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BN PE3IOME

BeepeHnue. Crictema reMocTasa UrpaeT KIlOYEBYIO POSb B MATOrEHE3€e CePAEYHO-COCYAUCTbIX 3a60NEBAHUM.

Lenb — oueHWTL UBMEHEHMS KONTMYECTBEHHBIX M KOYECTBEHHbBIX XapakTepucTuk metannonpoteassl ADAMTS13 u anturena
dakTopa don Bunnebpanaa (VWWF:Ag) y 6onbHbix ocTpbim Hdpapktom muokapaa (OVM) u nwemmnueckmum uncynstom (UN).
BonbHble n MmeToppl. B nccnepoeanue sknovero 110 GonbHbix B Bospacte 42-95 net (meanana sospacta — 64 ropa),
n3 Hmux: 65 6onbHeix OMM B BospacTte 42-81 roga (MeanaHa sBospacta — 56 net), y KOTOpbIX NPU BbINOAHEHUM QHIMO-
rpadumn obHapyxeH TPoMb03 kOpoHapHbIx apTepui, a Takxe 45 6onbHeix M B Bospacte 40-95 net (meanaHa Bospa-
cta — 70 net) ¢ Tpombo3om uepebpanbHbix apTepwit. Bcem 6onbHbiM onpegensnu antured ADAMTS13 (ADAMTS13:Ag),
aktueHocTs ADAMTS13 (ADAMTS13:AC), antutena k ADAMTS13 (ADAMTS13:AB) u vWF:Ag. O6pasupb kposu nonyuanm
npu BbiNonHEHUM aHrnorpadbun (aprepransHas U BeHosHas kposb) u yepes 24 u 120 4 nocne BLINOAHEHKUS AHrMOrpadmm
(seHO3HQS KPOBB).

Pesynbratel. B rpynne 6onbHbix OMM BhisiBneHo ysenuuenune 3Hauenuin nokasartens VWF:Ag, Beixogswee 3a BepxHiow
rpaHuLy pedepeHCHOro MHTepBana, Npu aToM y bonbHbix MM B Hauane nccneposanus sToT nokasatens 6bin B npegenax
pedepPEHCHOro MHTEPBANA M CTATUCTUYECKM 3HAYMMO HMXe No cpasHeHuio ¢ bonbHeiMM OVM, Ho yBenuumsancs yepes
24 4 v pocturan makcumyma yepes 120 u. [MNpu aHanuse namenenni nokasatens ADAMTS13:Ag yctaHosneHo, 4to oH Bbin
CTATUCTUYECKM 3HOYMMO BbilLE BO BCEX TOYKAX MCCnefoBaHums B rpynne 6onbHeix OMM no cpasHeHuio ¢ rpynnoi 60ombHbIX
MW, oaHOKO 3HOYEHMS AAHHOTO NMOKA3ATENSs HE BLIXOAMIM 30 Npeaensl pepepeHCHOro MHTepeana y 6onbHbIx 0benx rpynn.
B 1o e Bpems nokasatens ADAMTS13:AC Bo Bcex TOUKOX MCCNEROBAHMS Bbil CTATUCTMHECKM 3HAYMMO Bbille Y HOMbHbIX
MM no cpasrenuto ¢ rpynnoi 6onbHeix OUM, a nokazatens ADAMTS13: AB, Haoboport, 8 rpynne 6onbHbix OVM 6bin
CTATUCTUYECKM 3HOYMMO BbILLE BO BCEX TOYKAX MCCNEAOBAHMS MPU CPABHEHMM C TAKOBBIM AJ1st rpynnbl 6onbHbix N
3aknioueHume. [pu UccnefoOBAHMM ABYX MATOrEHETUYECKMX MOAENEN TPOMBOOBPA30BAHKS YCTAHOBNEHO OTCYTCTBME B3A-
nmocssan mexay nokasarenem VWF:Ag 1 konnyectseHHbIMK MK KavecTBeHHbIMM XapakTepuctukammn ADAMTS13. Yeenu-
yenue nokasarens ADAMTST3:AB npu OMM moxeT paccmaTtpureatbes Kak npuumnHa cHmxenus nokasatens ADAMTS13:AC
Y 3TUX BOMbHBIX.

Kniouesbie cnoea: axktvsHocts ADAMTS13, anturen ADAMTS13, antutena k ADAMTSI3, anturen daktopa o Bunnebpanaa, octpbiit MHpapkT Muokap-
00, MWLEMNYECKMIA MHCYNLT
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BN ABSTRACT

Introduction. The hemostasis system plays a key role in the pathogenesis of cardiovascular diseases.

Aim — to evaluate changes in quantitative and qualitative characteristics of ADAMTS13 metalloprotease and von Willebrand
factor an tigen (VWWF:Ag) in patients with acute myocardial in farction (AMI) and is chemic stroke (IS).

Patients and methods. The study in cluded 110 patients aged 42-95 years (median age — 64 years), of which: 65 patients
with AMI aged 42-81 years (median age — 56 years) who had coronary artery thrombosis during an giography, as well
as 45 patients with IS aged 40-95 years (median age — 70 years) with diagnosed cerebral artery thrombosis. All patients
were tested for ADAMTS13 an tigen, ADAMTS13 activity, an tibodies to ADAMTS13 and vWF:Ag. Blood samples were ob-
tained during an giography (arterial and venous blood) and 24 and 120 hours after an giography (venous blood).

Results. In the group of patients with AMI, an in crease in the values of the vWF:Ag in dicator was revealed, which went
beyond the upper limit of the reference in terval. In patients with IS, at the beginning of the study, this in dicator was within
the reference in terval and was statistically significantly lower compared to patients with AMI but in creased after 24 hours
and peaked at 120 hours. When an alyzing changes in the ADAMTS13:Ag in dicator, it was found that it was statistically
significantly higher at all points of the study in the group of patients with AMI, compared with the group of patients with IS,
however, the values of this in dicator did not go beyond the reference in terval in patients of both groups. At the same time,
the ADAMTS13:AC in dex at all points of the study was statistically significantly higher in patients with IS, compared with
the group of patients with AMI, and the ADAMTS13:AB in dex. On the contrary, in the group of AMI patients, this in dicator
was statistically significantly higher in all points of the study when compared with that for the group of patients with IS.
Conclusion. The study of two pathogenetic models of thrombosis demonstrated the absence of a relationship between
the VWF:Ag in dex and the quantitative or qualitative characteristics of the ADAMTS13 metalloprotease. At the same time,
an in crease in ADAMTS13:AB in AMI can be considered as the reason for the decrease in ADAMTS13:AC in these patients.

