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BN PE3IOME

BeeneHune. Pusponornueckoit 3aaayent CBEPTLIBAIOLLEN CUCTEMbI KPOBM BO BPEMS POLOB SIBASETCS NPefOTBPALLEHME
4pe3MepHO NOTepPH KPOBM.

Llenb: oueHWTb KONMYECTBEHHbBIE M KOYECTBEHHbIE XAPAKTEPUCTUKM cucTeMbl «P-cenektun — dpaktop $poH Bunnebparaa
(von Willebrand factor, VWF) — metannonpoteaza ADAMTS13» Bo Bpemst eCTECTBEHHBIX U HEOCNIOKHEHHBIX POAOB Y XEH-
LWMH C PU3MONOTUHECKM NPOTEKABLLIEN BEPEMEHHOCTBIO.

Marepuansl u metoppbl. B uccnegosanme sknoumnu 40 6epeMeHHbIX XeHLMH 63 COMATUYECKOW NATONOMUH, C PU3MONO-
FMYEeCKM NpOTeKaoLen 6epeMeHHOCTbIO, 3aBEPLLMBLIENCS GU3MONOrMYecKnMM poaamu (obwas rpynna). Ma Hux y 16 xeH-
wwH 6binu nepebie poasl (rpynna 1), y 18 — eropsie poasl (rpynna 2) uy 6 — TpeTsu poasi (rpynna 3). 3a6op seHosHoM
KPOBM BbIMOMHANM B 3 TOYKAX MCCNEAOBAHMSA: | TOYKA — HAYANO POAOBON AESTENbHOCTH, 2 TOUKA — 2 4 nocne popos
n 3 Touka — 24 4 nocne pogos. KoHtponbHyto rpynny coctasunu 25 3p0poBbix HeGepeMeHHbIX XeHWMH. B obpasuax
kposu nccneposanu: antured VWF (VWF:Ag), ceasbisatowyto cnocobrocts VWF ¢ TpombountapHeim peuentopom GPlb
(VWF:GPIb), cesasbiBatowyio cnocobHocts VWF ¢ konnareqom | Tuna (VWF.CBAI) u Il tuna (VWWF.CBAIII), aHturen u aktus-
Hoctb ADAMTS13 (ADAMTS13:Ag u ADAMTS13:AC), antutena k ADAMTS13 (ADAMTS13:AB) u P-cenektuH.
Pesynbrarbl. MeauaHbl uccnenosaHHbix xapaktepuctnk VWF B 0bueit rpynne 6biiu cTATUCTUYECKM 3HAYMMO BbiLLE MO CPAB-
HEHMIO C KOHTPONBHOM FPYNMOM BO BCEX TOYKAX MCCNEA0BAHMS, 30 MCKMioYeHnem MeanaH cooTHowenns VWF:GPlb/vWF:Ag,
KoTopble B 0bLei rpynne Bbinu CTATUCTUYECKM 3HOYMMO HMUXE BO BCEX TOYKAX MCCNEAOBAHMS NPU CPOABHEHUM C KOHTPOSb-
HoM rpynnoit. Mepuansl nokasartenent VWF:GPlb u VWF:Ag y eHwunH Bo BTOpPOK rpynne Bbin CTATUCTUYECKM 3HAYMMO
BbILLE BO BCEX TOYKAX MCCNEAOBAHMS MO CPABHEHMIO C QHANOMMYHBIMM MOKA3ATENSIMM KAK B MEPBOM, TAK M B TPETbEN rpyn-
nax. Meamane nokasareneit ADAMTS13:AC u ADAMTS13:AB B obuieit rpynne Bbinm CTATUCTMHECKM 3HAYMMO BhILLE MPY
COMOCTABAEHMM C KOHTPOIBHOM FPYMMoi BO BCEX TOYKAX MccneaoBaHus. Meaunansl nokasatens ADAMTS13:Ag n cootHo-
wenns ADAMTS13:AC/ADAMTS13:Ag 6binn cTATUCTUYECKM 3HAYUMO HUXE BO BCEX TOYKAX MCCNEeAoBaHMs. Muamenayans-
Hble 3Ha4YeHus nokasatens P-cenexktHa Bapsuposanu ot 212,1 po 1398 ur/mn, Ho MeanaHbl 3Toro nokasatens Guinum cTa-
TUCTUYECKM 3HAYMMO BbILLE BO BCEX MCCIIERYEMbIX FPYMMNAX M BO BCEX TOYKAX MCCIELOBAHMUS MO CPABHEHWIO C KOHTPONbHOM
rpynmnow.

3aknouenue. Moebiwenne VWF:GPlb u vWF:CBAI cengetensctyer o TOM, YTO 3T GAre3MBHbIE CBOWCTBA FeMOCTATH-
yeckoro Benka MrpatoT BAXHYIO POfb ANs NPEAOTBPALLEHUS YpE3MEPHON KPOBOTOUMBOCTU B poaax. C y4eTom cHuxe-
Hus 3HaueHuit cootHowenns VWF.GPlb/VWF:Ag no cpasHenuio ¢ koHTponbHoit rpynnoit aareauns VWF k konnareny ume-
eT B 3TUX ycnosusax bonbwee 3HaveHne. HecmoTps Ha cHuxkeHnue koHueHTpaumn ADAMTSI13, daktnueckn asykpartHoe
HOPACTOHME €e AKTMBHOCTM obecneynBaeT LOCTATOYHbIM QHTUTpoMboTHyeckuit addekT. Baanmopeictene mexay vWF
n ADAMTS13 B ycnoeusix ¢pusnonormieckmx poaos He NPUBOAKT K Ype3MEPHOMY OBPA3OBAHMIO M HOKOMIEHWUIO BbICOKO-
adppuHHbix antuten k ADAMTST3.
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BN ABSTRACT

Introduction. The physiological task of the blood coagulation system during childbirth is to prevent excessive blood loss.
Aim: to evaluate the quantitative and qualitative characteristics in the system P-selectin-von Willebrand factor (VWF)-metallo-
protease ADAMTS13 during natural and uncomplicated childbirth in women with a physiological pregnancy.

Materials and methods. The study included 40 pregnant women without somatic pathology, with a physiologically pro-
gressing pregnancy that ended with physiological birth (general group). Of these, 16 women had their first birth (group 1), 18
had their second birth (group 2) and 6 had their third birth (group 3). Venous blood sampling was performed at three points
throughout the study: 1st point — the onset of labor, 2nd point — 2 hours after childbirth and 3rd point — 24 hours after child-
birth. The control group consisted of 25 healthy non-pregnant women. The blood samples were examined for: VWF antigen
(VWF:Ag), binding ability of vWF to platelet receptor GPlb (vWF:GPIb), binding ability of YWF to collagen type | (yWF:CBAI)
and type Ill (YWF:CBAIII), antigen and activity ADAMTS13 (ADAMTS13:Ag and ADAMTS13:AC), antibodies to ADAMTS13
(ADAMTS13:AB) and P-selectin.

Results. The medians of the studied VWF characteristics in the general group were statistically significantly higher compared
to the control group at all study points, with the exception of the medians of the vVWF:GPIb/vWF:Ag ratio, which in the general
group were statistically significantly lower at all study points when compared with the control group. The median values of
vWF:GPlb and vWF:Ag in women in the second group were statistically significantly higher at all points of the study, com-
pared with similar indicators in both the first and third groups. The median values of ADAMTS13:AC and ADAMTS13:AB in
the overall group were statistically significantly higher when compared with the control group at all study points. Median
ADAMTS13:Ag and ADAMTS13:AC/ADAMTS13:Ag ratios were statistically significantly lower at all study points. Individual
P-selectin values varied widely from 212.1 to 1398 ng/ml, but the medians of this indicator were statistically significantly
higher in all study groups and at all study points compared to the control group.

