckas 6Goabuuna Ne 26». Vicenenosanue onobpeno Jo-
kaapHbiM aTuueckum komuterom CI16 'BY3 Jopoackas
6onbuuna Ne 26» (nporokon Ne 2 or 27 anpens 2022 r.).
[1pu BratOUEHUU B UcCIeiOBaHME BCe OOJIbHBIE U 3[I0POBbIE
BOJIOHTEPHI MOANUCAIN UH(POPMUPOBAHHOE COIIACHE.

Jlns mckao4eHust HOBOM KOPOHAaBMPYCHOH uH(eKIUH
(COVID-19) Bcem 6GOMBHBIM BBIMOAHSIIA MCCAEAOBAHUE
HazodapUHTea bHBIX MA3KOB METONOM MOJUMEePa3HON
uenHoii peakuuu. Kpurepusimu uckitouenus, noMumo Bbl-
asnenust y 6oabubix COVID-19, 6b10 ykasanue B anam-
Hese Ha paHee IepeHECeHHble TPOMOO3bI, KPOBOTEUYEHMS,
KOTOpble TpeboBau obpalleHus 3a MEAUIIMHCKON MOMO-
11bI0, AKTYaJIbHbIe TPOMOOTUUECKHE UM TeMOpParudecKue
COOBITHSI, HaAWMYMe 3J0KaYeCTBEHHBIX HOBOOOpa3oBaHUM
Y CHUCTEMHBIX 3200 I€BAHUH COEIMHUTETHBHOM TKAHU.

B uccnenosanue Briounnu 56 60abHBIX, MOJLyYaBIIMX
JleYeHUE B CBSI3U PA3BUTHEM CEINCHCA PA3JIMYHON 9THOJIO-
MU B yCJIOBUSX CTAallMOHapa, B Bodpacre ot 37 no 89 ner
(menmana Bospacta — 66,5 roma), us Hux: 24 mysxuu-
uol (42,9%) B Bospacre ot 37 no 84 ner (menuana BO3-
pacra — 58,5 rona) u 32 sxenmunnr (57,1 %) B BO3pacre
ot 43 no 89 ner (menuana Bospacra — 72,5 rona). lnarnos
«CEeNCHUC» yCTAHABIMBAJIU COMVIACHO KJIMHUYECKUM PEKO-
menpanuam [5]. [lna ananusa nosydeHHbIX pe3yJbTaTOB
GOJIBHBIX CENCUCOM Pa3/essiyii Ha IPYTIIbL

1) 12 6onbubix cencucom (21,4 %) ¢ xonuuecTBOM TpOMm-
6onutos B kposu cebiire 150x10%/n (ot 152 mo 393x10%/x,
MenuaHa KoaudectBa Tpombouutos — 246x10%/n) B BO3-
pacre ot 43 no 84 ner (memmana Bospacra — 60 ser):
6 my>xunn B Bospacte or 50 no 84 ner (menmana BO3-
pacta — 72 ropa), KOJMYECTBO TPOMOOLUTOB B KPOBU
or 151 no 350x10%/n (menuana xomuuectBa Tpomboriu-
toB — 187x10°/n) u 6 >xenmun B Bozpacte ot 43 mo 82 ner
(menmana Bospacra — 75 j1eT), KOJMYECTBO TPOMOOLUTOB
B kposu ot 179 no 393x10%/n (mepmana KoauuecTBa Tpom-

oomuros — 307x10°%/n);
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2) 44 6onpubix cencucom (78,6 %) u ¢ TpombonUTONEHU-
eit (konmyecTBO TPOMGOIUTOB B KpoBU He Gosee 100x107/n:
or 1 no 100x10%/n1; menuana konuvecTBa TPOMOOLUTOB —
39,6x10°%/n) B Bospacte ot 37 no 89 ner (menmana Bospa-
cra — 67 net): 18 mysxuun B Bozpacre or 37 no 84 ner (me-
auana Bospacta — 62,5 roga), KOJMYECTBO TPOMOOIMTOB
B kpoBu ot 1 10 57x10°%/n (meanana xonuuecrsa rpomboru-
toB — 22x10%/1) u 26 xenmun B Bospacte ot 39 no 89 ner
(mepunana Bospacra — 73 roaa), KOJIM4eCTBO TPOMOOLIMTOB
B kposu ot 6 1o 100x10%/n (meauana konuuecrsa TpombO-
uuros — 40,56x10%/n). Jannyto rpynny (6oabuble cencu-
COM 1 TpOoMOOLUTONIEHME) PA3AEIISIN HA JBE TOAIPY b
MO CTeNeHU BbIPa’KeHHOCTU TPOMOOLUTONEH UHU:

2 a) 25 Goabubix cencucom (56,8% ot GosnbHbIX cencu-
COM € TPOMOOLMTONEHUEI) C KOJIMYECTBOM TPOMOOIIMTOB
B kposu menee 50x10°/n (ot 1 no 42x10°/1; meauana konuue-
crBa TpombonuTos — 22x10°/1) B Bospacre ot 49 no 89 ner
(mepmnana Bospacra — 65 ser): 10 my>xunn B BO3pacre
ot 42 no 75 ner (mepmana Bospacra — 52,5 rona), kosau-
gecTBO TpombGouuTos B kposu ot 1 mo 23x10%/n1 (menma-
Ha koauvectsa Tpombouutos — 12x10%/m) u 15 xenmumn
B Bospacre ot 53 1o 89 ser (megnana Bospacra — 67 ser),
KOJINYECTBO TPOMOOIUTOB B KpoBu oT 6 1o 42x10%/n (me-
nuana konudectsa Tpombonutos — 35x10%/m);