Keywords: ADAMTS13 activity, ADAMTS13 an tigen, an tibodies to ADAMTS13, von Willebrand factor an tigen, acute myocardial in farction, is chemic stroke
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BBenenue
Cepaeuno-cocynucrsie (CC3) as-
JISTIOTCSI OJHOM W3 BeNyIINX TPUYUH s3aboseBaemo-

3abosieBaHU S

CTM M CMEPTHOCTM HACEJEHUS B PasBUTBIX CTPaHaX.
Pacnpocrpanenne CC3 B mupe sacrasBuio Bo BTOPOH
nososune XX B. rosoputs 06 snugemuu CC3, uro or-
pa’kaeT CeroAHSIIHION KapTuHy. B nHacrosmee Bpems
cmeprHocts o1 CC3 sanumaer nuaupyoiye nosunuu
B MUpe€, HU OJHA APyTras NPUYMHA HE IIPUBOJUT K TAKO-
my xosamnuectBy cmepreit, kak CC3. Ilo ouenxkam BO3,
B 2016 r. or CC3 ymepau 17,9 man uenosek, uro cocra-
Buiao 31 % Bcex cayvaeB cmepru B mupe, 85 % srux
CMepTEN MPOM3OIIIO B pedyJibTaTe MHPAPKTa U MHCYJIb-
ta [1].

Cucrema remocrasa urpaer KJIOYEBYI POJIb B IAaTO-
reneze CC3, urTo moaTBep >k[€eHO B MHOIOYMCJEHHBIX
uccaepoBanusx. BosneilicTBue Ha cucremy remocrasa
SIBJISIETCSI OCHOBHOM ITO3MIIMEN NPU KOHCEPBATHBHOM
neuenun CC3. Paccmarpusas npouecc tpomboobpa-
30BAHUS KaK CJIOXKHEHIIYI MHOIOKOMIIOHEHTHYIO CH-
CTEMHYI0 PEaKLUI0 OPraHU3Ma, 3aBUCSLIYI0 OT OIPOM-
HOT'O KoJnyecTBa (PaKTOPOB, UHTEPEC NPEACTABISIET UX
B3aumopelicTBue. B mocsenHue gecsaTUJIETUS BeIeTCS
usyueHue (pU3NOJOTMYECKOTO U MNATOJOIMYECKOTO B3a-
umopeicTBus mexay merasnonporeasoi A Disintegrin
And  Metalloproteinase ~ with ~ ThromboSpondin
type 1 motif, member 13 (ADAMTSI3) u dakropom
don Bunnebpanna (VWF) na pasnuunbix kaunuuge-
ckux mogensx. OO6CyKAAOTCA TUMOTE3BI O HAJIUYIUU
B3aMMOCBSI3U MEX/y JIOKaJusanued Tpombosa 1 moxa-
sareassmu ADAMTSI3 u vWF [2-5]. Brickasano npen-
noJsioykeHue, 4To ecau sHauumblit gepunur ADAMTS13
JeKUT B OCHOBe TpomboobpaszoBaHus mpu TpombOTH-
4eCKOU TPOoMOOLUUTONEeHUYEeCKOH MypIype, TO yMepeH-
ubtit Hegocrarok ADAMTSI13 mosxker pacecmarpusarbes
B KadyecTBe (aKkTOpa PUCKAa PasBUTHUs OCTPOro uHpap-
kra muokapaa (OVMM) wu wmmemunueckoro wuHcysabra
(MN) [6]. ducbananc B niasme KpoBU B BUJAE HHU3KOM
akrusHoctu ADAMTSI3 u BbicOkOIT KOHIEHTpanuu
vWF moxer npeapacnonarare x CC3, B uwacrHOCTH
k OVMMM u MU [4, 5]. Ognako KoHKpeTHble MeXaHU3-
MBI, peaJM3yIoline 9Ty B3aUMOCBSI3b, HE OINPEAEsIEHBL.
Kpome Toro, B GoabliuHCcTBEe Mccae0BaHUN OLleHUBa-
au toabko oaHy xapakrepuctuxky ADAMTSI3 — an-
turen ADAMTS13 (ADAMTSI13:Ag) nnu aktusHOCTD
ADAMTSI3 (ADAMTSI3:AC) u He wuccaenosanu
nannuue anturea xk ADAMTS13 (ADAMTSI13:AB).
IlpencraBnenune o mexaHuamax B3aMMOIEUCTBHUS B CH-
creme VWFEF u ADAMTSI3 moxer moBAusITH Ha MOHU-
maHue 0 PyHKLIMOHUPOBAHUY CBEPTHIBAIOLIEN CUCTEMBI
KpoBH B ueaom [5, 7].

Ilesn HacTosIero mcciaesoBaHUS — OLEHUTHL U3MEHe-
HUSI KOJWYECTBEHHBIX M Ka4eCTBEHHBIX XapPaKTEPUCTUK

ADAMTSI3 u anturena vWF (VWF:Ag) y Gonbubix
OUM u NN.
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Marepuasasr 1 meToabI

NccnenoBanue Boimoaneno ¢ 05.04.2021 o 28.02.2022
Ha 6ase Cankr-IlerepOyprckoro 'BY 3 «J'oponckas 60b-
auna Ne 26». B uccnenosanme Braounan 110 GospHbIX
B Boapacte 42-95 ner (menmana Bospacta — 64 rona),
MOJLy4YaBLIMX CTaluoHapHoe Jjeuenue B cBssu ¢ OVIM
¢ aneBanmeit cermenTa ST Ha anekTpokapauorpamme, Be-
pudUIMPOBAHHBIM NPU BBINOJHEHUU KOpoHaporpaduu
Tpomb0O30M KOpPOHApHBIX apTepuii, a Tak>ke OOsbHbIE
N, y KoTOpbIX NpH BBHINOJHEHUU LepebpaJsibHOM aHTU-
orpadun Obln BbIsIBIEH TPOMOO3 MHTPAKPAHUAJBHBIX
otnesos G6paxuonedanbubix aprepuil. [lpu BrIOUeHUU
B MCC/IeflOBAHUE BCe OOJIbHBIE MOJNUCATU AOOPOBOJIb-
Hoe uHpopmuposanHoe cornacue. llonyueno nososku-
TeapHOE 3aKJIOUYeHHe JOKAJBHOTO 3TUYECKOro KOMHTETAa
CIl6 I'BY 3 Joponckas Gonpuuna Ne 26» (mporoxoa Ne 1
or 25.02.2021).