Conclusion. The increase in platelet-binding and collagen-binding abilities of VWF suggests that these adhesive properties of
the hemostatic protein play an important role in preventing excessive bleeding during labor. Taking into account the decrease
in the VWF:GPIb/vWF:Ag ratio compared to the control group, the adhesion of vVWF to collagen is more important under
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these conditions. Despite the fact that ADAMTS13 concentration does not decrease, an actual twofold increase in its activity
provides a sufficient antithrombotic effect. The interaction between vWF and ADAMTS13 under conditions of physiological
labor does not lead to excessive formation and accumulation of high-affinity antibodies to ADAMTS13.
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Beenenue

Ecrecrsennnie ponsl — ¢usmonoruyeckuii mpouece, 3a-
Bepuatouii Gepemennoctb. (Dusmonoruueckoit sanadeit
CBEPTHIBAIOLIEH CHCTEMBI KPOBU BO BPEMSI POJIOB SIBJISIETCS
NpefOTBpalleHre Ype3MepHOi norepu kposu. Bo Bpems
GepeMEeHHOCTH CBEpPTHIBAIOLIASI CUCTEMA KPOBU IMpeTeprie-
BaeT aJaNTALMOHHbIE N3MEHEHU S, TIO3BOJISIIOLIME YCIIELIHO
BBINOJIHUTL 3Ty ¢usnosnornueckyto dpyuxuuio. C apyroit
CTOPOHBI, He(dU3UOJIOTUYECKHUE HM3MEHEHUs] B CBEPThbIBa-
IOLEeN CHCTEME KPOBHM JIEXKAT B OCHOBE PAa3BUTHS Pa3Jind-
HBIX natosornyeckux cocrosinuii. [lockonbky daxrop don
Bunnebpanna (von Willebrand factor, vWF) B 6osbiiom
KOJIMYECTBE CHUHTE3UPYETCSl OHAOTEIMAIbHBIMU KJIETKa-
MU, ero meTabOJM3M 4aCTO PACCMATPUBAIOTCS B pamKax
SHIOTENNAIBHON AUCPYHKIUU — IATOJIOTMYECKOTO CO-
CTOSIHUSI, OOYCJIOBJIEHHOrO, B TOM 4HCJIe, HAPYLIEHUEM CHH-
Tesa oHpoTenManbHbIX (aktopos. Knmuauueckas monmens
NpEACTABISIETCS ONTUMAJBHOW [JIsl M3y4YEeHUs] CHUCTEMBI
«P-cenextun — vVWF — merannonporeasa ADAMTSI13»
B yCJOBUSX (PUBHOTOrMYECKOrO IeMOCTaTHYECKOTO MCIbI-
TaHUs CBEPTHIBAIOILEH CUCTEMBI KPOBHU, a TaK>Ke /Jis boJiee
YETKOrO PasrpaHUYEHUs] MEXKAY TMOHSATHUIMU «OHIOTEH-
anpHas qucdyHKIUs> (MATOTOrMYECKoe HAPYIIeHe CUHTe-
3a U/UJIK 9KCKPEeLMU 9H/I0TeTMabHbIX (PAKTOPOB) U «aaam-
TuBHAas peakuus» (namenenue pusronornueckoii hyHxKUM
B COOTBETCTBMH C MEHSIOLIMMUCS BHELIHUMU yCJIOBUSIMU).

Ilens nccnenoBanms — OLEHUTH KOJIMYECTBEHHBIE U Ka-
YeCTBEHHBIE XapPAaKTEPUCTUKU B cucteme «P-cemextnn —
vWF —

€CTECTBEHHbBIX N HEOCJIOKHEHHbBIX POAOB y >KEHIIIUH C Cl)I/I-

merasutonporeaza ADAMTSI3» Bo Bpems
3MOJIOrMYeCKHU NpPOTeKaBlLIeil bepeMeHHOCTbIO.

Marepuasbr 1 meTonbr

HabGop marepuana pmsis  McCIeOBAaHMUSI  BBIIOJHEH
B nepuon ¢ 18.04.2022 no 29.09.2022 na 6Gase Cankr-
[Terepoyprckoro I'BY3 «Ponuaeubiit gom Ne 1 (cme-
nuanuaupoBaHHuelit)». VccnepoBanue nosyumsio omo-
Openue snokanbHoro armueckoro xomurera CII6 I'BY3
«Popmapneiit nom Ne 1 (cnenmanusuposaunnstit)» (nmporo-
ko Ne30r103.03.2022 r.). [Ipu Bk touennu B uccaenosanue
BCe GepeMeHHbIe >KEeHIIIMHBI MOAMCATIH JOOPOBOJIBHOE CO-
riacue. Ananutuyeckas oopaboTKa MOy UYeHHBIX Pe3yJib-

tatos BeinosHeHa B nepuog ¢ 01.11.2023 no 30.11.2023.

B uccnenosanue Brarounau 40 GepemeHHbBIX >KEHIIMH
B Bogpacte ot 20 no 40 net (mepnana — 34 rona), He umeB-
IIMX COMATUYECKOM MaTOJIOrUH, C (PU3HOJOrMIECKH MpPO-
TeKaBlIell OepeMeHHOCTbIO, 3aBEpPILIMBIIEACS CPOYHBIMH
ponamu 6e3 kakux-1ub6o ocyokHeHuit (obwas rpynna).
Ws nuxy 16 sxkermmn (Bospact ot 20 no 39 ner, meguana —
30,5 rona)) 6bn nepsoie poasl (rpynna 1), y 18 sxenmun
(Bospacr ot 33 no 38 net, menuana — 33,5 rona) — BrOpbIE
poast (rpynna 2) uy 6 sxenmun (Bospact or 34 no 40 ner,
meaunaHna — 36,5 rona) — tperbu poast (rpynna 3).

Konrposnshyro rpynny cocrasunu 25 3noposbix HeGepe-
MeHHBIX ykeHIUH B Bodpacte ot 20 no 43 ner (meguana —
31 rom).

[Ipu noctynsiennn B popausibHBIA a0oM Bcem OepemeH-
HBIM BBITIOJTHSITA WCCIENOBAHUS IJIsT UCKJIIOYeHUsT HOBO
koponasupycHoit uadexnuu (COVID-19).

B rpynne 6epemeHHbBIX >KeHIMH 3a60p KPOBU BBITTOJIH -
Ay B 3 TOUKax ucciaefoBaHus: | Touka — Havaso pomo-
BOM [eATENBHOCTH, 2 TOYKA — 2 4 IocJie ponoB u 3 Tou-
ka — 24 4 nocne popos. ns uccnenosanus obpaser
KpoBU B 00beme 5 mu1 3abupanu n3 KyOUTaabHON BeHBI
B BaKyTeHHEp C LMTPATOM HAaTpus B kKoHueHtpauuu 3,2 %.
[Tonyuennstit obpaser, cpasdy neHTpUdyruposaiu B Te-
uenue 10 mun na cxopoctu 3000 o6/mun (uentpudyra
naboparopnas, npoussogureasr — «Beckman Coulter»).
[Tonyuennyo niasmy aaMKBOTMPOBaJM MO ABa obpasua
no 1,0 ms 1 samopaskusanu npu remneparype —20 °C.