2 6) 19 6oabubix cencucom (43,2% oT GOALHBIX cerncu-
COM € TPOMOOLUTONEHUEI) C KOJMYECTBOM TPOMOOIIMTOB
B kposu o1 50 1o 100x10%/n (menuana konuyecTsa TpomMb0O-
nutos — 65x10%m) B Bospacre or 37 no 86 ner (menuana
Bospacra — 79 ser): 8 my>kuun B Bogpacre ot 37 no 84 ner
(menuana Bospacta — 74 roga), KosMuecTBO TpomboO-
nutos B kposu ot 50 mo 57x10°/n (menmana womumuecr-
Ba Tpomborutos — 55x10%n) u 11 >xemmun B BO3pacre
ot 52 o 87 ner (megnana Bospacra — 79 sert), KOIUIECTBO
TpombGonuTos B kposu ot 50 no 100x10%/n (menuana xonu-
gecTBa Tpomborutos — 60x10%/n).

B rpynny Gonsubix WTII (8 nebriore sabonesanus,
[0 HayajJa Tepanuu) BouwIM 12 uesoBeK B BO3pacre
or 48 no 80 ner (memuama — 64,5 roma), KOAMYECTBO
TpomboruTos B kKposu ot 3 gm0 19x10%/n1 (mepmana xonu-
yectBa Tpombouutos — 11x10%n): 4 myuun B BoO3pa-
cre ot 58 no 72 ner (menuana — 64,5 rona), konuyecTBO
TpombGoruTos B kposu ot 3 no 12x10%/n (meanana konuye-
crBa Tpombouutos — 7,5x10%1) u 8 skenuun B Bospacre
or 48 no 80 ner (megnana — 63 roga), KOJIUYECTBO TPOM-
6ouuTos B kposu ot 7 no 19x10%/n1 (meanana xonuuecrsa
Tpomborutos — 13x10%/1). Bee Gonbuble nanHoii rpymmb
VMMeJIM HOPMAJIbHYIO TEMIIEPATYPY TeJa U HOPMAaJIbHBIN
nokasaresns C-peakTuBHOro Geska.

B xourtposbhyto rpynmy 6buin Braouenst 50 smopo-
BbIX BOJIOHTepoB B Bo3dpacre ot 20 no 49 ner (mepnana —
30,5 ropa): 25 my>xkunn B Boapacre ot 22 no 49 ner (menu-
ana — 30 net) u 25 sxkenmun B Bospacte ot 20 no 43 ner
(meguana — 31 rom).

[na wccnenoBanuss B NpoOMpPKY € LUTPATOM HATPUS
3,2% sabupanau 5 mu kpoBu u ueHTpudyruposaau (1a-
6oparopnas uenrpudyra «Beckman Coulter») na cxopo-

ctu 3000 06/mun B Teuenme 10 mun. Ilonyuennyro nnas-
my (nBa maentuuneix obpasua no 1,0 ma) nepenocuan
B MUKPOLEHTPUQY>KHbIE MPOOUPKU M 3aMOPa’>kMBaJIU
npu remneparype —20 °C.

Konuuecrsennyio onenxy vWF:Ag u vW F:GPIb seinon-
Hsau ¢ ucnouabzoBanuem tect-cucremsl <« NNOVANCE »
(Siemens, 'epmanunsa) Ha aBrOMaTMueckom aHaJIM3aTOpPe
«CS-2000» (Sysmex, Anonms). Hus nccaenoBanus mo-
kasareqed VWF:CBAI, vWF:CBAIII, ADAMTSI3:Ag,
ADAMTSI3:AC u ADAMTSI3:AB ucnonssoBanu pe-
Cl)I/IpMI)I «TECHNOZYM» " «Technoclone»
(Technoclone GmbH, ABcTpus), TS
P-cenextuna — pearentor «ReyBiotech» (ReyBiotech,
CIIIA). VccnepoBanue BoinonHsan ummyHodpepMeHTHBIM

areHTbI
OLIEHK U

MeTOIOM Ha aBToMaTnyeckom ananusarope «Infinite®F50»
(Tecan, Aurnus).

Cmamucmuueckuwi anarus. CraTucruyeckuil aHaaIU3 Bbl-
nosHeH ¢ npumenenuem nporpammsl «StatPlus Pro 7.6.1»
(AnalystSoft Inc., Kanama). dns ouenxm snaummoctm
pasauymnii Mexxay rpynmnamu ucnosabsosanu U-kpurepuii
Manna — Yurau. g oueHKM 3HAYMMOCTH pasiaudui
3aBUCHMBIX BbIOOPOK HCMOJIB3OBAIU KPUTEPUN 3HAKOB
AJISt napHbIX BbIOOpok. Pasnuums cunranu cratucruueckn
sHauMMbIMM nipu yposHe sHauumoctu p < 0,05. [lanusie
B TeKcTe M Tabiuuax NpeAcTaBleHbl B BHUJAE MeIUaHbl
Y MEXXKBAapPTUJIBHOIO MHTEPBAJIA.