Huarnosst OVIM u NI 6b11m ycTaHOB/IEHBI HA OCHOBA-
HUM OOIIENPUHSATHIX KJIMHUYECKUX U JaOOpaTOPHO-UH-
CTPYMEHTAJIBHBIX KPUTEPUEB, M3JIOKEHHBIX B KJIMHUYE-
ckux pexomeHpauusax MuHucrepcrBa 3apaBoOXpaHeHMsT
Poccuiickoit Depepanuu «Octpoiit undapkr muokapaa
¢ nogbemom cermenta ST anexrpoxkapauorpammen» [8]
n JmemnueckuMii MHCY/NIBT M TPAHSUTOPHAS HIIEMHUYE-
ckast araka y B3pocasix» [9].

st mckirroueHnst HOBOM KOPOHABHPYCHOM I/IHd)eKLu/m
(COVID-19) Bbimonusiim uccaenosanusi HasodapuHre-
aJIbHBIX MAa3KOB METOJOM MOJMMEpPA3HOM LEMHON peak-
unu. Kpurepusamm wnckiovyeHUs, NOMUMO BbISIBJEHUS
y 6oababix COVID-19, 6b1510 yKa3aHMe B anamHe3e Ha pa-
Hee TepeHeceHHble TPOMOO3bl, KPOBOTEYEeHMs, KOTOpbIe
TpeGoBaau obpalieHns 3a MeAMIMHCKON MOMOILbIO, Ha-
JMYHe 3J0Ka4eCTBEHHbIX HOBOOOPA3OBAHUI U CUCTEMHBIX
3a00eBaHUI COeIMHUTEIbHON TKAHMU.
vccre0oBaHus  OBLIO UW3YYUTb U3MeHe-
nus nokasarenein  ADAMTSI3:Ag, ADAMTSI13:AC,
ADAMTSI3:AB u anturena vVWF (vVWF:Ag) na npors-

JKE€HUU IIEPBbLIX 5 CyT. OT MOMEHTa yCTAaHOBKU AMAarHo3a

3anauert

y 6oababix OVIM, 00ycaoBaeHHbIM TPOMOO3OM KOpOHAP-
HbIX apTepuil, u y 6onpubix IV ¢ Tpombosom nepebpasin-
HbIX aprepuil. [{ysaiin ncciegoBaHmus npeacTasieH HA pU-
cynke 1.

[Tocsne BEIMONHEHMS, B COOTBETCTBUM C MEAMIIMHCKUMU
NOKa3aHUAMY, KOpOoHapoaHruorpaduy uau unepedpasib-
HoOU anruorpaduu, GosibHble OBLIM pasfeseHbl Ha [Be
rpyIIIbl B 3aBUCUMOCTH OT bacceiiHa Tpombosa: KopoHap-
upiit (OMIM) nnu uepebpansusiit (V111).

B nepsyto rpynmny Bouum 65 6oasabix OVIM B Bospacre
or 42 no 81 rona (meanana Bospacra — 56 ser): 556 my>kunn
84,6 %) u 10 xenmmun (154 %). Bcem Gonbhubim manHoi
rpyNIbl, M0 pedysbratam KopoHaporpaduu, 6bIn BbIIOJI-
HeHbI 0aJIJIOHHASI AHTMOIIACTUKA U CTEHTHPOBAHUE CUMII-
tTom-cBsianHoi aprepun. (Dapmakorepanuio HasHauaau
C y4eToM IOKa3aHWH M MPOTUBOIOKA3aHUN K IpUMEHe-
HUIO JIeKApCTBEHHBIX cpeAcTB [8], ona Hocuna nepconudu-

| 2022; 67(3): 367-376 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA|] | TEMATONOTKA 1 TPAHCOY3UONOTAS | 369



| OPUTUHATIBHBIE CTATbU | ORIGINAL ARTICLES |

6onbHeie OVM
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Toukn 112
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point 3 point 4

BonbHbIe, BKIOYAEMbIE B MCCNIEA0BAHNE
patients included in the study

6onbHbie M
patients with IS

PucyHok 1. [lusaiin uccneposanus
Figure 1. Study design

LMPOBAHHBIA XapaKTep M BKJIOYaJa aHTUAHTMHAJBHYIO,
IUIIOTEHSUBHYI0, THUIOJUINAEMUYECKYI0 (BBICOKME 03Bl
CTATMHOB), AHTUTPOMOOTHYECKYIO (aLeTHIICAINLNIIOBAS
kucsora, unruburoper P2Y12-, GPIIb/Illa-penentopos
TpomMOOLUMTOB, HeppPaKIMOHUPOBAHHBIA MJIM HU3KOMOJIE-
KyJISIPHBIA renapuH), NPy HEOOXOAMMOCTH — AHTHAPHUT-
MHYECKYI0 TEpAINio, WHOTPOIHYI0 U Ba3ONPECCOPHYIO
HOJ/IEPKKY, IPOTE3UPOBaHUE BUTAJIBHBIX QPyHKIMIA.
Bropyto rpynmny cocrasuau 45 6onpubix MN: 18 mysx-
auH (40 %) u 27 sxenmun (60 %) B Bospacte ot 40 1o 95 ner
(menunana Bospacta — /0 net). Bece Gonbhble, BrIOUen-
Hble B TPYIIly, UMeJU KJIMHUYECKUE U HEHPOPaANOJIO-
ruueckre (paHHUE KOCBEHHbIe NMPU3HAKU liepebpaJibHOM
uIIeMuU Mo AaHHBIM KomnbiotepHoit Tomorpaduu (KT),
KT-nepdysun, oxkarosupyioliee nopaskeHue MHTpaKpa-
HUAJIBHBIX OTAEJIO0B OpaxuouedaabHbIX apTepuii MO JaH-
upim KT-anrmorpaduun, npusnaku ocrporo HapyeHus
MO3rOBOr0 KpPOBOOOPAILEHUsI MO MIIEMHUYECKOMY THILY
Ha CbOHe OKKJIIO3UM KPYITHOMU uepe6panLHof/’1 apTepuu.
Bcem GosnbHBIM 8TOM rpymnmbl A1 BOCCTAHOBJIEHUS] KPO-
BOTOKa Oblila BBINOJHEHA Olepalusi TPOMOIKCTpaKIuu
M3 MHTpaKpaHUAJbHBIX OTAEJIOB COHHBIX apTepuil, Ha-
NpaBJIeHHAasl HA BOCCTAHOBJIEHHE KPOBOTOKA B LiepebpaJib-
Hbeix aprepusix. Papmaxkorepanuio HasHAYaIM C y4YETOM
NOKa3aHUN M NPOTUBOMNOKA3aHUI K NPUMEHEHUIO JIeKap-
cTBeHHBIX cpencts [9], ona Hocua nepconudupoBaH-
HBIH XapaKTep, BKJIOYaJa FMIOTEH3UBHY 0, TUIIOIUIIN/E-
MUYECKYI0, AHTUTPOMOOTHYECKYIO (ALeTHICaTNIMIOoBasT
kucsoTa, nuaruburopst P2Y12-penenropos rpombonutos,
HUBKOMOJIEKYJISIPHBII TeNapuH C YY4eTOM BBIPa’KEHHOCTH
HEBPOJIOrMYecKoro AedumnTa), HEHPONPOTEKTOPHYIO Te-