Hua nccneposannii anturena vVWF (VWE:Ag) u cBa-

spiBamolieli  criocoonoctu VWF ¢ TpomMbOLMTAPHBIM
peuentopom GPIb  (vWF:GPIb) wucnonsszosanu Tecr-
cucrembr  «INNOVANCE»  (Siemens, I'epmanuns)

nns ananuaaropa «CS-2000» (Sysmex, Anonns). ns nc-
caemoBaHWM cBsi3pIBaromieii crocoonoctn vWF ¢ komna-
renom | Tuna (VWEF:CBAI) u III tuna (vWF:CBAIII),
anturena ADAMTSI3 (ADAMTSI13:Ag), akrtusnocTH
ADAMTSI3 (ADAMTSI13:AC) u anturen k ADAMTSI3
(ADAMTSI13:AB) HCTIOJTb30BATHU TeCT-CUCTEMBI
TJTECHNOZYM» un «Technoclon» (Technoclone GmbH,
ABcrpus) u ans uccaeposanus P-cenextnna — rtecr-cu-
cremy «ReyBiotech» (ReyBiotech, CIIIA). Tectsr BbIIOA-
Hsnu Ha ananusarope «Infinite®F50» (Tecan, Ascrpus).
Pedepenchbie unTepsasibl, ycTaHOBIEHHbIE TPOU3BOAUTE-
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asmu tect cucrem: vVWF:Ag — 50-160%; vWF:GPIb —
50-173%; vWF:CBAI — 0,6—1,3 en/mn; vWEF:CBAIII —
04-2,6 en/mn; ADAMTSI3:Ag — 0,6-1,41 en/mu;
ADAMTSI13:AC — 0,4-1,3 en/ma; ADAMTS13:AB: 0,1-
11,9 — orpuunarensnsiii guanason; 12-15 — norpanunu-
HBII AMANasoH; CBbIIIe 15 — MOI0XXUTEeNbHBIN AUANa30H.
Hasa tecr-cucrempl ans P-cenextuna pedepencubiii un-
TepBaJl MPOUSBOAUTENEM HE YCTAHOBJIEH, B CBSSU C 4eM
6611 Mcnob30BaH pedepeHCHBI MHTEPBAJI, TOLY YeHHBIN
[0 pe3y/IbTaTaM MCCJIEAOBAHUSI 3[0POBBIX JINI[ B KOHT-
poasHoii rpynme, — 53—102 ur/mi.

Cmamucmuueckud anaius. 3HAYMMOCTb PABITUINI MeXK-
ay rpynnamu oueHuBaau no U-kpurepuro Manna —
YuTHu M KpUTEpUIO 3HAKOB MApPHBIX BHIOOPOK Ha TLIAT-
dbopme «StatPlus Pro 7.6.1» (AnalystSoft Inc., Kanana).
Pasnuunsa cumranu crarmcruvecky 3HAYMMBIMU TIPH p <
0,05. [lanHble npeacTaBieHbl B BUE MeIUAHbI I MEXKKBap-
THUJIBHOT'O MHTEpBaJa.

Peaysbrars:

Ilpum ouenke nosyueHHBIX JAHHBIX B 00LLEH rpy e 66110
YCTaHOBJIEHO, YTO B OfHOM HabmropeHun (epBOposLast
skeHuuHa 37 siet) snauenus nokasarens vW F:CBAI B Tou-
Kax uccaenosanus 1 u 2 GbLTM HUYKE HUPKHEH TPAHUILBI pe-
depencnorounrepsana (0,26 u 0,22 en/ma coorseTcTBeHHO
B cpaBHenuu ¢ 0,6 en/ma). Ilpu aTom B TOUKE MCCaenoBa-
HUSI 3 3HAYEHUe DTOro MoKasareJsisi coctaBuiio 2,26 em/mu
Y IPEBBIIIAJIO BEPXHIOKW IPaHULy pedepeHCHOr0 MHTEP-
sana (1,3 en/mn). Coornomenne vWF:GPIb/vWF:Ag co-
crasumo 0,68, 0,59 u 0,96 B Touxkax 1, 2 u 3 coorBeTcTBEH-
Ho. Ponpl mpomniu ¢ dusmonoruueckoit kposomnorepetii,

Tabnuua 1. Xapakrepuctiku VWF 8 06uieit 1 koHTponbHOM rpynne
Table 1. Characteristics of vWF in the general and control groups

vWF:GPIb

UsyuaeMbie rpynnbl
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ypeamepHast KPOBOTOYMBOCTH B IIOCJIEPOAOBOM IE€PUOIE
He Habmopanack. Tem He meHee ¢ yueTom omybamkoBaH-
HBIX AaHHbIX O poau nokasareas vWIEF:CBAI B nuarno-
ctuke Gosesnu ¢on Bunnebpanpa [1], aro nabmonenne
OBILIO UCKJIIOYEHO M3 AAJIbHEHIIero aHaJIu3a.

Kak Buano w3 pnanubix, npencraBieHHbIX B Tabiu-
me 1, megmaHbl BCeX KOJMYECTBEHHBIX U KadeCTBEHHBIX
nokasareneit VWF (VWF:Ag, vWF:GPIb, vWF:CBAI
u vWF:CBAIII) B 06weit rpynmne 6buin craTucTUyecku
3HAYMMO BbILIE€ MO CPAaBHEHUIO C KOHTPOJBLHOM I'PyINON
BO BCeX TOYKAX MCCIeAOBAHUS, MeIHaHBl COOTHOIIe-
nus vVWF:GPIb/vWF:Ag B obweit rpynne Gbuim cratu-
CTUYECKM 3HAYMMO HMYKEe BO BCEX TOYKAaX MUCCJeOBaHUS
IIPpU CPaBHEHUU C KOHTPOJILHOU rpynIiou.

Mennaner nokasarenss vVWF:CBAI 6buin Boie Bepx-
Heil rpaHuLbl pepepeHCHOr0 MHTEPBAJIA BO BCEX TOYKAX
nccenenosanms. Menuansr moxkazarens vW F:CBAIII ua-
XOAMJIMCh B IpaHuLax pedepeHcHOro MHTepBaJa BO BCEX
TOYKaX MCCJIEeJOBaHMUs, MPU OTOM MeAMaHa I[OoKasare-
ast vWEF:CBAIII B Touke 3 GblLi1a cTaTMCTHYECKH 3HAYU-
MO BBILLIE IO CPABHEHUIO C TAKOBOM B rpynnax 1 u 2 (p =
0,0017 u p = 0,0024 coorBercTBenno). Menuannr nokasare-
aeit ADAMTS13:AC uADAMTSI3:AB B 0b6weit rpynne
(Taba. 2) GbLIM CTATUCTUYECKU 3HAYMMO BbILIE IPHU COMO-
CTaBJIEHUN C KOHTPOJIBHOM IPyIIOH, a MeAMaHa IoKasa-
renss ADAMTSI3:Ag — crarucruyeckn sHauMMoO HMKe
BO BCeX TOYKax mccuaenoBanus. |lpu srom menmansr mo-
kasareas ADAMTSI13:AC B obweit rpynne Bo Bcex Tou-
Kax MCCJIeI0BAHUS MIPEBbILIAJIN 3HaY€HNE BEPXHEN IPaHU-
bl pedepercHoro uHTepsasa. MeanaHbl COOTHOIIEHUSI