Pesyaprars:

MenuansrnokasareneitvW F:Ag, vW F:GPIb, vWF:CBAI
u vWF:CBAIII y 60apHBIX cencrcom ¢ TpomMbOLUTONEHN-
el ObLIM 3HAYMMO BbIlIE 10 CPABHEHUIO CO 3/10POBBIMU
aunamu u ¢ 6ombabimu UTIT (raba. 1). Menuansr nan-
HbIx nokasareseit y 6oababix T Gblan snaummo seime
NPy CPaBHEHMU C AHAJOIMYHBIMM MEAMAHAMU Y 3[0PO-
Boix sun. Menuana coornomenus vWFEF:GPIb/vWEF:Ag
B rpyrnmne GOJbHBIX CENCUCOM C TpomMOoLHTONneH el bblia
CTATMCTMYECKU 3HAYMMO BBILIE [0 CPABHEHMIO CO 310PO-
BBIMU Jaunamu. Vimesno mecTo cTaTMCTUYECKM 3HAYMMOE
nosbleHue atoro nokasaress y 6oapusix VITII no cpas-
HEHUIO CO 3J0POBBIMU JIMLAMU, IIPU 9TOM 3HAYMMOIO OT-
JWYUS TPU CPABHEHUU C TPyNNON OOJBHBIX CENCHUCOM
¢ TpombonuToneHueli He ObLIO.

Menuanst nokasarens ADAMTS13:Ag y GonbubIx cen-
CHUCOM C Tp0M60uHToneHneﬁ u 6oapubrx ITII Gbltu cratu-
CTMYECKY 3HAYMMO MEHBLIE 110 CPABHEHUIO CO 3[0POBBIMU
mmuamu (taba. 2). Mennana nokasarens ADAMTSI13:Ag
Obl1a 3HAYMMO HUJKe y OOJIbHBIX CENCUCOM C TPOMbOoIu-
Tonenuei no cpasHenuto ¢ Goapubimu VITII. Menunansr
nokasarenss ADAMTSI3:AC e umenu 3HAYUMBIX OTJIU-
YMH IpU CpaBHEHMU uccaenyembix rpynim. Menuana mo-
kasarens ADAMTSI13:AB y GoabubIx cencucom ¢ Tpom-
GoruTonenuell Oblaa 3HAYMMO OOJIblIEe NMPU CPaBHEHUU
KaK Co 310poBbIMU iuiamu, Tak u ¢ boasusimu VITII. Tpu
CpPaBHEHUH [ABYX IMOCJEAHUX IPYII 3HAYMMBIX PA3IUINN
mexay meamanamu nokasareass ADAMTS13:AB ne BbI-
SIBUJIML.
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Menuana nokasarens P-cenextuna y 6onphbix cencucom
¢ rpombouumronenueit 1213 ur/ma [1104-1302] Gbina craru-
CTMYECKM 3HAYMMO BBILIE [T0 CPABHEHUIO KAK CO 3/l0POBBIMU
muuamu (74,5 ur/ma [65,0-84,5], p = 0,0001), tax u ¢ 60516~
upimu VITIT (389,0 ur/ma [276,2-589,2], p = 0,0001).

B rabnuue 3 npepacraBienbl pesyabTaThl MCCAEI0BAHMS
M3y4YaeMbIX [TOKa3aTeseil y OOJbHBIX CENICUCOM, PAa3/iesIeH-
HBIX Ha TPYyIIBI 10 KOJIMYECTBY TPOMOOLUTOB, U y 0OsIb-
ueix VUTTI. Menuaner nokasareneit vWF:Ag, vW F:GPIb,
vWF:CBAI u vWF:CBAIII ne numenu crarucTuyecku 3Ha-
YUMBIX Pa3IU4YMi IPU CPABHEHUU TPy OOJIBHBIX C Cell-
CHCOM, Pa3/ieJIEHHBIX 110 KOJIMYECTBY TPOMOOLUTOB B KPO-
Bu. [Ipu oarom menuanst noxkasareneit vVW F:Ag, vW F:GPIb,
vWF:CBAI u vWF:CBAIII 6bu1u crarucruuecku 3HAYU-
MO BBILIE NIPU CPABHEHUU Ka>KAOH M3 M3y4aeMbIX IPYIII
60sbHBIX ¢ cenicucom ¢ rpynnoit 6onpubix UTIT. Menunansr
coornomenusi vW F:GPIb/vWF:Ag npu cpasnenun npen-
CTaBJIEHHBIX I'PYININ OOJBHBIX HEe MMeJU CTATHUCTUYECKU
3HAYMMBIX Pa3JIM4nii.
IoKasaTeJis

ADAMTSI3:Ag  (rabn. 4)

B rpynnax 60.HbHI)IX CEerICucCcomM C KOJIMYEeCTBOM TPOM6OLII/I-

Menumansr

toB (560-100)x10%/1 u ¢ xonMuecTBOM TpOMGOIUTOB Gosee
150x10%/n 6bIIM cTaTMCTHYECKU 3HAYMMO HUJKE TIO CpaB-
nenuto ¢ 6onbabimu VTIL. Ilpu cpaBnenuu menguan noka-
sarens ADAMTSI3:AC B gpaHHBIX rpynmnax cTaTUCTHYe-
CKM 3HAYMMBIX padnnuuil He 6b110. Mennana nokasarens
ADAMTSI3:AB B rpynmne 601bHBIX CENCUCOM C KOTHMYe-
crBom Tpombonutos menee 50x10%/1 6b11a craTcTHYeCcKN
3HaYMMoO BbllIe N0 cpaBHeHuo ¢ boapubimu MTTI.