370

panuIio, TEPAINIO, HANIPABJIEHHY O HA YJLyYlleHe BOCCTa-
HOBJIEHUSI HEBPOJIOTUYECKUX PYHKIIUH, TPU HEOOXOU MO-
CTM — NPOTE3MpPOBaHUE BUTAJbHBIX DYHKIUHA.

Y Bcex O6OJBHBIX,
Obutn onpepeseHbl caeayoomMe nokasarean: vWI:Ag,

ADAMTSI3:Ag, ADAMTSI3:AC u ADAMTSI3:AB.

Nccnenosanu o6pa3um KPpOBH, 0T06paHHBIe B4 TOuKax mc-

BKJJIIOUEHHBIX B MCCJaeagoBaHUeE,

caeposanus. Touka | — aprepuanbHas KpoBb, MOy 4YeH-
Hasi P BHINOJIHEHUM KOpOoHapoaHruorpaduu y 60abHbIX
OVMM u uepebpanbnoit anruorpaduun y 6ombsubix M.
Touka 2 — BeHO3HAst KPOBB, NOJYYEHHAS Y 9TUX JKe OOIb-
HBIX B 9TOT K€ MOMeHT BpemeHu. Toukn 3 u4 — BeHosHas
KpOBb, nosyuyeHHas yepes 24 u u 120 u or momenTa BBIIOI-
HeHMsi kopoHaporpaduu uamu nepebpasbHON aHruorpa-
dbun. [1nsa uccnenosanus B npobUpKy ¢ IUTPATOM HATPUs
3,2 % sabupasnu 5 ms kpoBu u nertTpudyruposau (1a6o-
paropnas uenrpugyra «Beckman Coulter»). [loxyuennyro
nnasmy (aBa uaeHTHYHbIX oOpasua no 1,0 ms) nepenocu-
JU B MUKpOLEeHTPpUdy K Hble TPOOUPKU U 3aMOPa’KUBAJIH
npu remneparype —20 °C.

Konuyecrsennyio ouenky vWEF:Ag Bemonnsiu ¢ wmc-
noab3oBaHuem Tect-cuctembl «HemosilL» Ha aBromaru-
geckom anasmsatope «ACL Elite Pro» (Instrumentation
Laboratory, CIIIA). Konnuecrsennsiit (ADAMTSI13:Ag)
u kauectsenubii (ADAMTS13:AC) nokasarenu, a Takske
ADAMTSI3:AB uccnenosanu ummynodpepmeHTHBIM Me-
tTopom Ha anasusarope «Infinite®F50» (Tecan, Auraus).
B uccnenosanum dbupmbr

TECHNOZY M».

HJ'IH OLIEHKHM ITIOJIYY€HHbIX PE3yJ/bTAaTOB HMCIOJIb30BaJM

VICITIOJIB30BAJIN peareHTbl

peCl)ePeHCHI)Ie HHTEPBAJbI, YCTAHOBJIEHHbBIC IIDOU3BOAUTE-
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PucyHok 2. Mamererns nokasateneit VWFAG y GonbHbix OVIM (n = 65) u Gonbrbix U (n = 45). Pazaudma mexny cpasH1BaemsimMm rpynnamm
CTATUCTMYECKM 3HAUMMB B Toukax ucenegosarua 1, 2 n 4 (p=0,017; p=0,003 u p = 0,005 cooteetcTseHHo)

Figure 2. Changes of vWWF:Ag in patients with AMI (n = 65) and in patients with IS (n = 45). The differences between the two groups at points of the
study 1, 2 and 4 are statistically significant (p = 0.017: p = 0.003 and p = 0.005 respectively)

J1eM J1IabOPAaTOPHBIX PEATeHTOB /ISl IPUMEH sIeMbIX METO/IOB
uccaeposanus: vVWF:Ag — 50-160 %; ADAMTSI13:Ag —
0,41-1,41 ME/mm; ADAMTS13:AC — 0,4-1,3 ME/mn
u ADAMTSI3:AB — 0,1-12 ME/ma.

Cmamucmuueckud anarus. CTaTUCTUYECKM aHAINU3 Bbl-
NOJTHWIM ¢ npumeHeHneMm nporpammsl «StatPlus Pro 7.6.1»
(AnalystSoft Inc., Kanapma). dns ouenxwm snaummoctu
pasan4uii Mexxay rpynmnamu ucnosabsosanu U-kpurepuii
Manna — Yurau. [lna ouneHku 3HAYMMOCTH pasianduil
3aBUCHMBIX BbIOOPOK HCMOJIb30OBATU KPUTEPUIN 3HAKOB
7151 TapHbIX BbIOOpOK. Pasgnuuusa cunranu cratuctuyecku
sHauumbIMu npu yposHe sHauumoctu p < 0,05. [lanubie
B TeKkcTe M Tabiuuax NpeaCTaBIeHbl B BHUJAE MeAUAHBI
u me>xkBapTuabHoro unrepsaia [MKIH].