ADAMTSI3:AC/ADAMTSI3:Ag 6biu  craTucTuuecku

vWF:GPIb vWE:CBAI vWE:CBAIII

Study groups %

vWF:Ag en/mn/U/mlL en/mn/U/mlL

O6was rpynna touka 1 . . . . .
General group point 1 3055 3432 092 191 1,85
e [208,8-370,0] [250,5-416,8] [0,82- 098] [1,48-198] 1,74-2,09]
86:*?7 Py e 2 321,3* 359,7¢ 091" 179" 106*
e e [191,3-351,5] [216,0-4179] [0,81- 097] [1,59-196] [1,75-2,08]
86:4::7 r[roynno T:;EKO 3 335,08 3778¢ 094¢ 2 09% 2118
ne3g L [3009-423,5] [312,5-4570] [0,88-103] ,62-2,22) [190-2,20]
'é°“f*'°,"""“°" rpynna 128,3" # ¢ 122,0" ¢ 1,137 %8 1,13 #8 1,41 # ¢
Sls [118,6-138,2] [104,0-142,0] [095-1,25] [094-1,36] [115-1,51]
Pedepenchue snauens 50-173 50-160 - 0,6-13 0,4-2,5
"o=0,000] "o=0,000] "o =0,0003 "o=0,0001 "o=0,0001
p *p=0,0001 *p=0,0001 *p=0,001 #p=0,0001 #p=0,0001
%p=0,0001 %p =0,0001 %p = 0,0004 5p =0,0001 5p =0,0001

I'Ipvme-chvm: " cTatuctuueckue pa3nuuuna pna o6u.|.e171 n KOHTPOHbHOﬁ rpynn B TO4YKe UccnenoBaHus ]; # cratucTUueckme pas3nunyuna pna o6u.|.el7| U KOHTPO/J1b-

HOM rpynn B TO4YKe nccneposaHus 2,' & cTaTucTuyeckue pasnunuua gnsa 06u.|,e17| 14 KOHTpOﬂbHOﬁ rpynn B TO4YKe nccneposaHus 3.

Notes: " statistical differences for the general and control groups at study point 1; * statistical differences for the general and control groups af study point 2; ¢ statistical differences for

the general and control groups at study point 3.
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3HAYM MO BbIIII€ BO BCEX TOYKAX 061_ue1'/’1 rpynIibl Ipu cpaB-

HEHUU C KOHTPOJIbHOMU rpynIou.

B Tabnuuax 3, 4 u 5 npeacraBieHbl peaysbTaThl NCCIAEO0-
BaHus u3yvaembix nokasaresaeit vVWF B rpynnax, cdopmu-
POBaHHBIX MO MPU3HAKY «KOJMYECTBO pofoB». Kak Bumno
13 MpeICTaBAEHHBIX JAaHHBIX, 3aKOHOMEPHOCTH, NPUCYLIUE
KOJIMYECTBEHHbIM U KadeCcTBeHHbIM Xxapakrepuctukam vWE,

BbISIBJICHHbBIC IIPpM COIIOCTABJIEHUMN o61.ue1‘/’1 " KOHTpOJIbHOﬁ

rpyiuil, mMmejan MeCTO 1 B rpynnax >XeHIIMH, C(bOpMPIpOBa.H-

Tabnuua 2. Xapaxktepuctrku ADAMTS13 8 o6wwelt 1 kKoHTPONsHOM rpynne
Table 2. Characteristics of ADAMTS13 in the general and control groups

HBIX 110 KosmndecTBy pouos. Vckiarouenne cocraBuna meaua-
Ha coornowenus vWIEF:GPIb/AVWF:Ag B rpynne sxenmmn
C TPETBUMHM POJAMHU B TPEThEH TOUKE MCCIEJOBAHUSI — OHA
HE MMeJIa CTATUCTUYECKU 3HAYMMOrO OTVIMYMS IIPU CPaBHE-
HUM C aHAJIOTUYHBIM IIOKA3aTeJIEM B KOHTPOJIBHOM TPy IIIIE.

M3yuaeMbie rpynnbi ADAMTS13:AC ADAMTS13:Ag ADAMTS13:AC ADAMTS13:AB
Study groups ea/mn/U/ml en/mn/U/ml ADAMTS13:Ag en/mn/U/mlL
O6was rpynna Touka 1 . . . .
General group point 1 1,53 0,/ 217 3,29
e a0 [1,35-1,64] [0,7-0,76) [2,06-2,46] [1.66-4,26]
O6was rpynna Touka 2
_ 1,42% 0,69% 2,02¢ 2,45*
Generalgroup point 2 1,34-1,60] [0,65-0,79] 1,86-2,22] [190-5,47)
O6was rpynna Touka 3
. 1,414 0,68% 2,18 3,15¢
nGj”:f;O’ group point 3 [1.25-1.61] [0,61-0.77] [2,00-2,28] [1,70-4.39]
Iéou:p/onwcm rpynna 0,85 * & 098" * & 0,80" # & 036 % e
. 2”2';’ grovp [0,71-1,07] [0,84-1,08] [0,67-114] [1,34-2,71]
PedepeHcHble 3HaYeHUS
Reference values 04-13 0.5-141 B 01-11.9
"p=0,0001 "p=0,0001 "p=0,0001 "0=0,039
[ *p=0,0001 #p=0,0001 “p=0,0001 fp=0,043
¢p=0,0001 ¢p=0,0001 ¢p=0,0001 ¢p=0,004

anIMe‘-IGHI/ISIZ : cTatucTuyeckue pasnunuua gnsa o6u4e|7| n KOHTpOHbHOﬁ rpynn B TOYKEe uccnenqosaHus ],' # CTaTUCTU4YeckKune pasnumniuua gnsa o6u4e|'/'| U KOHTPOJ1b-

HOWi FPYNN B TOYKE UCCNEROoBaHUS 2; & cTaTUCTMUecKMne pasnmnums ans obuein n KOHTPONbHOM rPYNN B TOYKE UCCIeA0BaHMs 3.

Notes: " statistical differences for the general and control groups at study point 1; * statistical differences for the general and control groups at study point 2; ¢ statistical differences for

the general and control groups at study point 3.

Ta6bnuua 3. Xapaktepuctukn VWF B rpynne 1 (nepebie poasl) v koHTpoRLHOM rpynne
Table 3. Characteristics of VWF in group 1 (first birth) and control group

Msyvaemsle rpynnel

vWF:GPlb
A

vWF:GPIb

vWEF:CBAI

vWE:CBAIIlI

Study groups

vWF:Ag

en/mn/U/mlL

en/mn/U/mlL

r 1 1
Conop 1 pomt 1 2349 291,5° 084" 175" 174"
=15 [191,0-316,4] [1659-415,5] [0,79-1,05] [1,49-199] [1,64-2,13]
fpynna 1 rouka 2 2312 283,3% 0,86" 1,64 1,84"
Oroup | point 2 [174,2-323,8] [164,7-4111] [0,81-1,04] [1,50-2,00] [1,66-2,10]
fpynna 1 Touka 3 3259% 3819% 0,89% 2,08% 213¢
ff;’g I point 3 [2769-350,7] (309,5-432,7] [0,80-093] [1.61-2.18] [191-2,21]
KOHTpOJ'II:HGﬂ rpynna ]28 3*' # & ]22 O*’ # & .| ]3* # & .| ]3* # & .| 4]* # &
52”2"2' group [118,6-138,2] [104,0-142,0] [095-1,25] [094-1,36] [1,15-1,51]
PedepencHbie sHakeHis 50-173 50-160 - 06-13 0,4-2,5
Reference values ' ' ' '
“0=0,000]1 "5=0,0001 ‘5=0,0038 “=0,000] “5=0,0002
p #=0,000] #p = 0,0001 #p = 0,0027 #=0,000] #o = 0,0001
45 =0,000] & p=0,000]1 4p=0,0014 45 =0,000] 4p=0,000]

anMe‘-IOHVISII : CTaTUCTUHEeCKUne pasnnuusa ana rpynnbl Tn KOHTpOﬂbHOﬁ rpynnbl B TOYKEe nccienoBaHusa 1,' # CTAaTUCTUYECKUe pasnnuumsa gana rpynnbl 1 1 KOHT-

PONbHOW FPYNMbl B TOYKE MCCNEAO0BAHMS 2; & cTATUCTUYECKME PA3ANYMS ANs rPYNnbl 1 M KOHTPONBHOM FPYNMbI B TOYKE UCCefoBanHmns 3.

