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Pestome

Ha npumepe 0AHOro nauyeHTa NoKasaHo pa3BuTiIe ABYX 3M30/10B NOCNE0NepaLOHHbIX TPOMO030B, UMEIOLLINX Pa3NMYHbIe Mexa-
HU3Mbl. TPOM603 CUCTEMHO-NIEFOYHOr0 aHacToMo3a Obif 06YCNOBAEH WHAYLMPOBAHHOI HanpsKEHWEM ChBUra CEKpeLueil
1 TpaHchopmaumen haktopa poH Bunnebpanaa (aHrn. von Willebrand factor, vVWF) Ha yyacTKke BbINOMHEHHOMO COYCTbA. I3meHe-
Hue cooTHoweHus VWF/ADAMTS-13 (aHrn. a disintegrin and metalloprotease with thrombospondin type 1 motif, member 13)
B nonb3y VWF conpoBoaanock aare3nei n akTuealiueil TpoM60LMTOB B 06/1aCTI aHACTOMO3a 11 MPUBENO K ero TpoM603y. BTopoid
aNn30[ TPOM603a C NOKaNNU3aLMen B CUCTEMAX BEPXHER W HIDKHEN MOMbIX BEH Pa3BUNICS Ha DOHe 3cKanauun UHMEKLIMOHHOTO
NpoLIEcca N XapakTepnu3oBancs He TONbKO TPOMBOLUTONEHNEN, HO 11 CHIKEHWEM KOHLEHTpaLmn (uépuHoreHa. B jaHHON KnuHu-
YECKOW CUTYyaUMM paspelleHne MHMEKLIMOHHOrO NpOLEecca, a TakKe NPUMEHEHWe afieKBaTHOW aHTUTPOMOOTMYECKON Tepanun
NPUBENO K BbI3JOPOBMEHUIO.

KntoueBble cnoBa: TpomMG03, reMocTas, aHA0TenmManbHasa AUCHYHKLNMA, UCKYCCTBEHHOE KDOBOOOPALLIEHME, KapAnoXupyprus

poxdoy pue A301000uAix) ‘so111918qQ)

Ins uutuposanus: Kynpswos A.A., Tokmakosa K.A., Camyunosa [.LL., lunkuu O.H. MHOronnkocTs n MHOroo6pasue Tpom6030B
Y HOBOPOXX[EHHOr0 nocne onepaunii Ha ceppue. Akywepctso, [uHexkonorus u Penpogykuyms. 2023;17(5):663-669. https:/doi.
0rg/10.17749/2313-7347/0b.gyn.rep.2023.444.

uonoNn

The many faces of thrombaosis in post-cardiac surgery newborn

Alexey A. Kupryashov, Ksenia A. Tokmakova, Daniya Sh. Samuilova, Dmitriy N. Shilkin

Bakoulev National Medical Research Center for Cardiovascular Surgery, Health Ministry of Russian Federation;
135 Rublevskoe Shosse, Moscow 121552, Russia

Corresponding author: Alexey A. Kupryashov, e-mail: kupriashov2007@rambler.ru

Abstract

We present a clinical case showing the development of two episodes of postoperative thrombosis of varying mechanisms in one
patient. The first episode of thrombosis in the systemic-pulmonary anastomosis was due to shear stress-induced secretion and
transformation of the von Willebrand factor (vWF) in the performed anastomosis. The altered vVWF/ADAMTS-13 (a disintegrin and
metalloprotease with thrombospondin type 1 motif, member 13) ratio in favor of the former was accompanied by platelet adhesion
and activation in the anastomotic area that resulted in its thrombosis. The second episode of thrombosis within the superior and
inferior vena cava was developed in parallel with escalated infectious process and characterized not only by thrombocytopenia, but
also by decreased fibrinogen concentration. In this clinical situation, resolution of the infectious process as well as the use of
proper antithrombotic therapy led to patient recovery.
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AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PUArAEE Ve v

MHoronukocTb 1 MHOroo6pasue TpOMO030B Y HOBOPOXKAEHHOMO NOCSIE Onepauuin Ha cepaLe

OCHOBHbIE MOMEHTbI

Yr1o yxe u3BeCTHO 06 3TON TEME?

» HOBOPOXAEHHbIE C BPOXAEHHBIMM NOPOKaMM CephLa UmeT
BbICOKME PUCKM Pas3BUTMS TPOMO030B, 4acToTa KOTOPbIX
MOXeT pocTuratb 40 %.

» HOBOPOXAEHHbIE, HAXOAALIMECS B KPUTUYECKOM COCTOSHUM
nocne KapanmoXupypruyeckiux onepaumi, Hy>XAATCA B aHTU-
TPOMOOTUYECKOI Tepanui.