Pesyabrars:

Menuaner nokasareas vWF:Ag obpasuos aprepuasb-
HOW 1 BEHO3HOI KPOBH, B3SITOU NPU MOCTYIIEHNH (TOUKYM
uccnenosanus 1 u 2), He UMenun pasanuMii Kak B TpyIe
6onbubix OVIM, Tak u B rpynne 6oasusix VU (puc. 2).

IIpu srom pasnuums sTHUX mHOKasaresed NIPU CpaBHe-
HUM MEXAY ABYMSI M3y4aeMbIMU IpPyNIaMM ObLIM CTa-
tuctuuecku sHauumbimu (197 % [132-240] »u 202 %
[142,3-256,9] nporus 149,3 % [128-193] u 146,3 %
[124,8-201]; p = 0,017; p = 0,003 gnsa Trouek nccaenoBanus
1 u 2 coorBercrBenno). B rpynne 6oapusix MM mennana
nokasaresnss vWF:Ag He Brixoaunia 3a BEpXHIOIO IPaHULLY
pedepeHcHoOro uHTEpBaJa, B TO BpeMsi Kak B rpyTirne 6oJb-
ubpix OMMM — npesbiana ee. B rouke nccnenosanus 3
(24 4 or momeHTa BbINONHEHUS aHTHOrpaduu) B rpyIIe
6onbubix M1 saperncTpupoBaHO CTATMCTHYECKU 3HAYH-
MOe€, BBIXOJSILIME 3a BEPXHIOW IpaHULly pedepeHCcHOro
VMHTepBaJa, yBeJudeHe MeauaHbl nokasarenas vWIEF:Ag

(p = 0,008 up = 0,019, pnsa Touxn 1 (149,3 % [128-193])
utouku 3 (199,8 % [144,5-230]); rouxu 2 (146,3 % [124,8—
201]) u Touxu 3 (199,8 % [144,5-230]) cooTseTcTBEH-
HO), IIPM 9TOM PasJM4Ms IPU CPABHEHMU C MOKa3aTeseM
vWTF:Ag B Touke 3 pua rpynnst 6oasabix OVIM He otmeua-
noce. [lannas sakonomepHocTs auist rpynmnst 6onpHbix N
Taxske umesa mecto B Touke ucciaemosanus 4 (120 4 or mo-
meHnTa Boinoanenus auruorpadun) (p = 0,002 nas rouex 1
(149,3 % [128-193]) u 4 (203,5 % [176,5-329,3]) u nas To-
gek 2 (146,3 % [124,8-201]) u 4 (203,5 % [176,5-329,3])).
IIpu asrom mnokasarens vVWF:Ag nns rpynmsr 6oabHBIX
OUM B Touke 4 (178,9 % [144,8-211,7]) 6b11 cTaTucThye-
cku saaunmo Huke (p = 0,005) no cpaBHeHuUIO ¢ TAKOBBIM
nss rpynnst Goasusix MU (203,5 % [176,5-329,3]).

Y 6oabubix OMM noxazarenrs ADAMTSI13:Ag 6w
CTATUCTUYECKU 3HAYMMO Bbllle B obpasnax apTepu-
anbuoit kposu (1,26 ME/mn [1,14-1,28] u 1,1 ME/ma
[0,97-1,29] pns Ttouex 1 u 2 coorsercrBenno; p = 0,031).
B rpynne 6onpubix MM Takas sakoHomepHOCTb He oTMe-
yanace. Menunana nokasarenss ADAMTSI3:Ag y 6oab-
ueix OVMIM Bo Bcex Toukax uccnemosanust (1,25 [1,14—
1,28]; 1,1 ME/ma [0,97-1,29]; 1,13 ME/ma [1,056-1,27];
1,27 ME/mn [1,19-1,34]) Oblna cTaTUCTHUYECKH 3HAYUMO
BBILLIE, NIPU CPABHEHUM C AHAJOTMYHBIMM PE3YJIBTATAMU
y Gonpupix UM (0,96 ME/ma [0,86-1,09]; 1,01 [0,88-
1,12]; 1,02 [0,89-1,14]; 1,01 [0,88-1,12]; p = 0,001; p = 0,027;
p =0,003; p = 0,001 coorsercTBenno) (puc. 3).

B To >xe Bpems, nokasarens ADAMTSI3:AC (puc. 4)
BO BCEX TOYKAX HCCJAEMOBAHUS OBLI CTATUCTUYECKU 3HA-
aumo Bbiwe y Goabubix VIV, mo cpasaenuio ¢ rpynmnoi
6oabaeix OMUM: 1,36 ME/ma [0,96-1,56] u 0,99 ME/ma
[0,85-1,2], p = 0,01; 1,46 ME/ma [1,12-1,67] u 1,08 ME/ma
[0,98-1,46],p =0,003; 1,47 ME/mn [1,21-1,67]u 1,12 ME/ma
[0,94-1,33], p = 0,001; 1,46 ME/mn [1,24-1,68] u 1,11 ME/
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PucyHok 3. Mamerenns noxkasareneit ADAMTS13:Ag y Gonbrbix OUM (n = 65) u Gonbhbix MW (n = 45). Pasnnung mexny cpasHMBaembiMu rpynnamu CTATUCTUHECKM 3HAYMMbI BO
Bcex Toukax nccnegosanus (p=0,001; p=0,027; p=0,003 1 p = 0,001 cooTseTcTseHHo)

Figure 3. Changes of ADAMTS 13:Ag in patients with AMI (n = 65) and in patients with IS (n = 45). The differences between the two groups at all points of the study are statistically
significant (p = 0.001; p = 0.027; p = 0.003 and p = 0.001 respectively)
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PucyHok 4. Vamenenns nokasateneit ADAMTS13:AC y 6onbhbix OVIM (n = 65) v GonbHbix U (n = 45). Pasaudus mexay cpasHUBAEMbIMM FRYINAMU CTATUCTAYECKM 3HOYUMbI BO
Bcex Toukax nceneposanus (p=0,01; p=0,003; p=0,001 u p= 0,001 coorsetcreeHHo)

Figure 4. Changes of ADAMTS13:AC in patients with AMI (n = 65) and in patients with IS (n = 45). The differences between the two groups at all
points of the study are statistically significant ([p = 0.01; p = 0.003; p = 0.001 and p = 0.001 respectively)