Notes: * statistical differences for group 1 and control group at study point 1; # statistical differences for group T and control group at study point 2; ¢ statistical differences for group

1 and control group at study point 3.
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Tabnuua 4. Xapakrepuctukn VWF & rpynne 2 (sTopsie poasl) 1 KOHTpOAbHON rpynne
Table 4. Characteristics of VWF in group 2 (second birth) and control group

UsyuaeMbie rpynnel

Study groups

vWF:GPIb
%

vWF:GPIlb
vWF:Ag

| OPUTUHATIbHBIE CTATbA | ORIGINAL ARTICLES |

vWF:CBAI
en/mn/U/mlL

vWF:CBAIIIl
en/mn/U/mlL

gﬁ{)‘:";z;‘;;’y‘“ ! 3577 372,1° 092" 104 191"
SO [284,3-398,1] [206,2-429,4] [0,87-097] [1,87-2,00] [1,80-2,07]
fpynna 2 rouka 2 334,5 376, 095" 1794 196
Group 2 point 2 [321,2-418,7] [336,8-436,1] [0,87-097] [1,64-196] 1,81-2,11]
fpynna 2 rouka 3 422 3% 453,2% 096% 210% 213%
ff]“g 2 point 3 [324,7-450,4] [330,8-541,1] (091-103] [191-2,26] [2,01-2,25]
Koutponknas rpynna 128,3"# & 122,0"#¢ 1137 # ¢ 113" # & 1,417 %8
SZ”Z”E’Q'OUP [118,6-138,2] [104,0-142,0] [095-1,25] [094-1,36] [1,15-1,51]
Pegepenchbie snauenus 50-173 50-160 - 0,6-13 0,4-2,5
Reference values ' ' ' '
"5=0,000] “5=0,000] "0=0,0064 “5=0,000] “0=0,000]
p #p=0,0001 #b=0,000] #5=0,0013 #p=0,000]1 #=0,000]
4p=0,000] “p = 0,000 4p=0,0068 4p=0,000] 45 =0,000]

I'Ipumelmuml: : CTaTUCTU4YEeCKue pasmnumng anga rpynnbl 2n KOHTpOﬂbHOl“’I rpynnbl B TOYKE UccnenosaHusa ],' # CTaTUCTU4YeCcKue pasnniuma gna rpynnsol 2un KOHTp-

ONbHOM rPYNMbl B TOYKE UCCAEROBAHMA 2; & cTATUCTMUYECKME Pa3ANYmMs ANS FPYNNbl 2 M KOHTPONBLHOM FPYNMbI B TOYKE MCCNeaoBaHus 3.

Notes: " statistical differences for group 2 and control group at study point 1; # statistical differences for group 2 and control group at study point 2; ¢ statistical differences for group

2 and control group at study point 3.

Tabnuua 5. Xapakrepuctuku vVWF 8 rpynne 3 (tpetbu poasl) v koHTponsHol rpynne
Table 5. Characteristics of VWF in group 3 (third birth) and control group

MUsyyaeMbie rpynnbl

vWF:GPIb
%

vWF:GPIb

vWE:CBAI

vWF:CBAIII

Study groups

vWF:Ag

en/mn/U/mlL

en/mn/U/mlL

pynna 3 Touka 1 1976 2355 092 175 1,.80°
P [161,4-307,8] [1799-3276] [0,87-093] [1,45-1,87] [1,70-194]
fpynna 3 rouxa 2 188,4° 218,7* 0,84¢ 1,79¢ 199¢
Group 3 point 2 [331-3033] | [1654-3273] [0,79-0,86] ,45-1,83] ,76-2,02]
fpynna 3 rouxa 3 296,1¢ 294,0° 101 1,89 2,09*
Group 3 point 3 268,7-3542] | [288,0-344,7)] [096-103] 1,68-2,10] N,88-2,17]
KoHTponbHas rpynna 198 3" # & 199 0" # 1934 113744 LAl e
f:;”sO/ greve [118,6-138,2] [104,0-142,0] [095-1,25] [094-1,36] [115-1,51]
Peepenchbie sHauenus 50-173 50-160 . 0,6-13 0,4-2,5
Reference values o T
"p=0,0034 "5=0,009 "5=00191 "5=0,0088 "p=0,0094
p "p=0,000] *p=0,0001 *p=0,0037 "p=0,0001 *p=0,000]
*0=0,000] *0=0,0001 *0=0,000] *0=0,000]

Mpumeuanus: ~ cratucTyeckme pasnuums ans rpynnbl 3 U KOHTPONBHOM FPYNMbI B TOUKe Uccneaosanms 1; * cratnctuueckne pasnuuns ans rpynnst 3 1 KOHT-

pOﬂbHOﬁ rpynnbl B TO4YKE UccnepaoBaHus 2,' & ctatucTnyeckue pa3nuyuna ana rpynnbl 3n KOHTpOﬂbHOﬁ rpynnbl B TOYKE UCCnenqoBaHus 3.

Notes: * statistical differences for group 3 and control group at study point 1; # statistical differences for group 3 and control group at study point 2; ¢ statistical differences for group

3 and control group at study point 3.

Mepnuannt nokasareneit vVWF:GPIb u vWF:Ag y sxen-
IIUH CO BTOPbIMU poaamu (Tabs. 6) 6bau cTaTucTUYecKu
3HAYMMO BBILIE BO BCEX TOYKAX MCCJIEAOBAHMS [0 CPABHE-
HUIO C aHAJOTMYHBIMU [TOKA3aTeJNsIMU KaK B MEPBOM, Tak
u B Tperbeil rpynnax. Menuans nokasareneit vWF:GPIb
u vVWF:Ag B rpynmne >keHIIUH ¢ TPETbUMU pOfaMu ObLIN

TOUYKAX UCCJAeJOBaAHUA.
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HIDKE 110 CPABHEHMIO C TPYIIINON XKEHIIMH C EPBBIMU PO-
JlaMU, HO 9TO pasjinuue ObLJIO CTATUCTUYECKU HE3HAYUMO.
He BeIsiBeHO craTmeTHuecky 3HAYMMBIX PasiIMYUil Me-
nuan coorHowenust vVW F:GPIb/vWF:Ag B rpynnax sxen-

I H, C(i)OPMI/IPOBaHHI)IX IO KOJIMYECTBY POAOB, BO BCEX
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B rabnunax 7, 8 u 9 npencrasiensr pesyabTaThl cce-
nosanus uadyuaembix noxasareneit ADAMTSI3 B rpyn-
cpOpMHUPOBaHHBIX MO MPU3HAKY «KOJIMYECT-
Bo popoB». Menuanb nokasareneit ADAMTS13:AC
n ADAMTSI3:AC/ADAMTSI13:Ag B orux rpynnax

6I)IJII/I CTaTUCTHUYECKN 3HA4YMMO BbIIIE€ IIpU COIIOCTaB-

nax,

JIEHUM C KOHTPOJIBHON TpPyNNON, a MeaMaHa IoKasare-
as ADAMTSI3:Ag — crarucTuyeckn 3HAYMMO HUIKe
BO BCEX TOYKax ucciaenoBanus. |lpu aTom megmansr noka-
sarenss ADAMTSI3:AC npesbimanu 3HadeHue BepxHen
rpaHuLbl pedpepeHCHOro MHTEepBaJa BO BCEX TPeX IpyIl-
nax B Kaj>KJA0M Touke uccyaenoBanus. Menuana noxkasare-

as ADAMTSI13:AB He umena cTaTUCTUYECKU 3HAYUMBIX
pasauYMii ¢ KOHTPOJBHOI Ipynmnoit B rpymnme 1 B TOY-
Ke uccienoBanusi 1, B rpynme 2 B TOYKe MCCIIENOBAHUS
2 1 BO BCcexX TOYKAX UCCJIEAOBAHUS B TpyIIIe 3.