Mepuanbl nokasarens P-cenextuna B rpynnax 6osb-
HBIX CEINICHCOM, Pa3/eJIeHHBIX HA IPYyIIbI 110 KOJIMYECTBY
TPOMOOILIMTOB B KPOBM, HE MMEJU CTATUCTUYECKU 3HAYU-
MBIX PasJMuuii MPU CPABHEHUU MEXK]y OTUMHU TpyTra-
mu 1271 wur/mn [1190-1327], 1149 ur/ma [1079-1229]
u 1161 ur/mn [6568-1342] (6onbHBIX cencrcom ¢ KOaUYECT-
Bom Tpomborutos menee 50x10%/1, ¢ konmuecTsom Tpombo-
utos (50-100)x10%/1 u ¢ konuuecTBom TpOoMbOIUTOB GoNee
150x10°%/1 cooTBeTCTBEHHO), HO OBLIM CTATUCTUYECKU 3HA-
qumo sbiue (p = 0,001) npu cpaBrennn xas>kpoit na rpynn
¢ rpynmnoii 6onpubix VITIT (389,0 ur/ma [276,2-589,2]).

B xopme anasmsa mnosyueHHBIX JAHHBIX YCTaHOBJIE-
Ho, yto y 11 Goabubix ¢ cencucom (19,6%) noxasarenn
ADAMTSI13:AB 6 Beimre 10 en/min: ot 10,72 10 93,4 en/mun
(menmnana — 19,6 en/man [12,1-26,7]), npu atom mennana
nokasarens P-cenexTuna B 2TOli rpynne GoabHBIX Oblia
3HAYMMO BbILE IPU CPABHEHUU C PYIION GOJBHBIX cen-
cucom ¢ nokaszareaem ADAMTSI3:AB menee 10 En/mna
(ot 1,19 no 6,52 en/ma; menmana — 3,04 en/mn [2,11-3,94]):
1342 ur/mn [1271-1374] nporus 1130 ur/ma [1087-1271],

p =0,003 cooTBercTBEHHO.

Ob6cyxpaenne

OnHoit u3 kaOUEBBIX 0COOEHHOCTEMH, OTIMYaIUX pu-
3MOJIOTUYECKHUE U TATOJIOTUYECK e MEXAHU3MbI CBEPThIBA-
HUS KPOBH, sABJsieTcsl PaKTop JoKaIusanuu Tpomboobpa-
30BaHMs. B aTOM acrnekre cenTuyeckoe COCTOSTHUE CO34AeT
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HEOOXOAMMbIE MPEANOChIIKU [JIsl Peajusdaluu MOJeau
CBEPTBHIBAHUSI KPOBH, JIMLIEHHOIO JOKAJU3ALUU BCJIEACT-
BH€ BOBJICUEHUS] B BOCIAJIUTEIBHBIN MPOLECC 3HAYUTEI b-
HOI MO MJOWAaAu SHAOTENIUaJbHOU BBICTUJIKU COCYAU-
croit crenku. Vexons s coBpemeHHBIX mpeacTaBieHuUH,
IJISl peasM3alvi reMOCTaTHUYeCKOro (TpomMbOTHYECKOro)
norennuansa vWF Heobxonum ero nepexon us rinobynsp-
HOIl B HUTEBUIHYIO KOHd)opMaLmIo IOJ BO3AEUCTBUEM
CUJIBI TEYEHUsS] KPOBU. BarkHBIM BJIEMEHTOM JTOr0 KOH-
dbopmanmonHoro nepexona spiasieTcss pukcanus moJie-
kynst VWF na nosepxnocru-sikope. B kauecrBe Takoro
AKOpSI PacCMaTPUBAETCsl KOJUIATEH CyOoHIOTEeNNaTbHOM
BBICTUJIKM, CTPYKTYPbl aTepOCKJIEPOTUYECKON 0Ky
Y MOJIEKYJIbI aAr€3UH, 9KCIPECCUPYEMble Ha OHAOTETNO-
uurax; VWFE u P-cesektun umeror coBmectHyo BHyTpU-
KJIETOYHYIO JIOKAJM3ALMIO B OHAOTEJHMAJIbHBIX KJIETKax
(renvua Beiibena—Ilanane) u Q-rpanynax Tpom6onuTOB.
O06a Genka 0bsagaOT CIOCOOHOCTHIO B3AMMOEHCTBOBATH
¢ peuentopom Tpombouutos GPIb, uro nossonser pac-
cmarpuBarb P-cenekTuH B KauecTBe OQHOrO M3 y4YaCTHH-
KOB MeXaHU3Ma CBEpThIBAHUS KPOBH, CIOCOOHOro B3au-
mopeiicrBoBath ¢ VWF kak MuUHMMYM oOnocpenoBaHHO
4yepes TpombouuTsl [6].