Tabanua 1. ADAMTS13:AC 1 uacToTa BcTpeuyaemocTn cnyyaes ¢ Buicokumm sHauermnamm ADAMTS13:AC y 6onbHbix MM u OVIM
Table 1. ADAMTSI13:AC and incidence of cases with high levels of ADAMTS13:AC in patients with IS and AMI

ADAMTS13:AC
Touka 2 / point 2

Ipynnbl 60nbHBIX
Groups of patients

Touka 1 / point 1

Touka 3 / point 3

Touka 4 / point 4

BonbHbie N n=23 (51,1 %) n=29 (64,4 %) n=27 (60 %) n=232(711%)
Patients with IS 156 [1,47-1,65] 1,50 [1.47-1.68] 166 [1,54-1,75] 163 [1.48-172]
BonbHeie OUM n=13(23,1 %) n=25(38,5%) n=20 (30,8 %) n=15(231 %)
Patients with AMI 1,53 [1,31-182] 1,54 [1,47-1,69] 1,39 [1,35-1,50] 170 [1,32-177]
p p=0065 p=0,34 b =0,006 p=099
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Ta6nuua 2. VWF.Ag y 6onbhbix M OMM co snauenmamn ADAMTST3:AC sbiwe BepxHix pedepeHCHbix 3HAYeHUM 1y GONbHBIX C HOPMATEHBIMM

sHaueHmnamn ADAMTST3:AC

Table 2. WVF:Ag in patients with high ADAMTS13:AC and in patients with normal ADAMTS13:AC

Ipynnei 6onbHbIX

vWF:Ag

Groups of patients

touka 1 / point 1

Touka 2 / point 2 touka 3 / point 3 Touka 4 / point 4

i(;’:;l;;g]@:szlCOKMMM 3HAYEHUIMU h=23 h=20 h=27 =32
Patients with IS with high values 166’689 o ]é\s’gz 3 ]842’2) 199]
of ADAMTS 13:AC [120,5-18909] [124,8-182,4] [136,1-208,4] [176,6-287]
bonbhbie MU c HopmanbHbIMK

=22 n=106 n=18 n=13
3Hauennamn ADAMTS13:AC "
Patients with IS with normal values 3(1)482/583 291373’2609 8205,33 o 30%3
of ADAMTS 13:AC [130,8-183] [126,3-2109] [186,6-230] [197.7-330]
p p=0,69 p=0,34 p=0,1 p=0,19
z%?;t:;g]g-lﬂ*é\ C BbICOKMMU 3HAYEHUSAMU h=13 h=25 h=20 h=15
Patients with AMI with high values 293.7 1801 1975 142.8
of ADAMTS 13:AC [238-3494] [123,7-219,5] [1778-200,5] [130,1-1779]
bonbHbie OMM c HopmanbHbIMK _ _ _ _
sHaueHnsmu ADAMTS13:AC n] 59492 n2]74§(3) 24]4}5 q82]§
Patients with AMI with normal values ! ! ! !
of ADAMTS 13:AC [111,1-221,5] [171,8-256,5] [158,5-242,7] [145,1-2393]
p p=0,8] p=0,18 p=007 p=0,04

Tabnuua 3. Hacrora BcTpeuaemocTn cnyyaes ¢ Boicokum yposHem aktneHocTr ADAMTST3:AB & rpynnax Gonbheix MM OUM
Table 3. The incidence of cases with a high level of ADAMTS13:AB activity in groups of patients with IS and AMI

lpynnbl 6onbHbIX ADAMTS13:AB

Groups of patients Touka 1 / point 1 Touka 2 / point 2 Touka 3 / point 3 Touka 4 / point 4
bonbHbie UA B o _ o _ 9 _ 0
Patients with 1S n=5(111%) n=231(6,7 %) n=2(4,4%) n=3(6,7%)
BonbHbie OMM _ o _ 5 _ 9 _ °
Patients with AM| n=15(231%) n=20 (30,8 %) n=15(231 %) n=10 (154 %)

ma [0,89-1,23], p = 0,001 pna Touek 1, 2, 3 u 4 coorserct-
serHo. Kpome Toro, y psaa 601bHBIX 13 00€MX TPy 10~
kasarear ADAMTSI13:AC Boixonuna 3a npenesbr BepxHero
pedepenchoro yposus. Kak BuaHo us nanubix, npeacras-
neHHbIX B Tabsnuue 1, B rpynne Gonbubix MV nosbienue
snauennit ADAMTSI3:AC Bo Bcex KOHTPOJBHBIX TOY-
Kax MccJeqoBaHUsl OOHAPY>KeHO GoJiee Yyem y TIOJOBUHBI
6onbHBIX, B TO Bpems Kak y Goapnbix OVIM ato aBie-
Hue BcTpevasnocs pexe. Ilpu srtom menmana mokasarens
ADAMTSI3:AC, paccumrannass ajss NOATrpyHmnsl 0OJb-
veix VIV, n noseimenssim 3Hauenuem ADAMTSI13:AC,
Obl1a CTATUCTUYECKU 3HAYMMO Oosiblie, MPU CPaBHEHUU
C AHAJIOTMYHBIM MOKAa3aTeseM /sl MOArPY bl GOJbHBIX
OVM u nossimienssim 3gauenuem ADAMTSI3:AC.

Kpome toro, B rpynne 6oasasix OVIM ormeueno cra-
TUCTHUYECKM 3HAYMMOE yBeJUYEHNE MeNaHbl TOKa3aTeJs
ADAMTSI3:Ag B Touke uccnenosanus 4 1Mo cpaBHEHUIO
¢ Toukamu uccaeposanus 2 u 3 (1,27 ME/ma [1,19-1,34]
nporus 1,1 ME/ma [0,97-1,29] u 1,13 ME/ma [1,06-1,27];
p =0,001 up = 0,002 coorBeTcTBEHHO).

ITpu conocraBnennn nokasareneit vVWF:Ag B rpynmax
6onbubix IV u OMIM, pasnenennbie Ha MOArpyNIbI C BbI-
cokumu u HopmaabHbimu sHadeHusmu ADAMTSI3:AC

(Taba. 2), 3HAYMMBIX PA3JIUYUIL HE BbISIBJIEHO, 33 UCKJII0Ye-
Huem Touku 4 y 6onbubix OVM.