Y10 HOBOrO faeT cTaTba?

» [lyckoBble (DAKTOPbI M MeXaHWU3Mbl PA3BUTUS NOC/EONEePaLNOH-
HbIX TPOMG030B MOTYT Pa3NNYaThCs AXKE Y OLHOM0 NaLMeHTa.

» «[1o3gHAs>» TPOMOOLMUTONEHNS B 6ONbLLEN CTENEHN ABASETCS
MapKepom TPOMOOTNHECKMX COOBITUIA, HEXEN NPeanKTopoM
KPOBOTEYEHW.

P TakTnka nocneonepalmoHHoi TPOM60NPOhUNAKTUKI JOMKHA
OCHOBbIBATbCS HAa BCECTOPOHHEM aHanu3e KAWHNYECKOro
Te4yeHns 60MbHOr0, a He TONbKO Ha pe3ymnbTaTax OTAENbHbIX
NabopaTopHbIX TECTOB.

Kak 310 MOXET NOBNMATb HA KNMHNYECKYH NPAKTUKY

B 0603pumom 6yaylem?

» CHWKEeHNe 4acTOoTbl MOCe0nepaLnoHHbIX TPOMO0O30B MOXET
ObITb JOCTUrHYTO 32 CHET CTpaTudUKaLuu pucka TpoM6030B,
6a3upyIOLLECa HA reMOLUHAMUYECKNX, KIMHUYECKUX, KOoary-
NAUNOHHBIX M NPO4MX (DaKTopax, a TaKxe MpeaynpeXxxaeHns
TPOM603-aCCOLMMPOBAHHBIX OCIIOXKHEHUI U NATOrEHETUYECKN
060CHOBAHHOM aHTUTPOMOOTUYECKOI Tepanin.

Beegenue / Introduction

Kapamoxupypriyecknii nauueHT sABnaetca LOCTaTou-
HO CNOXXHOW MOAENbI ANs aHanu3a COCTOSHMA CUCTe-
Mbl CBEPTbIBAHWA KPOBW. BO-nepBbIX, JaHHAS KaTeropus
00/bHbIX UMEET NCXOAHbIE N3MEHEHUS KaK NNasMeHHOro,
TaK U TPOMOOUMTAPHOIO remMocTas3a Ha (POHe XpOHUYe-
CKOro 3HAOTENINanbHOro NOBPeXAeHUs Npu CUCTEMHON
apTepuasnbHOi rMMOKCEMUN, HEO0CTaTOYHOCTUN KPOBOOO-
paLleHus, n3MeHeHun HanpsxeHus casura [1]. Bo-BTo-
PbIX, YCIOBMS XUPYPr4ECKOr0 BMELLATeNbCTBA, MOMUMO
HEenoCpPeACTBEHHON MeXaHW4eCKON TPaBMbl, COMPSXKEHbI
C aKTuBauuei NpoTeas KoarynaunoHHOTo n puépuHonu-
TUYECKOT0 KackafoB, akTUBauMen TPomM6OUMTOB, WLLe-
MUYeCKU-penepmy3noHHbIM NOBPEXAEHNEM KITeTOK [2].
B paHHem nocneonepauyuoHHOM Nepuoae Npu Hanuynm
CTaHAPTHbIX YCNOBMIA XMPYPrYECKOro NeYeHUs Hepen-
KO HabntofaeTcs TpPOMOOLMUTOMNEHMS, 4TO 06YCNOBIIEHO
KaK mepuonepauyoHHON reMOAnIoLMeR, Tak U noTpeo-
NIEHNeM TPOMOOLUTOB B paMKax XMPYpPruyeckoro re-
mocTa3a [3]. OgHako fBNieHUS ANUTESIbHO NepcucTupy-
IOLLEA TPOMOOLMUTOMEHUI WUAN XKe TPOMOOLUTONEHMUN,
BO3HUKLLEA BnepBbie B 60nee No3aHue nocreonepawm-
OHHbIE CPOKM, 3a4aCTyH0 PaccMaTpuBaKOTCA CTepeoTun-
HO, 63 y4eTa BO3MOXHbIX MEXaHU3MOB ee pa3BUTUA.
[aHHbIi noaxon o6ycnasnuBaeT OWUOKN B UHTEpPMpeTa-
LM KNMHWUYECKOro cTatyca nawueHTa, a crieoBaresibHo,
1 OLWIMGKK B NTe4eOHbIX noaxoaax. Mpu aTOM «NO3AHKI0K»

What is already known about this subject?

» Newborns with congenital heart defects have a high risk of
developing thrombosis, which rate can reach 40 %.