Kax nmoxasanm pesysbrarsl BBIIOTHEHHOrO MCCJIEAOBA-
HUs, MeauaHa nokasatens P-cenexTuna y GosbHBIX cer-
CHCOM € TPOMOOLMTONEHUEH OblIa CTATUCTUYECKU 3Ha-
YMMO BBILIE 110 CPABHEHUIO KaK CO 3[0POBBIMHU JIMLAMHY,
tak u ¢ 6onbubimu VITIT. Menunaner nokasarens vWEF:Ag,
vWF:GPIb, YWWF:CBAI u vWF:CBAIIl y Gonbueix B nan-
HOW IpyIIIIE TAK>KE CTATUCTUYECKH 3HAYMMO IIPEBOCXOUIIN
AHAJIOTMYHBIE TIOKA3ATEN y 3[0POBbIX JIUIL Uy OOJBHBIX
WTII (raba. 1). [Tonyuennsie pesynbraTbl CBUAETENBCTBY-
IOT O TOM, YTO B YCJOBHUSIX BOCIAJEHUS U3 OHIAOTEINAIb-
HBIX KJIETOK B KDOBOTOK MOCTYTA€eT He TOJIbKO bostbliee Ko-
anuecrBo VWF (VWF:Ag), Ho n 3Haunmo yBesnuusaoorcs
KadeCTBEHHbIE MOKA3aTe/, XapaKkTepuayomue QyHKIU-
oHaJsbHy10 aktuBHOCTE VWF, B TOM uncise yBenmunsaror-
cst VWF:GPIb u coornomenue vWF:GPIb/vWF:Ag. Xors
ot nokasarenu y Goabubix VITII 6buin snaunmo 60mb-
LIe IPU CPABHEHMU CO 3[,0POBBIMU JUILIAMHU, TEM HE MEHEE
OHM yCTYNaJIM AHAJOTMYHBIM [TIOKA3ATEJNsIM IPU CPaBHE-
HUU C IPYMNIOii GOJTBHBIX CENCHUCOM € TPOMOOLUTONEHUEH.
[anHoe 06CTOSATENBCTBO, TO-BUANMOMY, CBUAETEIbCTBYET
O TOM, YTO MMEHHO aKTUBAIMS OHAOTEIHAJbHBIX KJIETOK
B IIEPBYIO O4YepPelb OTBETCTBEHHA 3a yBeJINYEHUE KOHLIEH-
rpauuu vWF u nosbienue ero pyHKIMoHaIbHOM aKTUB-
HOCTH.

ITo monyueHHBIM JaHHBIM He BBISIBUJIM 3HAYMMBIX pas-
anaui ndyyaemoix xapakrepuctuk vWF npu cpaBnenun
rpymnmn GOJIbHBIX CENCUCOM, CPOPMHUPOBAHHBIX MO KOJU-
decTBy TpombouuTos B kKposu (rabs. 3). MosxxHo npearno-
JIO’)KUTh, YTO, HECMOTPS Ha HaJau4yue oOIlIell TOYKU B3au-
mopeiicteust B cucreme «P-cenextun — GPIb peunenrtop
Tp0M60LU/ITOB — vWF>», passurue TPOM6OHI/ITOHeHI/II/I
y OGOJIBHBIX CENCHCOM HEe 3aBUCHUT OT KOJWUYECTBEHHBIX
U KayeCTBEHHBIX xapaxkrepuctuxk vW F.
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Tabnuua 1. Konnuecteertbie 1 kauecTseHHbie xapakTepuctuku VWF y snoposbix auu, GonsHeix cencucom u W
Table 1. Quantitative and quantitative characteristics of vVWF in healthy individuals, patients with sepsis and ITP

Nayuaemble rpynnsi vWF:GPlb vWF:A vWF:CBAI vWE:CBAIII
ySfudy grosgls % % YWE.GPIL/YWE:Ag ea/mn/U/ml en/mn/U/mlL
3popossie/Healthy 130,2" # 121,4" # 115 # 1,24 # 1,35 #
n=50 [113,3-1578] [103,3-142,8] [096-1,23] [095-1,36] [1,01-1,60]
Cencuc/Sepsis 5204 & 406,3" & 1,30 & 2,25 & 2,32 &
n=44 [461,8-562,2] [339,8-443,2] [1,23-1,38] [2,04-2,40] [2,29-2,49]
UTn/ITp 2200% & 172,7% & 1,24% & 1,51% & 1,74% &
n=12 [162,6 -498,6] [131,4-414,4] [1,24-1,29] [1,44-220] [1,52-2,23]
"p=0,001 " p=0,001 "p=0,001 "p=0,001 " p=0,001
p #p=0,00] #p=0,003 "p=0,003 #p=0,001 "p=0,001
&p=0,001 &p=0,002 &p=0,089 &p=0,0006 ¢ p=0,001

Mpumeuanus: * cTatucTMyeckme pasnuums ans rpynn 3poposbix U 6onbHbIX cencucom; * cratnctnuueckmne pasnuuns pns rpynn 3popoebix u 6onbHbix UTT;

& cratuctnueckune pasnuums ansa rpynn 6onbHeix cencucom u UTM.

Notes: " statistical differences for groups of healthy and patients with sepsis; * statistical differences between groups of healthy and patients with ITP; ¢ statistical differences for groups

of patients with sepsis and ITP.