B rtabmuue 10 npencraBneHsl pesysbTaThl MCC/E0OBAHUS
P-cenextuna. Meauans! 9TOro nokasaresst ObLIIM CTATUCTHYE-
CKM 3HAYMMO BBILLE BO BCEX UCCJIEYEMBIX IPYIIIaX U BO BCEX
TOYKaX UCCJIEOBAHM S [10 CPABHEHHIO C KOHTPOJIbHOM I'DYTIITOM.
MNupuBunyansHsle 3HaueHus nokasaresst P-cenexrrna Bapb-
uposaiu ot 212,1 no 1398 ur/mu. Craructrueckn sHaunmbix
pasinumnii MmeauaH nokasaress P-cesextuna mexxay rpymnmna-
MU, cpOPMHUPOBAHHBIMU 11O KOJIUYECTBY POJOB, HE ObLIO.

Tabnuua 6. Cpasrenne nokasateneit VWF.GPIb 1 vWF:Ag & rpynnax, chopmrupoBakHsix no Konu4ecTsy pofos
Table 6. Comparison of VWF:GPIb and vWF:Ag indicators in groups formed by the number of births

" vWF:GPIb vWF:Ag
3Y;f3:’Mblforfysnnbl Touka 1 TouKa 2 Touka 3 Touka 1 TouKka 2 Touka 3
y grodp point 1 point 2 point 3 point 1 point 2 point 3
g’ry"“‘j ! 2349 2312 3259" 291 5° 283,3" 381"
. =°;J§ [191.0-316,4] [174,2-323,8] [2769-350,7] [1659-415,5] [164,7-4111] [309.5-432,7]
g’y"“? 35774 # 334,5"# 422,3%# 3721 ¢ 3761 % 453,2% #
. f;g [284,3-398,1] [321,2-418 7] [324,7-450,4] [206,2-429 4] [336,8-436,1] [330,8-5411]
Fprnn<33 1976 188,4* 206 1 235,5% 218,7¢ 204.0%
. ;ng [161,4-3078] [133,1-303,3] [268 7-354,2] [1799-3276] [165,4-3273] [288,0-344,7]
. 'p=0,004 "0=0,004 'p=0,027 "'p=0,045 *5=0,045 'p=0,045
#5=0,02 #5=0,036 *5=0,017 *5=0,027 #5=0,023 5=0,012

Mpumeuanus: * ctatnctuyeckme pasnuums gns rpynn 1 n 2; ¥ cratctuueckme pasnuuus gns rpynn 2 m 3.
Notes: " statistical differences for groups 1 and 2; *statistical differences for groups 2 and 3.

Tabnuua 7. Xapaktepuctikn ADAMTS13 & rpynne 1 (nepesie pogsi) 1 koHTponbHoM rpynne
Table 7. Characteristics of ADAMTS13 in group 1 (first birth) and control group

UsyuaeMbie rpynnbl ADAMTS13:AC ADAMTS13:Ag ADAMTS13:AC ADAMTS13:AB
Study groups en/mn/U/mlL en/mn/U/mlL ADAMTS13:Ag en/mn/U/mlL
I 1 1 . . .
o pomt 1 1,55 075 214 3,31
n=15 [1,45-1,6] [0,63-0,77] [2,01-2,32] [1,43-3,64]
lpynna 1 Touka 2 1 40% 0,78 216* 3 64#
Group 1 point 2 4 / , Ke)
n=15 [1,41-1,5¢] [0,63-0,80] [192-2,26] [2,37-6,64]
pynna ] rouxa 3 1,58° 0,69* 2,20% 3,29°
o [1,21-1,70] [0,58-0,77] [193-2,49] [2,80-4,10]
Iéouf-rp}onbuqa rpynna 085" # 4 098" # 0,80" # & 236 &
Sl [0,71-1,07] [0,84-1,08] [0,67-1,14] [1,34-2,71]
PedepeHcHbie 3HaYeHus 0413 05.14 01-110
Reference values o o N o
"p=0,0001 'p=0,0001 "p=0,0001
[ p=0,0001 *p=0,0001 “p=0,0001 “p=0,0054
¢p=0,0001 4o =0,0001 ¢p=0,0001 4o =0,0007

Mpumeuanus:  cratucTuueckme pasnnums ans rpynnsl 1 U KOHTPONBHOM Py NMbI B TOuKe Uccneaosanms 1; * cratnctuueckne pasnuuns gns rpynnst 1 v KoHT-
PONBHOM FPyNMbl B TOYKE UCCNEAO0BAHUS 2; & CTATUCTUYECKMUE PAZANYMSA ANS TPYNNbI 1 M KOHTPONBLHOW FPYNMbI B TOUKE MCCNEROBAHMS 3.

Notes: " statistical differences for group 1 and control group at study point 1; # statistical differences for group 1 and control group at study point 2; ¢ statistical differences for group
1 and control group at study point 3.
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Tabnuua 8. Xapaktepuctukn ADAMTS13 & rpynne 2 (sTopsie poasl) 1 KOHTPOALHOM rpynne
Table 8. Characteristics of ADAMTS13 in group 2 (second birth) and control group

MsyuaeMmbie rpynmbl ADAMTS13:AC ADAMTS13:Ag ADAMTS13:AC ADAMTS13:AB

Study groups ea/mn/U/ml en/mn/U/ml ADAMTS13:Ag ea/mn/U/ml

pynng 2 Touka 1 152" 0,70 215° 362"
n=18 [1.30-1.72] [0,62-0,75] [2,03-2,32] [2,40-4,90]
pynng 2 rouxa 2 1 39¢ 0,69 192 235
n =O;J§ - [119-1,43] [0,65-0,71] [1,73-2,11] [1,56-598]
pynng 2 rouxa 3 1 35% 0,65 219 3118
e [1.25-1,42] [0,60-0,71] [199-2,24] [198-5,18]
Iéonr'rp/onbuqﬂ rpynna 085" #¢ 008" * & 0,80" # & 236" &
Sl [0,71-1,07] [0,84-1,08] [0,67-1,14] [1,34-2,71]
PedepeHcHbie 3Ha4YeHuUs 04-13 05.14 01-119
Reference values T ~o B co

“6=0,000] ‘p=0,0001 "p=0,0001 '0=0,022
p #p=0,0001 #p=0,0001 #p=0,0001

&5 =0,0001 &5 =0,0001 &5 =0,0001 &5 =0,0089

Mpumeuanus: ~ cratucTuyeckme pasnuums ans rpynnbl 2 U KOHTPONBHOM FPYNMbI B TOUKe UccneaoBanms 1; # cratnctuueckne pasnmuns ans rpynnsl 2 1 KOHT-
PONBHON rPyNNbl B TOYKE UCCNEAO0BAHUS 2; & cTATUCTUYECKME PA3NUYMSA ANS TPYMLI 2 U KOHTPONBLHOM FPYNMbl B TOYKE UCCNeAoBaHNs 3.