» The critical care newborns after cardiac surgery require
antithrombotic therapy.

What are the new findings?

» Triggers and mechanisms for developing postoperative
thrombosis may differ even in one patient.

» “Late" thrombocytopenia is rather a marker of thrombotic
events than a predictor of bleeding.

» The postoperative thromboprophylaxis should be based on
comprehensively analyzed clinical course of the disease,
rather than based solely on separate laboratory tests.

How might it impact on clinical practice in the foreseeable

future?

» Reducing the incidence of postoperative thrombosis can be
achieved by stratification of thrombosis risk based on
hemodynamic, clinical, coagulation and other factors, as well
as prevention of thrombosis-associated complications and
pathogenetically-justified antithrombotic therapy.

TPOMOOLUMTONEHUID 3a4aCTYH0 OLINGOYHO CBA3bIBAKOT
C PUCKOM BO3HUKHOBEHMS KPOBOTEYEHUA M pefKo pac-
CMaTpUBALOT KaK nposiB/ieHne TPOMO006pa30BaHmA.

Ha choHe akTuBaLuu U MOBPEXAEHUS COCYAWUCTOro
3HAOTENNS aKTUBHOCTb MeTannonpoteadsl ADAMTS-13
(aurn. a disintegrin and metalloprotease with thrombo-
spondin type 1 motif, member 13) He o6ecneynBaeT fonx-
HOr0 1 CBOEBPEMEHHOr0 NpoTeonu3a gaktopa oH Bun-
ne6panga (anrn. von Willebrand factor, vVWF), KoTopbiii
B [AHHOM Cny4ae WMEeT BbICOKYK CTENeHb 3K30LUMT03a
u3 Tenel Benbens—Manage [4]. Mynetumep vVWF o6nagaet
BbICOKUM MPOTPOMOOTUYECKM MOTEHLMAIOM, KOTOPbIN
peanM3yeTcsa Mpu y4acTun aKTUBMUPOBAHHbLIX TPOMOGOLM-
TOB, 3KCMPECCUPYIOLLMX MEMOPaHHbIE TTINKONPOTEMHOBbIE
peuenTtopbl GP1b [5]. aHHOe B3aumMoaeincTBIe, MPOMCX0-
AsiLiee Npyu OTHOCUTENbHOM AeduLuTe MeTannonpoTeasbl
ADAMTS-13, npoBOAMT K aareaun u arperauum Tpomoo-
LMTOB Ha MOBEPXHOCTU 3HAOTENUA COCYAMCTON CTEHKW,
(hopmMnpoBaHNio TpOMBOLMTAPHOTO TPOM6A U MOCNeayH-
LLieMy pasBUTUIO TPOMOOTUYECKOI MUKpPOAHrMonaTum Ha
(boHe BbICOKOr0 MOTPebneHus TPOMOBOUMTOB M nadopa-
TOPHOTO ABJIEHNUS TpOMOOLMTONEHNUU [6].

YynTbiBas, YTO YacToTa TPOMOGO30B Y NaLMEHTOB Kap-
AVOXMPYPrMYecKoro craunoHapa coctasnser 11-37 %,
4acTb N3 KOTOPbIX ABNAOTCA haTanbHbIMK [7], 0C060r0
BHMMAaHWS 3aC/y)XMBaeT OLEHKA BEPOSATHbIX KIETO4YHO-
MONEKYNAPHbIX MEXaHW3MOB pa3BUTUS TpomboLMTONe-
HUN B KOKAOM KOHKPETHOM K/TMHUYECKOM Cllyyae.

m http://www.gynecology.su
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Kninangeckuii caydari / Clinical case

KnuHuKo-aHaMHecTUYeCcKas XapakTepucTUka nauneHTKu
/ Patient clinical and anamnestic characteristics

[leBo4ka 4epes CyTKu nocne poXxxaeHus 6bina rocnu-
Ta/IM3MPOBAHA HA (DOHE TSXKENOW apTepuansHO runok-
CEMUM — HACbILLEHE apTepuasibHOi KPOBM KUCIIOPOAOM
(aHrn. arterial blood oxygen saturation, Sat,0,) cocras-
nano 75 % B CBA3M C HaNM4MeEM aTpes3uu Nero4Hoi ap-
TEPUN C WHTAKTHOW MEXKenyLo4KOBOW neperopomkomn.
C nepBbIX 4aCOB XXM3HW eil NPoBOAMNACE WHAY3Ma an-
npoctaauna B no3e 0,005 MKr/Kr/MuH.