Tabnanua 2. Xapaktepuctnkn ADAMTS13 y snopoesix nuu, 6onbHeix ¢ cencucom m MTI
Table 2. Characteristics of ADAMTS13 in healthy individuals, patients with sepsis and ITP

lpynnbi

ADAMTS13:Ag

ADAMTS13:AC

ADAMTS13:AB

Groups en/mn/U/mlL en/mn/U/mlL en/mn/U/mlL
3popossie/Healthy 097" # 0,84 2,20"
n=50 [0,84-1,08] [0,69-1,06] [1,48-2,68]
Cencuc/Sepsis 0,49" & 0904 3017 ¢
n=44 [0,44-0,71] [0,68-1,12] [2,61-5,63]
utn/Imp 0,67% & 1,504 2,25%
n=12 (0,62-0,76] (0,28-156] (21-2.4]

“5=0,001 “5=0,005
p " 5=0,034
¢ 5=0,038 * 5 =0,08] * 5=0,00]

MpuMeuaHus: * ctTaTUcTUYECKUE PA3NAUYUA ANS TPYNN 3A0POBLIX U BoNbHLIX cencucom; ¥ craTucTuueckne pasnuums gns rpynn sgoposeix U 6onbHeix UTI;
Y Y

& cratucTmueckme pasnuums gns rpynn 6onbHbix cencucom n UTI.
Notes: " statistical differences for groups of healthy and patients with sepsis; * statistical differences between groups of healthy and patients with ITP; ¢ statistical differences for groups

of patients with sepsis and ITP.

Tabnuua 3. KonnuectserHsie 1 KadecTserHbie xapakTeprncTukm VWFE y GonbHbIX CencMcom, pasaeneHHbix Ha rpy s No KOAU4ecTsy TPOMEOUUTOB

B KpoBU, 1y 6onbHbix NI
Table 3. Quantitative and qualitative characteristics of vWF in patients with sepsis divided into groups according to the number of platelets in the blood

and in patients with TP

4 ble rpynnbl F:GPIb F:A vWF:CBAI F:CBAlII
MsYSt?JZ; gfofgs - % ’ VW% - YWE:GPIb/vWFAg ep,\;:,\nEU/r;lL e\fqv//Mf/U/n;L
Corcnrpouboumu<010%) 1 g | s
/ [490.1-558,0] | [359,1-4419] [,24-137) [2,01-2,38] [2,31-2,43]
Cencuc
o 525,5% 391,7% 1,33 2,28% 2,30%
g:p‘g:?;%,’;‘si%j‘]gg:; g%/’ oo | [4256-5688] | [3101-4453] [1,24-1,40] 212-2,44] 2,00-2,52]
Cencwuc (tpom6ouuntsl > 150%10°/n) 490,3% 393,0% 1,27 2,274 2,24
Sepsis (platelets > 150107 /1), n =12 [475,8-498,1] [3620-412,6] [1,21-1,33] [199-2,46] [2,1-2,54]
UTn/ITp 2200"* & 72,7 & 1,25 1,517 " & 1,74° &
n=12 [162,6-498,6] [131,4-414,4] [1,21-1,29] [1,44-221] [1,52-2,30]
" p=0,00 " p=0,007 “5=0028 " =000
P #5=0,00] *5=0,008 *5=0,007 "5 =0,008
& o= 0,042 55 =0,044 5 5=0011 55 =0,032

Mpumeuanus: ~ ctatucTuueckme pasnmuns ans rpynn 6onbHeix cencucom (tpombountsr < 50%10%/n) n UTM; # cratuctuueckme pasnnuns pgns rpynn 60nbHbix

cencucom (tpomb6ouutsl (50-100)x10°/n) u UTI; & cratctuueckmne pasnuums gns rpynn 6onbHbix cencucom (tpombountsl > 150%x10°/n) u UTI.

Notes: " statistical differences for groups of patients with sepsis (platelets < 50x10°/1) and ITP; # statistical differences for groups of patients with sepsis (platelets (50-100)x10°/1)

and ITP; & statistical differences for groups of patients with sepsis (platelets > 150x10° /1) and ITP.
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Tabnuua 4. Xapakrepuctrkn ADAMTST3 y 6onbHbix CencMcom, paspeneHHbix Ha rpynmsl Mo KOAM4ecTsy TPOMEOLMTOB B KPOBM, U y GonbHbix MTT
Table 4. Characteristics of ADAMTS13 in patients with sepsis, divided info groups according to the number of platelets in the blood and in patients

with TP

Mayuaemsie rpynnsl/Study groups
Cencuc (rpomb6oumntsl < 50%10°/n)
Sepsis (platelets < 50x10°/1)
n=25

Cencuc (rpombountsl (50-100)%10°/n)
Sepsis (platelets 50-100x10° /1)
n=19

Cencuc (rpombountsl > 150%10°/n)
Sepsis (platelets > 150x10° /1)

n=12
Utn/Imp
n=12
[

ADAMTS13:Ag ADAMTS13:AC ADAMTS13:AB
0,62 097 4118
[0,44-0,75] [0,83-1,14] [2,56-5,52]
0,48" 0,80 3,60
[0,44-0,63] [0,59-1,01] [293-6,20]
0,42% 1,01 3,85
[0,38-0,46] [0,83-1,14] [2,16-8,40]
0,67 # 1,50 2,25%
[0,62-0,76] [0,27-1,56] [2,10-2,40]

¢ 5= 0,004
"p=0,011
*5=0,002

Mpumeuanme: * ctatucTuueckne pasnuums ans rpynn 6onbHbix cencucom (tpombountsl (50-100)%x10°/n) n UTH; # ctatuctmueckue pasnuums ans rpynn

6onbHbIX cencucom (tpombountsr > 150%x10°/n) n UTM; & cratuctnueckme pasnuuns ans rpynn 6onbHbix cencucom (tpombountsr < 50x10°/n) u UTM.