Notes: " statistical differences for group 2 and control group at study point 1; # statistical differences for group 2 and control group at study point 2; ¢ statistical differences for group
2 and control group at study point 3.

Tabnnua 9. Xapaktepuctnkn ADAMTS13 B rpynne 3 (tpeTsu poab) 1 KOHTPONLHOM rpynne
Table 9. Characteristics of ADAMTS13 in group 3 (third birth) and control group

MsyuaeMmbie rpynnbi ADAMTS13:AC ADAMTS13:Ag ADAMTS13:AC ADAMTS13:AB

Study groups en/mn/U/mlL en/mn/U/mlL ADAMTS13:Ag en/mn/U/mlL

E%En%a;;??q ] 1,61 0,70° 2,43 219
h= (,p : [1,50-1093] [0,62-0,72] [2,34-2,68] [1,20-3,03]
P [1,42-1,76] [0,66-0,85] [2,04-2,27] [1,84-3,31]
FGPY""Z) 3 T,";‘g" 3 1,574 0,784 2,05¢ 093
Sl [1,45-1,60] [0,70-0,79] 2,03-2,07] [0,73-3,35]
Iéour'rp/oanﬂ rpynna 085" #8 008" * & 080" # & . 331,?267”
. 2”2’2 group [0,71-1,07] [0,84-1,08] [0,67-1,14] ETa
PedepeHcHble 3HaYeHUS
Reference values 04-1,3 0-5-14 ) 01-11,9
‘p=0,0008 "'p=0,0011 'p=0,0011
p 5 =0,0008 5 =0,0006] 5 =0,0008
#5=0,0008 &5 =0,0026 &5 =0,0008

Mpumeuanus: * cTaTcTUYecKme pAsnuums ans rpynnbl 3 U KOHTPONBHOM FPYNNbI B TOUKe Uccneposanms 1; * cratnctnueckne pasnuuns gns rpynnel 3 1 KoHT-
PONLHO FPYNMbl B TOYKE MCCNEAO0BAHUS 2; & cTaTUCTUYECKME PA3AMYMS ANs FPYNNbl 3 U KOHTPONBHOW FPYNMbI B TOYKE UCCeAoBaHms 3.

Notes: " statistical differences for group 3 and control group at study point 1; # statistical differences for group 3 and control group at study point 2; ¢ statistical differences for group
3 and control group at study point 3.

OGcy>xpenune

CorsnacHo mosy4eHHBIM pesyJbTaTtam, B npouecce ¢u- IIpu srom snauenms nokasareneir P-cemextmna xors
3MOJIOTUYECKOTO  POAOPA3pPELIeHNs] TeMOCTATUYeCKass  CTATUCTMYECKU 3HAYMMO IPEBBILIAIN 3HAYEHUSI B KOHTP-
cucrema «P-cenexrun — vVWF — ADAMTSI13» naxo-  oapHOI rpymnme, HO BapbUpOBAaaMd B IUMPOKOM AUarna-
AUTCS B CTAOMJIBHOM COCTOSIHUM KOJTMYECTBEHHBIX M Ka-  30He. OJTO TMO3BOJISIET MPEANOJ0XKUTh, YTO MeXaHU3M
4YeCcTBEeHHBIX TMokKasareseld, xapakrepusytomux vWF  Bsaumopeiictsus «P-cenexrun — GPlb-peuentop Tpom-
n ADAMTSI3. Gounuros — vWFE» He siBasieTcs Begymmum npu ocTaHOBKe
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Tabnuua 10. 3rHaderns P-cenektrha B nayuaemsix rpynnax
Table 10. P-selectin values in the studied groups

Msyvaemsie rpynne

Study groups TouKa |

P-cenekTuH, Hr/mn/P-selectin ng/mlL

TOYKa 2 Touka 3

point 1

point 2

point 3

Qbuias rpynna 953.1° 791,1° 9793

e T [501,5-1096,3] [356,7-1053,5] [343,1- 1194,7]

FGP%"““; ! 1071,5" 925,0" 979,3"

o ;’g [775,2-1134,7] [338,7-1130,8] [298,8-1198,6]

g"y"“;2 998 7¢ 733,25 056,6¢

Groue [538,8-1067,4] [309,3-9876] [591,0-1182,7]

g"y"“‘;:’ 421,8° 1036,3% 115,50

. fgp [359,3-825,2] [784,7-1102,4] [484,4-11670)

I((:OHTPIOHI:HCISI rpynna 73* # 8 @ 73* # 8 @ 73* # 8 @

ontrol group _ 3 3

P [61-87] [61-87] [61-87]
"p=0,0001 "6=0,0001 "p=0,0001
#5=0,0001 “p=0,000] #5=0,0001

P ¢5=0,000] &0 =0,0001 ¢5=0,000]
©p=0,000] p =0,000] ©p=0,000]

Mpumeuanus:  cratucTudeckme pasnuums ans obuiein u KOHTPoOnbHO rpynn; * cratucTuueckme pasnuuns ans rpynnsl 1  KOHTPOnbHOM rpynnebl; & cratucTyn-

HYeckue pasnuuuna ana rpynnsl 2n KOHTpOHbHOﬁ rpynnbl; @ CTATUCTUYECKHME pa3nnuunga gna rpynnsl 3u KOHTpOHbHOﬁ rpynnbl.

Notes: " statistical differences for the general and control groups; * statistical differences for group 1 and control group; & statistical differences for group 2 and control group; @ statistical

differences for group 3 and control group.

KpoBOTedeHUs B mporecce (pUMOTOTUYECKOTO POAOPA3-
peuteHust. B nosb3y 9Toro mpeanosocKeHus TakxKe MOXKET
CBHU/ETEJNBbCTBOBATD BBISIBJEHHOE B HACTOSIIEM HCCJIENO-
BaHUM CTATUCTUYECKU S3HAYMMOE YMEHbILIEHUE MeAHaH
nokasarens vVWF:GPIb/yWF:Ag B Goabmuncrse uccae-
JOBAHHBIX I'PYIIII 10 CPABHEHUIO C KOHTPOJILHOMU I'PY IO,
a TakKke U3BECTHBIN (PAKT yMEHBIIEHU sl KOJUYIECTBA TPOM-
60o1uTOB y GEpeMEHHBIX BCJEACTBUE AMJIIOLMOHHOIO a¢-
dexTa 1, BO3MOKHO, U3-3a noTpebiieHus B ruanenTe [2].

C napyroit CTOpPOHBI, MOBBILIEHME AATE€3UBHOIO IIO-
renunasa VWF 3a cuer yBenuuenHuss sHaueHumii moka-
sareneit VWF:CBAI u vWEF:CBAIIl cBugerenscrsyer
0 Ba)KHOH POJIM HTOrO MEXaHU3Ma B ITporiecce pU3noIoru-
9EeCKOro remMoCTasa BO BPEMsI POAOB. JTO HPEACTABISIETCS
TaK>Ke 3aKOHOMEPHBIM C TOYKU 3PEHUSI COBPEMEHHOMN KOH-
LENIMU O JOKAIU3aluu TPomboobpa3oBaHus KaK OCHOB-
Horo dakTopa, pasrpaHUYMBaIOLIEro (DU3UOIOTMUYECKOe
U TaToJIorM4ecKoe cBeprhiBaHUs KpoBu. llpesenrtanms
KOJIareHa Cy0sHIO0TeINAaTbHON BBICTUIIKY NPU PaspbiBe
MaTOYHO-IIJIALIEHTAPHBIX COCYHOB SIBJISIETCSI TPUILTEPOM,
3aIyCKAIOUMM Hpouecc (PU3HNOJOrMYecKoro, JIOKaJIU30-
BAHHOI'O CBEPTBHIBAHUS KPOBH, U HE 3aBUCUT OT JUJIIOLUU
KpOBM y GepeMeHHbIX.