Jdrtudeckue acnektnl / Ethical aspects

Mocne pas3bsACHeHWs Xoma 06CNef0BaHMS 1 NEYeHNs
3aKOHHbIMM MpeAcTaBUTENAMK NauueHTa 6bIN0 NOAMM-
caHo «/H(bopMupoBaHHOE cornacue» Ha NPOBOAMMOE
NEYEHNEe N XUPYPrUYeCKYD KOPPEKLWI0 NopoKa B 00be-
Me NaninaTMBHOrO BMeLUaTeNbCTBa. B3aumopeicTene
C NALWUEHTOM 1 3aKOHHbIMMW NPEACTABUTENAMMN NaLUEHTa
0TBEYAN0 NPUHLKUNAM, YCTAHOBMNEHHbIM XeNbCUHCKON Ag-
Knapauueii. B cooTBETCTBUM C nonoxxeHuamu ®efepans-
Horo 3akoHa Ne152-®3 ot 27.07.2006 «0 nepcoHasnbHbIX
JaHHbIX» MPWU NOArOTOBKE CTaTbW WUCMOMb30BaHbI 0663-
NNYEHHbIE MEPCOHASTbHbIE AaHHbIE NALMEHTA.

Mepsblit 3nu3op Tpom603a / First episode of thrombosis

Ha 8- AeHb )XM3HM NaUWeHTKE BbIMOSHEH MOAM-
(DUUMPOBAHHbI  CUCTEMHO-NIErOYHbIA  aHACTOMO3 MO
Blalock—Taussig npoTe3om 13 NONUTETPadTOPITUIIEHA
(GORE-TEX® Stretch, Gore, CLUA) mguametrpom 3,5 M.
Mocne onepauun apTepuanbHas rUNOKCEMNUS Perpeccu-
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posana, Sat,0, coctasuno 93 %. B nocneonepaloHHOM
nepuoje aHTMTPOMOOTMYECKas Tepanus MpoBOAMUIACH
HepakLMOHNPOBaHHbIM renapuHom (HOTM) nytem He-
NpepbIBHON MHAY3UM CO CKOPOCTbIO 3 EA/KI/4, npn aTOM
3HA4YeHUS aKTUBMPOBAHHOMO YaCTU4YHOr0 TPOMOOMNACTU-
HoBOro BpemeHn (A4TB) Haxoawnuch B AnanasoHe 71—
120 CekyHp.

Ha 4-e cyTku nocne onepauuu y 60/1bHOI pa3Buncs
TPOM603 CUCTEMHO-N1EFOYHONO aHACTOMO3a, COMpPOBOX-
JaBlUMACA TpoMOOUMUTONEHNe (HaMMEeHbLUee YUCIo
TPOMGOLMTOB cOCTaBAANo 26x10%n).

JlaboparopHbie gaHHbie / Laboratory data

Jla6opatopHble noKasartenv remoctasa Ha 3T0T MOMEHT
OTpaXkann COCTOAHWE TUMOKOAryNALMN Ha DOHE ManbIX
003 HOT (8 Eg/kr/4): AHTB — 117 cekyHa, npoTpoMO6UHO-
BOe BpemMs — 15,2 CeKyHA, MeXayHapOaHOe HOPMann3o-
BaHHOe oTHoLwweHne (MHQO) — 1,5, cogepxxaHne GubpuHo-
reda— 95,76 r/n. [IpocTpaHCTBEHHO-BPEMEHHAA AMHAMUKA
06pa3oBaHusg MOpUHA OTpaxKana runokoarynsLuoHHbII
npocpunb (puc. 1). KoHueHtpaums ADAMTS-13 cocTas-
nsna 0,105 Ef/mn.

C uenbto noaaepxaHns NPoxoLMMOCTI OTKPbITOrO ap-
TEpPUANbHOTO MPOTOKA BO30GHOBNIEHO NpPUMEHEeHMe an-
npoctaguna. MNpu 3Ha4eHUN aKTUBHOCTU AHTUTPOMOMHA
20 % Ha thoHe nHdby3um renapuHa B go3se 8 E/Kr/4 v 3Ha-
yeHusax AYTB o1 89 no 117 cekyHA Npou3BefeHO BBefe-
HUE KOHLIEHTpaTa aHTUTpoM6UHa B 103e 260 Ea/cyT.