IIpu nccaenosanun noxasarens ADAMTSI3:AB seias-
JIEHBI CJIeAyoIe 3akoHomepHOCcTH (puc. 5): meauaHa mo-
kasarenss ADAMTS13:AB B rpynne 6oapasix OV1M 6bu1a
3HAYMMO GoUTbIIIE BO BCEX TOUKAX UCCJIEIOBAHUS TPU CPaB-
HEHMM C TakoBoi ausa rpynnsl 6onsubix N (3,72 ME/ma
[3,04-10,2] nporus 2,89 ME/ma [1,47-592], p = 0,005;
4,21 ME/ma [2,83-15,47] nporus 2,6 ME/ma [1,46-5,21],
p = 0,001; 4,08 ME/ma [2,29-11,4] nporus 2,08 ME/ma
[1,46-4,56], p = 0,001; 4,73 ME/ma [3,37-10,7] nporus
3,76 ME/ma [1,86-5,28], p = 0,001; gnst Touek 1, 2, 3 u 4
COOTBETCTBEHHO). Y psja GONbHbBIX U3 06ENX MCCIIeyeMbIX
rpynn snavenus nokasdareass ADAMTSI3:AB naxonunauncs
BbILIE BEpXHEHU ped)epeHCHof/’I rpaHuIbl, TP 3TOM JaHHOE
aBsieHMe yae otTmedasock y boababrx OVIM (taba. 3).

OG6cyxpaenne

B rpynne 6onbubix OVIM BoIIBrEHO yBenuuenue 3Ha-
genust VWF:Ag, BeixonuBiee 3a BepxHIOW rpaHuUIly pe-
¢depencrHoro umutepBasa (puc. 2), 4TO SABJISJIOCH OKU-
naembim pesysbratom [10]. B To Bpems xak y GombHBIX
NI sror mokasaresb ObLI 3HAYMMO HUXKe B TOUKax |

| 2022; 67(3): 367-376 | RUSSIAN JOURNAL OF HEMATOLOGY AND TRANSFUSIOLOGY (GEMATOLOGIYA | TRANSFUSIOLOGIYA] | TEMATONIOTMS M TPAHCOY3MONOTAA | 373



| OPUTUHATIBHBIE CTATbU | ORIGINAL ARTICLES |

——0UM / AMI

Meamnana ADAMTS:AB, ME/mn
Median ADAMTS:AB, IU/ml
!\J
[6,]

4 /\\/

&N /IS

Touka 2
point 2

Touka 1
point 1

Touka 4
point 4

Touka 3
point 3

PucyHok 5. Mamerenna noxkasareneit ADAMTS13:AB y Gonbrbix OMM (n = 65) n Gonbrbix U (n = 45). Pasnnuna mexay cpasHMBaembsimMmi rpynnamu CTATUCTUHECKM 3HAYMMbI BO

Bcex Toukax vccnegosanma (p =0,005; p=0,001; p=0,001 u p=0,001 coorsetcreeHHo)

Figure 5. Changes of ADAMTS 13:AB in patients with AMI (n = 65) and in patients with IS (n = 45). The differences between the two groups at all points
of the study are statistically significant (p = 0.005; p = 0.001; p = 0.001 and p = 0.001 respectively)

u 2, npu cpaBHeHuu ¢ rpynnoi 6onpabix OVIM, u Tonbko
gepes cyTku (rouka 3) snauenne vWIF:Ag y Goababix 11
3HAYMMO yBEJIUYNBAJIOCH, JOCTUrAs] MAKCUMyMa B TOYKE
uccaenoBanus 4 M 3HAYMMO NPEBBIIAJIO AHAJOTMYHBIN
nokasarenas y Goabnbix OVIM. Boisinennoe B nacros-
1M MCCJIEOBAHUU OTCYTCTBHE 3HAYMMOIO yBEJTUYEHU S
nokasaaresneit vVWIF:Ag y Gonbubix NI nossonsier npen-
MOJIOXKUTH, YTO MNMOBbIleHUe 3HadeHuss vWI:Ag B Goub-
el CTEneH! OTPAXKAET PEAKLMI0 OPraHU3Ma Ha CTPece
W, B MeHbllIel cTeneHu, — mpouecc TpomboobpasoBaHusl.

Hecmorpss na Gonee Huskue 3HaueHUs NoOKazaTeJss
vWF:Ag B rpynne 6oabubix M no cpasnenuro ¢ ana-
JoruYHbIM nokasaresem y Goapnbix OVIM B Toukax wnc-
ciaenoBanus 1 u 2, megmana moxazareas ADAMTSI13:AC
B rpymnmne Gombubix VM Gbuia crarucrnyecku sHadmmo
BbILIE, IO cpaBHeHMIO ¢ 6boabHbiMu OVIM, u 1o pasnuune
ObLIO 3HAYMMO BO BCEX YeThbIPeX TOYKAX MCCJIel0BAHUSI.
IIpu atom, HecmoTpsi Ha mpeobnananue B TpyIine 60Jb-
ubix VI Gompubix ¢ mokasarenxsmu ADAMTSI13:AC, BoI-
XOASIIIMMH 32 BEPXHIO TPaHMILy pedepeHCHOro MHTep-
Basia (Tabus1. 2), OTCYTCTBOBAIM CTATUCTUYECKYU 3HAYMMBIE
pasnnuus mexay noxkasareasmu vW F:Ag npu cpaBaenun
HOArPYMI GOJILHBIX C BBICOKUMU M HOPMAJbHBIMU 3HAYE-
nuamu ADAMTSI13:AC kak B rpynne 6oasubix MU, tax
u B GonbLIMHCTBE Touek uccuenoBanus y 6onpaberx OVM
(nckmouenne — touka 4). Ilonyuennbie pesynbrarer
[OATBEPKAAIOT paHee BBICKASAHHYI0 KOHLEILHIO O TOM,
aro mist akruBanmu ADAMTS13 Heobxongmumo B3ammo-
neficTBue ¢ KOH(OPMAIMOHHO-AKTUBHON (HUTEBUAHOM)
dbopmoii monexynst vVWF, a coberBenno yBennuenue KoH-
nenrpanuu vWIF:Ag He sBasiercst mocraTouHbIM CTHMY-
gom nasa aktusanuu ADAMTSI3 [7, 10].