CrarucTuuecku 3HauMMOe [OBbIIIEHUWE [OKasaTe-
aeit VWF:GPIb u vWF:Ag y >kenuun co BTopbimu po-
JaMU 10 CPAaBHEHUIO C AHAJOIMYHBIMM IIOKa3aTessiMu
KakK B IEpBOM, TaK U B TPEThel I'pyIine BO BCeX TOYKaX MC-
CJIEIOBAHUS CBUJIETEBCTBYET O LIMPOKOM AUAINA30HE U3-

MeHEeHMH 9THUX MoKaszaTesell B pamKkax (PU3HOJOrMUeCcKOi
OCTaHOBKY KPOBOTEYEHUSI.

[lonyuenHble peaysbraTbl CBUAETENBCTBYIOT O TOM,
gro mosbmenne axtuBHoctu ADAMTSI3 asnstercs
sHauuMbiM (akTopom peasusanuu  (HUIMOIOIMYECKO-
ro CBEPTBHIBAHUSI KPOBU B YaCTU IPEAOTBPAILEHUST YpPe3-
MepHOro TpomboOOpasoBaHUs W PacnpOCTPaHEHUs
npouecca 3a Ipejeibl TpurrepHoro Jokyca. Hecmorps
Ha CTATUCTUYECKU 3HAUYMMOE CHU>KeHUe MeJMaH IoKasa-
reass ADAMTSI3:Ag Bo Bcex mccie0BaHHBIX Ipymnax
M TOYKAX HCCJEAOBAHUS IO CPABHEHUIO C KOHTPOJBHOU
rpynnoii, 6b10 0OHapy»eHO (aKTUYeCKU [ABYyKpaTHOE
0 CPaBHEHUIO C KOHTPOJIbHOM TIpynIol yBejudeHUe
snauenuii nokasarens ADAMTSI3:AC u coorHolenus
ADAMTSI3:AC/ADAMTSI13:Ag. Obuapyskennoe cra-
TUCTUYECKM 3HAYMMOE yBeJMYEHUE MeAMAaH OKas3aTels
ADAMTSI3:AB B rpynne nepsopoasiiuux >keHuH (BTo-
past U TPeThbsl TOUKM MCCJIELOBAHUS) W TPyIIe >KEHIUH
CO BTOpbIMHM pofamu (mepBasi U TPEThsI TOUKM MCCJIIEI0BA-
HUS$I) 110 CPABHEHMIO C KOHTPOJIBHOM IPYIIIONA MOXKET OT-
pa’kaTb MOBBILIEHHYIO MPOTEOJIUTUYECKYI0 AKTUBHOCTD
ADAMTSI3, koropas cBsisaHa ¢ MEPEXOAOM B CIIELIUAJIb-
HOoe KOH(OPMAIMOHHOE COCTOSIHUE C Mpe3eHTalnuel caii-
TOB, obafammWux cBoicTBOM uMmmyHorennoctn. OpHako
MexXaHU3Mbl ODOpa3oBaHUs M OUOJOTMYECKOEe 3HavYeHMe
anturen k ADAMTSI3 usydenst negocrarouno. C onnoit
CTOPOHBI, OOCY>K[AETCSl, YTO IOBBIIEHHAs] KOHLEHTPa-
uusa vWF npu Bocnanurenbubix peakuusx uiau Gepemen-
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nocru unayuupyer nepexonq ADAMTSI3 B axrusnyio
KOH(bOpMaLLI/IIO C DKCHO3ULMEN MMMYHOI€HHBIX CalTOB
[3]. C mpyroit croponsl, onmucaH MexaHM3M obpasoBa-
HUS AHTUTE] C HU3KOH adPUHHOCTBHIO, HANPaBIEHHBIX
Ha nosepxHoctHble C-xonuesbie pomens [4, 5]. B atom
aCreKTe MPEACTABJSIOT WHTEPEC MOJLyYeHHble B HACTOS-
IeM MCCJAeJOBAHUM JaHHble 00 OTCYTCTBUM CTATUCTUYE-
cku 3Haummbix pasauumii noxasarens ADAMTSI3:AB
MEXJy HWCCJIEAYEMBIMHU TIPyIINamMH, cPOPMUPOBAHHBIMH
[0 KOJIMYECTBY POAOB, & [UISl FPYIIIIBI )KEHIIUH C TPETHU-
MM pOJaMU Pasjan4us OTCYTCTBOBAJU U NPU CPaABHEHUHU
¢ xoHTposbHOU rpynnoi. [lannas undopmanus ceune-
TEJBbCTBYET O TOM, 4TO (PUBMOJOTMYECKU MPOTEKAKOIIUe
b6epemenHocTH U (PUHMOIOrMYECKUE POAbI HE MPUBOISAT
K THUIEPUMMYHM3alMU M/WMJIM HAKOIUIEHHIO BBICOKOA(-
(PUHHBIX aHTHUTEJN, CIIOCOOHBIX 3HAYMMO WHIMOWPOBATH
AKTUBHOCTB M/uu cHrkath koHueHrpauuo ADAMTSI13.

Takum obpasom, cucrema «P-cenextun — vVWF — me-
rannonporeasa ADAMTSI13» B ycnosusx dusuomo-

TM9eCKHNX poaoB O6II&,U,8.€T HIMPOKMMHU adalTUBHbBIMU
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BO3MO>KHOCTSIMM, BBIXOASILIMMU 34 IPEAENBl CTAHAAPT-
HbIX pedepeHCHBIX WHTEPBAJIOB /s 3[0POBBIX JIUIl BHE
remocTaTMueckoro wucnoitTanus. lloseiienue Tpombo-
LIMT-CBSI3BIBAIONIEH M KOJIJIAI'e€H-CBSI3bIBAIOIICH CITOCO0-
nocreit vVWF cBuperenscrByer 0 Tom, 9ro atu aare3ms-
Hble CBOMCTBA reMOCTATUYECKOrO DesiKa UTpaloT BasKHYIO
POJIb [U1s NPEAOTBPALIEHH I YPE3BMEPHON KPOBOTOYMBOCTH
B pOJax, HO C y4YeTOM CHMIKEHUS! 3HAYeHMN COOTHOLIE-
nus vVWF:GPIb/YWF:Ag no cpaBHeHMIO ¢ KOHTpPOJIBHOM
rpynmnoit agresust vW F k konareny nmeer B oTux yciaoBu-
ax bosabluee s3Havenue. Hecmorps Ha cHUskeHMe KOHLEHT-
pauun ADAMTSI3, bakTuyecku aBykpaTHOe HapacTaHue
ee aKTUBHOCTU ODecrneuuBaeT AOCTATOYHBIA AHTUTPOM-
Goruueckuit opdexT B yCIOBUSAX MOBBIIIEHUS] KOHLEH-
Tpaumu u aaresuBHbix csoicts vWUE. Baanmopeiicrsue
mexxny VWFEF u ADAMTSI3 B ycaosuax dusmonoruue-
CKUX POJIOB U 06e3 10MoJHUTENbHBIX (PaKTOPOB PUCKA, M0~
BUAMMOMY, HE MPUBOAUT K YpPE3MEPHOMY OOpasoBaHUIO
U HaKOIMJIeHWUI0 BhICOKOAMUHHDBIX aHTUTEN, COCOOHBIX

sHaummo nHruouposars ADAMTS13.
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