Ha 4-e cyTKu nocne nepsoi onepauyun B 3KCTPEHHOM
nopsiake pebeHKY BbIMOJIHEH A0PTO-JIEr0YHbIA aHacTo-
MO3 NpoTe3om u3 nonuterpadpropatuneqa (GORE-TEX®
Stretch, Gore, CLLUA) B ycnoBnsix MCKYCCTBEHHOI0 KPOBO-

5 MuH 15 MUH
5 min 15 min

PucyHok 1. [pocTpaHCcTBEHHO-BPEMEHHAs MHaMUKa 06pa3oBaHus (oubprHa B MOMEHT NepBoro anu3oaa Tpomoosa (Tlag = 0,8 MuH,
Vi=65,8 mkm/muH, Vst = 27,5 mkm/muH, CS = 1307 mkm, D = 23544 y.e., CNOHTaHHbIe CrycTKN OTCYTCTBYIOT). Cnesa npefcTaBieHa
AnarpaMmma U3MeHeHNs pasmepa CrycTka BO BPEMeHH, cnpasa — ()OTOperncTpauus pocrta cryctka 4epes 5, 15 n 30 MuHyT nocne akTmeauuu.

Mpnmeyanne: Tlag — BpemMs 3a[6pXKn pocTa crycTka; Vi — HadanbHas ckopocTb pocTa cryctka; Vst — cTaLmoHapHasi CKopocTb pocTa cryctka, CS — pasmep

cryctka yepe3 30 MuHyT; D — I7I0THOCTb CrycTKa.

Figure 1. Spatio-temporal change in blood plasma fibrin clot formation (thrombodynamics assay) at first episode of thrombosis (Tlag = 0.8 min,
Vi =65.8 pym/min, Vst = 27.5 pm/min, CS = 1307 pm, D = 23544 c.u., lacked spontaneous clots). On the left is a diagram of the clot size
changing over time, on the right — photographic recording of clot growth 5, 15 and 30 minutes after activation.

Note: Tag - lag time of clot growth; Vi — initial rate of clot growth; Vst — stationary rate of clot growth; CS - clot size; D — clot density.
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AxymiepctBo, I'maekoaorusa u Pennpoaykiina RLrAEIvIvEvE

MHoronukocTb 1 MHOroo6pasue TpOMO030B Y HOBOPOXKAEHHOMO NOCSIE Onepauuin Ha cepaLe

06paLleHns. YauTbiBas NepeucTUpYIoLLy0 TPOMGOLIUTO-
MEHN0 Ha MPOTSHKEHUN 5 NOCNEonepaLnoHHbIX CYTOK,
C LIeNbI0 CHUDKEHNS pucKa KpOBOTEYEHUs B MOcneonepa-
LINOHHOM Nepuojie 0JHOKPATHO NPOBOANUNIOCH NepenuBa-
HNe KOHLIEHTpaTa TPOMGOLIUTOB.

B cBA3n ¢ pesnayanbHbIM XapakTepoM MexXnpes-
CepAHOro COOGLLEHNs Ha 26-8 CYTKN XU3HU BbINOMHEHA
TpaHCAMUHaNbHas 6aNnoHHas aTPUOCENTOCTOMMS.

Bropoi anu3op Tpom6o3a / Second episode
of thrombosis

C 34-X CYTOK XXM3HM Y NALNEHTKN OTMEYEHO YBeNnYe-
Hue noTpe6HocTn B HOT 6onee 30 Ea/kr/4. Ha 41-e cyTkm
HaOMOAEHNs Ha (hOHE NPOrpeccupoBaHns NHGEKLMOH-
HOTO mpolecca (KoNu4ecTso nenkouutos — 15,6x10%n,
OTHOCUTENbHbIA HedTpodunes — 71,8 %, yposeHb C-pe-
aKTMBHOro 6enka — 4,57 wmr/an, KOHLEHTpauus npo-
KanbUMToHWHA — 0,67 Hr/MJ1) OTMEYEHO pas3BuUTUE TPOM-
0030B MOLKIIIOYMYHOW W BHYTPEHHEN APEMHON BEHbl
cnpaBa, a ¢ 47-xX CyTOK — pas3BuTue UneodemopanbHo-
ro ¢one6oTpom603a, KOTOPbIA COMPOBOXAANCA PeLnaun-
BOM TpomGoLuToneHun (89x10%n), a TakxKe CHUKEHUEM

CNA1 (BTSY)

700

YPOBHS (PUOPUHOrEHa U YMEPEHHbIM YBENUYEHUEM KOH-
LeHTpaumn D-gumepa (puce. 2).

JlaboparopHbie paHHble / Laboratory data

Arperaums TpOMOGOUMTOB C ajeHO3MHAUdoCcHaTom
Ha MOMEHT BTOPOro anu3ofa Tpom6o3a coctasuna 75 %,
C PUCTOMULMHOM — 84 %. AKTUBHOCTb aHTUTPOMOMHA ObiNa
paBHa 93 %, copepxaHue VWF — 1,98 E[l/mn, KoHLEHTpa-
ums ADAMTS-13 - 0,25 E[l/mn, aktuBHocTe ADAMTS-13 -
0,45 E[/mn, aktuBHOCTb uHruéutopa ADAMTS-13 -
2,11 EQ/mn. CootHoweHne VWF/ADAMTS-13 cocTtaBuno
7,92. AktuBHOCTb npoTenHa G cooTBeTcTBoBana 67 %,
YpOBEHb cuHAekaHa-1 — 4,4 Hr/mn.