Note: ~ statistical differences for groups of patients with sepsis (platelets (50-100)x10°/1) and ITP; # statistical differences for groups of patients with sepsis (platelets > 150x10° /1)

and ITP; & statistical differences for groups of patients with sepsis (platelets < 50x10°/1) and ITP.

YBesnueHne KOJMYECTBEHHBIX U KAYECTBEHHBIX XapaK-
tepuctuk VWF y GonbHBIX cencrcom, ¢ OLHON CTOPOHBI,
MO>KeT pacCMaTpHUBATHCSl KAK PasBUTHE MPOTPOMOOTHYE-
CKOM CUTyaluy, B YaCTHOCTH 3a CUET yBEJINYEHUS IOKA3a-
TeJist (byHKLlHOHaHbHOﬁ axtusnoctu vVWF — vWF:GPIb.
C npyroii cTopoHBl, IPpUHMMAs BO BHUMAaHME HEAKTUBHY 10
rinobynsaphayto koHdopmanuio, B koropoit vVWF naxonur-
CS1 B CHMCTEME LMPKYJISILIMKM, OH HE MOYKET CaMOCTOSITENb-
HO MHMLMMPOBATh KJIMHUYECKU 3HAYMMOe Tpomboobpa-
3oBaHue 0e3 JOMOJTHUTENbHBIX TpUrrepoB. B wactHoCTH,
yBeanuenne vVWF:CBAI u vWF:CBAIII, no-sugumomy,
He MO>KeT ObITh peasnsoBaHo 6e3 koutakta VWF ¢ cy6an-
JIOTeTNATBHBIM KOJIJIAT€HOM.
pe3yJIbTaToB
ADAMTSI13:Ag y GonbHbix cericucom ¢ TpomboruTomne-

Amnanus HCCIIeIOBAHUSI  NOKA3aTes
HUEH BbISIBUJI MHTEPECHY I0 3aKOHOMEPHOCTb. XOTS MEAUa-
Ha 9TOrO NMoKasareJisi Obljla CTATUCTUYECKU 3HAYUMO HUKE
y GOJBHBIX CENCUCOM C TPOMOOLMTONEHMEH NpU CpaB-
HEHMM KaK CO 3/0POBBIMH JIMLAMH, TAK U C OOJIBHBIMU
WTII (rabn. 2), npu pasaeneHun sToH rpynmbl GOJbHBIX
Ha /iBE€ MOArPYIIbI ObLIO YCTAHOBJIEHO, YTO MEAUAHA IO-
kasarens ADAMTSI13:Ag B rpynne GosnbHbIX cencucom
¢ xonuvectsom Tpombonutos menee 50x10°/n1 smaummo
He OTJIMYajach OT TAKOBOW NpPU CPaBHEHUU C I'PyNNoOi
6oabubix UTII (traba. 3). CraTuctuuecku sHaamumoe CHU-
>KEHUe ODTOro IOoKasaTessl [0 CPABHEHUIO C OOJIbHBIMU
NTII umeno mecto y GOJTBHBIX CENCUCOM C KOJTUYECTBOM
tpombonuros (50-100)x10°/n. Ananoruunbiii pesysnbrar
HabJII0[,aJICsl TPU CPABHEHUM OOJIBHBIX CENCHUCOM C KOJIU-
gectBom TpombonuTos G6omee 150x10°/n u Gonpubix VTII.
BriaBienHble 3aKOHOMEPHOCTH MOTYT OBITH CJEACTBHEM
COCTOSIBIIMXCSI TIOf, BO3JEHCTBMEM CHJIBI TE€YEHUSI KPOBU
kondopmanuonubix nepexonos VWFE, dbuxcuposannoro