[Ipn ananuse uamenennit noxkasareass ADAMTSI3:Ag

yCTaHOBJIEHO, YTO OH 6]31]1 3HAYM MO 60JIbI_He BO BCEX TOY-

kax wuccaepoBanus y Goapueix OVIM no cpashenuio
c 6ompubimu MU, ogHako 3HadeHMs: aHHOTO IOKasare-
Jsl He BBIXOAMJIU 3a Ipejebl pedepeHCHOro MHTEepBasa
y 6oabHbIX 06enx rpynn (puc. 3). DTO CBUAETETbCTBY-
er o Tom, yro aktusHocts ADAMTSI13 asusiercss Gosee
3HAYMMON XapaKTepPUCTUKOH dToro depmeHTa B peasu-
3aIlMM MEXaHM3Ma, NPOTHBOCTOSILErO MpoLeccy obpaso-
BaHust Tpomba. OLHAKO MOKA OCTAeTCsT HESICHBIM, TIOYEMY
HPH MCCJIEeOBAHUU ABYX KIMHUYECKUX MOjesel oOHapy-
>KeHbl pasanuus B BennuuHax axrusHoctn ADAMTSI13
u konuentpauuun ADAMTSI3:Ag, u umeror su ganHble
pasauuus Kakymo-a1ubo B3auMMOCBA3b C JIOKaJU3alueil
Tpombo3a.

Ilpn TpomboTHUeckoli TPOMOOLUTONEHUYECKOH Iyp-
Iype y B3pOCJBIX OOJIBHBIX MMEET MECTO 3HAYMTEJbHOEe
camxkenne ADAMTSI3:AC BciencTBue pelicTBHUSI Crelu-
dbuueckux antures, PUKCUPYIOIMXCS, ITIABHBIM 06pasom,
nHa cneiicopnom pomene ADAMTSI3 u Grokupyromumx
[NPOTEOIMTUYECKYIO (PYHKIMIO METAJJIONPOTEASBI IT0 OTHO-
wenuto k VWF [7]. B aroit cBsisu BbizbiBaeT unrepec 06-
Hapy>KEHHOE B HACTOSILIEM HCCJIEIOBAHUN CTaTUCTHYE-
cku 3Hauumoe yseaunvenue noxasarens ADAMTSI3:AB
BO Bcex TOYKax Habmwopenusi B rpynne Goabubix OVM
MO CPaBHEHUIO C AHAJIOTMYHBIMM TOKA3aTeNsAMU y OOJIb-
ueix VW (puc. 5). Bosee roro, y 6oasabix OMM noxasa-
tenns ADAMTSI13:AB uaine, uem y 6onpubix VW, Boixogun
3a BEpXHIOI rpaHuLly pedepencHoro unrtepsaia (rabu. 3).

MoskHO NpeanosoKUTh, YTO MMEHHO OoJsiee BBICOKHE
snauenus ADAMTSI3:AB y Gonbupix OVIM asasiior-
ca npuumHON cHmkenus nokxasarens ADAMTSI3:AC
B oToii rpynne. Mexanusm Beipaborku antu-ADAMTSI3
AHTUTEJ B HACTOsALLEE BPEMs OCTAETCs HesaCHbIM |7 ].
Panee obcyskpanocs [11], uro ans npomykuuu anturesn,
nanpasaennbix nporus ADAMTSI13, neobxonumo kon-
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dbopmanmronnoe usmenenue aToro hepmeHTa, OTKPHIBAIO-
mee CKpbiThie (kpunTuveckue) snuronsl. [las aToro tpe-
Oyercst Goslee MM MeHee [JIMTENBHOE B3aMMOAEHCTBHE
ADAMTSI3 co cBoum crnenuduyeckum cyberparom —
vWF, npuuem Haxoasmumcsi B aKTUBHOH, HUTEBUHOM
KoHdopmManuu.
YTO YeM /I0JIblIE CyLIeCTBYET IPOTPOMOOTHUYECKAS CUTYa-

MosxkHO BbICKa3aTh IPENIIOIOIKEHME,
LMsl, HAIIPUMEP, BOCIIAJIMTEIbHAS PEAKLIMsl, SHAYUTEIbHOE
aTepPOCKJIEPOTUYECKOE IMOPa’KEHHUEe CTEHOK COCY/AOB, TEM
Yalle OCYLIECTBJISIOTCS KOH(OPMALMOHHBIE MEPEXO/bI
myasrumepoB VWF B orkpseriTyio KOHd)oleaumo BCJIEICT-
Bue (UKCAUU K MMOBEPXHOCTU M3MEHEHHOI'O SHIOTENUSs
/MM aTepOCKJIEPOTHYECKON OJsisliKe W AajbHeHIIero
PaCKpyYMBaHUSI IO BJIUSIHUEM CHUJIBI CIBUIA KPOBH, C I10-
caepyromeit akruBauueit ADAMTSI3, koropas, B cBoro
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Ha’kaeT KPUIITMYECKUE BIUTOIBI, CJIY)KAIIUE TPUTTEPOM
N7151 BBIPAOOTKY aHTUTEJ.

Takum 0bpaszom, NpM MCCIEAOBAHUN BYX MaTOrEHETH-
4eCKUX Mojesell TpombooOpasoBaHusl, pas3iIndyatoLuXCs,
B TOM 4MCJIe, 1O JIOKAJIU3alU1 TPOoMbO3a, MPoeMOHCTPH-
poBaHoO, uTo uameHeHus nokasarens vWI:Ag B nannbix
rpymnmnax 6oJabHBIX HE HAXOASATCS B BUAMMON B3aUMOCBA3U
C KOJIMYECTBEHHBIMU U KAYECTBEHHBIMU XAPAKTEPUCTU-
kamu ADAMTSI3. B to »xe Bpems;, yBenumdeHue moka-
sareast ADAMTSI3:AB ormeuanocs ¢ Gosbireil gacro-
toit y Goabusix OVIM no cpasnenuto ¢ G6onpupimu MU.
[IpencraBisieTcss JOrMYHBIM MPEANONOKUTh, YTO Oosee
BbicoKast koHueHrpauus anturea k ADAMTSI3 y Gonb-
ubix OVIM moskeT paccmaTpuBaThCst KAK IPUYMHA Y MEHb-
menust akruBHoctu nokasarenss ADAMTSI3:AC y aroit
rpy bl GOTBHBIX.
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