AHTUdOCDONUNNIHbIE aHTUTENA He 06HapYXeHbl, 3a
NCKMKOYEHNEM aHTUTEN K KoMNiekcy docdatuannce-
pUH-NpoTpoM6uH (IgG — 15,5 mmons/n).

OueHka nommmopghuama reHoB remocrasa / Assessment
of hemostasis gene polymorphism

Mpn oueHke nonumopdu3ma reHoB remocrasa Wuc-
KntoyeH nonumopdudm C6771 B reHe MeTUNeHTeTpa-
rnapodpocparpenyktassl (MTHFR), a Takxe MmyTauums

CNA2+VK (BTS2+CPB)
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Iuu rocnutanu3sauuu / Hospitalization days
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PucyHok 2. [lnHamnka nabopatopHbIx nokasateneit 60/1bHONA U NOTPEBHOCTb B aHTUTPOMOOTUYECKON Tepanui (m — HePakLMOHUPOBAHHbIN
renapuH, OAWH KBagpar — 5 EA/Kr/4; m — 3HOKCANapuH HATpUs) Ha NPOTSXKEHUN NepBbIX 73 OHEN rocnutanmsauni.
Tpnmeyanne: C/IAT — nepBbiii CUCTEMHO-N1r04HbIN aHacToM03; CITA2+VIK — BTOpOIi cUCTEMHO-IEr0Y4HbI AHACTOMO3, BbIMOHEHHbIV B YCII0BUAX

WCKYCCTBEHHOrO KPOBOOBPALLEHNS; — YNCIIO TPOMOOLNTOB, — YUCIIO JIBHKOUMTOB; — KOHLEHTPALNA hnOPUHOreHa; — 3Ha4eHne akTuBUPOBAHHOTO
yacTuyHoro TpoméonnactnHoBoro spemenn (A4TB); % — koHueHTpauusa D-gumepa (x10 MKr/n); m — akTUBHOCTb aHTUTPOMOUHA (% ).

Figure 2. The temporal change in patient's laboratory parameters and a need for antithrombotic therapy (m — unfractionated heparin, one box
equal to 5 U/kg/h; m — sodium enoxiparin) during the first 73 days of hospitalization.

Note: BTS1 — the first Blalock—Taussig shunt; BTS2 — the second Blalock—Taussig shunt with cardio-pulmonary bypass; — platelet count; — leukocyte count;
— fibrinogen level; — activated partial thromboplastin time (APTT); x — D-dimer level (x10 pig/L); m—antithrombin activity (%).

m http://www.gynecology.su
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G11691A B reHe ¢haktopa V Leiden. Mpu aTom onpege-
neHa reteposuroTHas doopma nonumopduama 494 G/T
B reHe npotpoméuHa (Thr 165 Met), retepo3uroTHas
thopma nonumopdnama 46C/T B reHe gpaktopa Xll, rete-
po3urotHas popma nonumopdusma 163G/T B reHe XllI,
roMo3urotTHas opma nonuMopusma rnmnKonpoTenHa
Gp-Illa Tpom60oLNTOB.

TepanesTu4eckas TakTuka / Curative measures
MponsseneHa 3ameHa HOI Ha HWU3KOMOSEKYNSAPHbIN
renapud (HMT) — aHokcanapuH HaTpus nof KOHTPOJSieM
aHTK-Xa aKTUBHOCTU C MOJAepXaHueM 3HadeHuii 6onee
0,3. HMI" npumeHsncs B TedeHune 41 cyTok, 10 MOMEHTa
BbIMUCKN U3 CTauuoHapa. TpomMOOLUTONEHMS B AaHHOM
Cc/lydae paccmarpuBanach Kak TpoM60LMTONEHUs NOTPeo-
NeHUs, 3aMeCTUTENIbHON Tepanuu He NPoBOAUNOCh. 10
JNOCTVKEHUID CcTabunu3auum 06LLero COCTOSHUS WU pas-
pelleHns Tpom60308 Ha 110-e CyTKM nocne poXxaeHus
1 TOCAMTaNN3auny naumeHTkKa 6bina nepesefieHa B neau-
aTpPUYecKunii cTaumoHap Ans fanbHenwero neveHus.