K DHJIOTEJIUIO BCJIeACTBUE B3aumojeiicTeus P-cenexrun —
GPIb penentop rpombouuros — vWF. @ukcuposanHbiit
K sHporenuio HureBuanslii VWF skcnonupyer sksocaii-
ThI, cienudUUHbIE 1/ TPOTEOTUTUIECKOTO BO3AEHCTBUS
ADAMTSI3. Mo>xHO NpeAnosoXuTb, YTO B YCJIOBHSIX
cericuca uem Oosiee BbIpa’keHa Oy[eT aKTUBAaLMSI 9HMO-
TEJIMAJIbHBIX KJETOK, TeM OoJblliee KOIMYeCTBO (PyHK-
uoHasnbHO BbicokoakTusHoro vVWE Gyner dpukcuposano
K TIOBEPXHOCTH OHOTEJMAJBHBIX KJIETOK U, COBEPLIUB
KOH(OPMAIIMOHHBIN TMepexofi, CTaHeT OOBEKTOM pery-
astopuoro Bozaeicteus ADAMTSI3, nanpasnennoro
Ha pacuwernaenve mynsrumepoB VWFE u chuxenue ero
TPOMOOTHYECKOrO MOTEHIMAJA, YTO, B CBOIO OY€pe/ib, MO-
>ker npusBecty K ucromenuto nyna ADAMTSI3 B unpky-
assuun. Tem He MeHee He YMEHBIIAOLWIASCS IO MOJLyYeH-
HBIM B HACTOSIIEM HCCJeJOBAHUM NAaHHBIM AaKTUBHOCTH
ADAMTSI3 nossosnsieT npesoTBpaTUTh pasBUTHE KJIM-
HUYECKU 3HAYMMOro TpomboobpasoBaHus. YMeHbIIEHUE
BCJIE[ICTBUE TE€X WJIM UHBIX NPUYUH KOJIUYECTBA LIUPKY-
JAUpYIOIUX TpombouuTos sarpyaHser dpuxcanuo vWF
K IIOBEPXHOCTH 9H/OTEUAJBHBIX KJIETOK, YMEHBLIAET KO-
auvectso kondopmanmonno akrusnoro vW F, Bzaumopneii-
crBytowero ¢ ADAMTSI3, u, rakum obpasom, coxpanser
konuentpauuto ADAMTSI13 B kposoToke Ha Gosiee BbICO-
kom yposHe (tabua. 4). Boabuee xonnvectso konpopma-
nuonHbIx nepexonos VW B aktusnyto dpopmy npusoput
K GosiblIeMy 06beMy MPOTEOIUTUYECKOTO MPOTUBOEHCT-
Bus co cropoust ADAMTSI3. [Iporeonntnuecku akrus-
nast kondopmanus ADAMTSI13 obnaskaer kpunTuueckue
SIMTONBI AAHHOTO (pepmMeHTa, 0bJIaaolye UMMYHOTEH-
HOCTBIO U MHAyuupytouue Boipaborky anturen. C atux
MO3UIUH MOYKHO AATh OOBSICHEHME BbISIBJEHHBIM B JTAHHOM
HCCJIEIOBAHUM OoJiee BBICOKUM 3HAYCHUSIM ITOKA3aTeJIst
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P-cenextuna y 6onpubix ¢ noxasarenem ADAMTS13:AB
ceoie 10 En/ma no cpaBrenuto ¢ 6oabHBIMY, UMEIOLIUMU
menbiee snavenus ADAMTSI3:AB.

Takum obpasom, nosydeHHBIE B UCCIEAOBAHUM DOJIb-
HBIX CENCHCOM XapaKTepucTuku cucremsl «P-cenex-
TuH — Tpombouutsl — daxrop don Bunnebpanga —
merannonporeaza ADAMTS13» nossonsior Beickasars
NPEANIOTOKEHUE O TOM, YTO AKTUBALMS IHIAOTETUATb-
HBIX KJIETOK JIE)KUT B OCHOBE YBEJMYEHNS KOJUIECTBEH-
HBIX M KadecTBeHHBIX nokasateneir vW F. He Briasieno
BAMsIHUA aare3uBHbix xapakrepuctuk v F (VW F:GPlIb,
vWF:CBAI u vWF:CBAIIl) na xonuuecrso TpombGo-
LUTOB B KPOBU Yy OOJIBHBIX Cencucom. YMeHbIIeHue
KOJMYECTBA TPOMOOLMTOB B KPOBU y OOJIBHBIX CENCH-
com, nmo-Buaumomy, darpyaHuser nepexon vWF B akrus-
HYI0 HUTEBUAHYI0 KOH(OPMALMIO U SIBJISETCS OLHUM
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u3 paKkTOpPOB CHUIKEHUS TPOMOOTHYECKOrO MOTeHUAa
cBeprhiBaouei cucrembl kposu. C apyroil cTopoHsl,
Gosiblllee KOJMYECTBO TPOMOOIUMTOB B KPOBU OOJBHBIX
cerrcucom modker obecreunts aaresuio vWF k sagore-
JUI0 TMOCPEACTBOM BaaumopeilcTBusi ¢ P-cesexrunom
yepes GPIb peuentop Trpombonuros. Boabmee konnue-
cTBO KoH(pOpmaunoHHbIX NepexonoB VWE B akTusny1o
KoH(OPMAIHIO MOKET PUBOAUTD K MMOBBILIEHHOMY IO~
tpebnennio ADAMTSI13. Coxpansiromasics gocraTod-
nas akrusHocts ADAMTSI13 mosker pacecmarpuBarbes
KaK elle OAVH MEXaHMU3M 3aLIUThl OT NATOJOINMYECKOrO
Tpomboobpazosanus. O6Hapy KeHHOE y 4acTH GONBHBIX

ADAMTSI3:AB

CBUAETEJbCTBYET €Il1e 06 OJHOM M3 BO3MOXXHBbBIX MeXa-

CEeNCUCOM TOBBIIIEHUE ITOKA3aTEeN s
HMN3MOB, OKAa3blIBAWIIMX BJIMWSIAHHMWE HaA FeMOCTaTI/IquKHf/,I
bamaHc.
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