O6cy:knenue / Discussion

B npeacTtaBnieHHOM KNMHUYECKOM CJly4ae Ha npumepe
NepBbIX AHEN XWU3HU NaLMeHTa C BPOXAEHHbIM NOPOKOM
cepaua nokasaHo pasBuTie BYX aNnU3040B nocreonepa-
LMOHHBIX TPOMO030B, UMEIOLLNX PA3/INYHbIE MEXAHWU3MbI.

[MepBblii 3ann30a HOPMUPOBAHUS Tpomba B 06nacTu
CUCTEMHO-JIEr04HOr0 aHacTomMo3a, no-suanmomy, o6yc-
NOBJIEH WHAYLMPOBAHHOW HaNpPsh)KeHWem chsura cek-
peunenn n TpaHcopmaumeir VWF Ha y4actke BbInos-
HEHHOro coycTbs [8]. 3TO HEMUHYEMO BbI3BaN0 NOTPE6-
nenne ADAMTS-13, 410 1 3apMKCMPOBAHO Y BOMbHOM.
N3meHeHne cooTHoweHus VWF/ADAMTS-13 B nonb3y
vWF conpoBoxganocb aaresnen n akTusauuen Tpom-
60uMTOB B 06MACTX aHACTOMO3a 1 NPUBEJIO K ero TpOM-
603y [9]. MoxHO npegnonaratb, YT0 pPa3BuTIE JAHHOTO
Tpom603a NpPon30LWsno Ha ooHe NOBbLILLIEHHOW arpera-
LIMOHHOW CNOCOBHOCTM TPOMOOLMTOB 1 PUCKOM MMMYH-
HOW TpombouuTONeHUn Ha poHe reHotuna T/C no map-
kepy T1565C reHa ITGB3. Mpw atom Tpom603 6bin orpa-
HUYeH TONbKO 30HOW BMeELUATeNbCTBa, a 1abopaTtopHO
XapakTepusosanca TpombouuToneHnen no 26x10%n.
CTaHgapTHble NabopaTopHbie METOAbI OLEHKN remocTa-
3a N NPOCTPAHCTBEHHO-BPEMEHHAs AnHamuka 06paso-
BaHMS (PUMOPUHOBOrO Cryctka OTpaxkanu runokoaryns-
LIMOHHBIA Mpodousib Ha (POHE MPOBOAUMON AHTUTPOM-
6otuyeckon Tepanuu. NMpumMeHeHne KOHLIEHTpaTa TPOM-
60UMTOB HA 3TOM 3Tane JieyeHus 6bin0 06YCNOBNEHO
Heo6X0AMMOCTbIO NPOBEJEHMS ONepaTUBHOIO BMeLla-
TenbCcTBa B ycnosusax VK.

[pUMeHeHNe KOHLEeHTpaTa aHTUTPOMOKUHA He MO3BO-
NUNO A0CTUYb YBENMYEHUSI aKTUBHOCTW aHTUTPOMOUHA
B Myia3mMe KpOoBM, a TaKxe 06ecnedqnTb 60/bLIYI0 npes-
ckasyemocTb Tepanuu HOI: oTcyTcTBOBaNAa CBA3bL MEX-
[y ero 0301 1 KOHLEHTpaLmnen (aHTM-Xa akTMBHOCTbIO),

AKTUBHOCTbH aHTUTPOMOUHA 1 AYTB. ddhheKT npumeHe-
HUS HOI HaxoamTcs B TECHOW CBSI3W C €r0 K/IMPEHCOM,
KOTOPbIA Y 6OSIbHOTO B KPUTUYECKOM COCTOSIHAM CWJib-
HO 3aBMCMUT OT U3MEHeHMs 6enKOoBOro cocTasa niasmbl
1 afcop6bunm renapmHa Ha 3HA0TeNUN, a TakXKe CTENeHu
Y4acTMsa B YTHETEHWUM FemM0CTa3a OTNNYHbIX OT aHTUTPOM-
OMHA CUCTEM AHTMKOArynAauun: UHrMeuTopa Nyt TKaHe-
Boro gpaktopa u kodpakropa Il renapuna [10]. He cneay-
T TaKXe UrHOPUPOBATL WUCTOLLEHUE aHTUTPOMOUHA NpK
QJIUTENIbHOM NPUMEHEHWN renapuHa WM UCnosib30Ba-
HUM ero BbICOKMX f03 [11].

Bropon anuson Tpom603a ¢ ioKanusauuein B cucte-
Max BEpPXHEM W HUDKHEI MoJbiX BeH pasBusicd Ha (poHe
acKanauum MHGEKLUOHHOTO npoLecca, KOTopbIi Xapak-
TepN30Banca He TONbKO TPOMOGOLUTOMNEHUENR, HO U CHU-
XKEHWEM KOHLEHTpauun ubpuHoreHa. Henb3s McKnio-
YUTb y4acTue CUCTEMbl KomnnemeHta [12], kKoTopas,
C OJHOW CTOPOHbLI, 06ycnasnuBana akTuBaLWUK U MNO-
BPEXAEHNE JHOOTENNS, BbIPAXKABLLUNECS B BO3pPACTaHMN
copepxaHus cuHaekana-1 u vWF, ¢ gpyroit, uctoweHue
ADAMTS-13 u, Kak crneacTeue, HapyLleHWe COOTHOLUe-
Hua VWF/ADAMTS-13 [13-15]. Ha atom aTane neveHus
noaaepXaHue Lenesbix 3HadeHunn AYTB pgocturanocs
Hapactalowumn gos3amm HOI. HecmoTps Ha cusunono-
TMYECKYI0 aKTUBHOCTb aHTUTPOMOUHA U BbICOKUE [03bl
HOI, o6ecneynTb ero TepaneBTUYECKY KOHLEHTPALUIO
y4aBanoch ¢ 60SIbLIMM TPYAOM, 4TO MOXET ObITb CBA3a-
HO C YCKOPEHWEM ero KnupeHca Ha ooHe NOBPEeXAeHNs
SHOOTENUS W BbICOKOW KOHLEHTpauUuu 6enKoB OCTPOI
(hasbl BocnaneHus [16]. Y 6onbHOro, HaxogsLwerocs
B KPUTWYECKOM COCTOSHWM, NIy4LIUA hapmakosiornye-
CKUA npodunb, 60NbLYHD 3(EeKTMBHOCTL U 6e3onac-
HOCTb AHTUTPOMOOTUYECKON Tepanuu MOXHO 0XMLATb
npu ucnonb3osaHum HMI, 4To 1 OTMEYEHO B [1aHHOM
cnyyae [7].

OTAeNbHOrO BHUMAHUSA 3aCNy)XWUBAET KOHLEHTpauus
D-gmmepa Ha BbiCOTe (DOPMMPOBAHMA BEHO3HOrO TPOM-
6032 MeHee 0XXUAAaeMOM, YT OTPaXKaeT HU3KYH CKOPOCTb
bubprHoNN3a B YCNOBUAX BHICOKOrO TPOMOGMHOBOIO Mo-
TeHunana 1 Bo3pacratollen akTUBHOCTU TPOMOUH-3aBM-
CUMbIX WHIMOUTOPOB, Hanpumep, TPOMOUH-aKTUBUPY-
emMoro uHruéutopa cpubpuHonusa. C Apyroil CTOPOHbI,
HEeNb3s UCKITI0YUTb W BbICOKYK aKTUBHOCTb HETO3a npw
CUCTEMHOM BOCMANUTENIbHOM OTBETE C (DOPMUPOBAHNEM
PE3NCTEHTHOCTM K AeMCTBUIO Nna3muHa [17, 18].

B LaHHOM KIIMHMYECKOM CWUTyauun paspeLieHne WH-
(PeKUMOHHOro npoLecca, a TakxKe NpUMeHeHne afeksar-
HOM aHTUTPOMOOTUYECKON Tepanuu NPUBEN0 K BbI3J0-
POBJIEHMIO NALNEHTKM.

3akmouenue / Conclusion

[laHHOE KNUHUYeCKoe HabnoaeHne HarnsaaHo nokasbl-
BAeT MHOroo6pasme KNeTo4YHO-MOMEKYNSPHbIX MEXaHU3-
MOB Pa3BuTMs TPOMO030B Y HOBOPOX/AEHHOrO C MHOrO-
YUCNEHHbIMI NOCNE0NEepaLMOHHbIMI OCNOXHEHNSMU, OT-
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MHoronukocTb 1 MHOroo6pasue TpOMO030B Y HOBOPOXKAEHHOMO NOCSIE Onepauuin Ha cepaLe

CYTCTBUE JINHEWHbIX CBA3EN MEXAY PasfinyHbIMWN 3BEHb-
MW TemocTasa, CJI0OKHOCTb WHTepnpeTauum nabopa-
TOPHbIX NOKa3aTeneil CUCTEMbI CBEPTLIBAHUA KPOBU, YTO

npegonpenenser Heo6XOLMMOCTb MOMCKA WCTUHHBIX
MPUYUH 1 NOCNELYIOLLMX BTOPUYHBIX HAPYLUEHUA B KaX-
NOM KOHKPETHOM CIy4ae.
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