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AHHOTaLMA.

0O6ocHoBaHue. [IpoBeaeHne onepaLmnii Ha cepale B yC/T0BUSIX MCKYCCTBEHHOIO KpoBoobpauleHns (UK) y aeTer conpoBo-
aaeTcs reMoauItoUnen, runoTepMmen, KOHTaAKTOM KPOBU C UCKYCCTBEHHbLIMU MOBEPXHOCTAMM, @ TakKe ornepalymnoHHOMH
TpaBMoK. Bce 310 NpuBOAUT K MOBPEXAEHUIO KIETOK SHAOTENNSA, arperaunun 1 gerpaHyisaumm TpoMooUMToB, aKTuBaLmm
CUCTEMBI BPOXKAEHHOI0 MMMYHUTETa, Pa3BUTUIO CUCTEMHOIO BOCnanaeHus, NoTpebieHno GaKTopoB CBEPTLIBaILIEH, MpPo-
TMBOCBEPTLIBaKLEN N QUOPUHOTIMTUHECKOM CUCTEM, YTO B KOHEYHOM MUTOre accoLmnmpyeTcsi C pa3BUTMEM TPOMOOTHMYECKMX
0oc/10)KHEHUH. Lenb. Ha ocHoBe M3y4yeHust KIMHUYECKUX M N1abopaTopHbIX NnapaMeTpoB co34aTb MateMaTUYeCcKylo Moaesb
MPOrHO3MpPOBaHMsI TPOMBOTUYECKUX OCTIOKHEHMI y AeTen nocie VK. MeTogbl. B Haluel paboTe 6bl/M U3y4eHbl KIMHUYECKME
n nabopatopHble gaHHble 153 geTer B Bo3pacTe OT poxaeHus 4o 11 mec 29 gHeH, onepupoBaHHbIX B ycioBusx MK o noso-
Ay BPOXKAEHHbIX NOPOKOB cepaua (BlIC). Y Bcex nauueHTOB M3y4yeHbl OBLEKIMHUYECKNE M 1abopaTopHbIe MoKa3aTesu:
KIMHUYECKMI aHa/IM3 KPOBH, BUOXUMUYECKUI aHain3 KPOBU, CKPUHMHIOBbIE MOKa3aTen Koary/orpamMmbl, KOHLEHTpauuns
D-agnmepa, aKTMBHOCTb (akTopa ¢GoH BunnebpaHaa, aHTUTpom6uHa Ill, nnasmmHoreHa, npotemHoB C u S, anbda-2-
aHTUnAa3MmnHa, aKTMBMpyemoro TpoM6mnHoM MHrmbutTopa ¢ubpuHoanda (thrombin activatable fibrinolysis inhibitor; TAFI),
n pubpuH-MoHoMep. Pe3yabtatbl. Y 43 naymeHToB AMarHOCTMpPOBaHbl TPOMOO3bI B r10c/ieonepaynoHHoOM nepuose, 41o
coctaBniser 28,1%. lpu obcnegoBaHmm geter Oblin BbisiBIEHbI TPOMOO3bl Pa3/IMYHOM JIOKaIM3alun: BHyTpUcepAeYyHble,
HapyLIeH1s MO3roBOro KpOBOOGPAaLLEHUS M0 MLIEMUYECKOMY TUMY, MLIEMUST KOHEYHOCTEH U T.4. [1pm npoBeaeHnn 10rucTu-
4eCKOro perpeccMoHHOro aHamaa nocTpoeHa Moje b Pa3BUTUSI TDOMBOTUYECKMX OC/IOXKHEHUH, B KOTOPYIO BoLLIO 4 napa-
MeTpa: aKTMBHOCTb NaKtatgernaporerHassl (JIAl), aktmBHocTb TAFI, akTMBHOCTL ¢paKTopa ¢oH BunnebpaHga, aKTMBHOCTb
npotenHa C. YyBCcTBUTENILHOCTb MoAen coctaBuia 95,3%, a cneumpmnyHocts — 96,4%.

KnioyeBble cnoBa: TpoM603, MCKYCCTBEHHOE KpOBOOOGpalleHWe, BPOXAEHHble MOpoKku cepaua, J14I, daktop ¢GoH
Bunne6paHpaa, npoteunH C, TAFI

Ansa untupoBaHusa: Jlactoska B.A., Tenaes P®., lopaeesa O.6., Bumknes A.P. Moaenb NporHo3MpoBaHWUa TPOMOOTUYECKMX
OCJ/IOXKHEHMV Mocne onepaLmi Ha cepaue y aeten. Poceuiickuii neguatpmnyecknii xxypHas. 2020;1(4):11-17.doi: 10.15690/
rpj.v1i4.2190

OBOCHOBAHUE

MNpoBeneHne onepauunin Ha cepiLe B YCIOBUAX UCKYC-
CTBEHHOr0 KpoBoobpalyeHus (MK) y aetei conpoBoxgaeTcs
reMoAunMIIoLMeNn, rMNOTEPMUEN, KOHTAKTOM KPOBMU C WCKYC-
CTBEHHbIMUW NOBEPXHOCTAMM, @ TaKKe ornepauuoHHON TpaB-
Mon [1, 2]. Bce 31O NpUBOAMUT K MOBPEXKAEHUIO KIETOK
3HAOTENUA, arperauum W [erpaHynsauMm TpoMOOLMTOB,
aKTUBaLUMUKU CUCTEMbI BPOXKAEHHOIO UMMYHWUTETA, Pa3BUTUIO
CWUCTEMHOrO BocnaneHus, notpebneHnto GaKTopoB CBEePThI-
Balollen, NpoTnBOCBepThiBatOWEN U GUOPUHONUTUHECKON
CUCTEM, YTO B KOHEYHOM UTOre acCoLMMpyeTCs C pa3BUTUEM
TPOMBOTUHECKUX OCNOXHEHUN [3-5].

YacTtota TPOMOOTUYECKMX OCITIOXKHEHUIN Y iIeTeN, onepu-
pyeMbIX MO MOBOAY BPOXAEHHbIX MOpPOKoB cepaua (BIC),
Nno AaHHbIM pa3HbIX aBTOpPOB, cocTaBaseT ot 11 go 40% [6].
PasBuTHE OCTPOro HapyLleHUs MO3roBOro KpoBoo6Gpalle-

HUS conpoBoxgaetca 10-KpaTHbIM YBEIMYEHMEM pUCKa
CMepTH, 3-KpaTHbIM YBEIMYEHUEM ASIUTENbHOCTM Haxoxae-
HUS B CTalMOHape M 3aTpaT Ha NnedeHue [7, 8]. HecmoTpsa
Ha aKTya/lbHOCTb NpPo6aemMbl, B HacTosiLLee BpPeMS He pas-
paboTaHO 3GPEKTUBHbBIX NPEAUKTOPOB Pa3BUTUA TPOMOO-
TUYECKMX OCNTIOXKHEHMI Nocne onepaTtuBHOM KoppeKuun BIC
B ycnoBusx MKy neten.

LEJ/Ib UCCNIEAOBAHUA

Ha ocHOBe W3y4yeHWs KIMHUYECKUX W NnabopaTopHbIX
napamMeTpoB CO3/aTb MaTeMaTUYecKylo Mofeb NPOrHO3u-
pOoBaHWA TPOMBOTUYECKUX OCNIOXHEHWI y AeTen nocne UK.

METOAbI
MccnenosaHne npoBoaniock Ha 6ase OTAeNeHWn pea-
HAMaLUUU M MHTEHCUBHOW Tepanuu, OTAENEHUS Kapuo-
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OpuruHanbHas ctaTbs

NIOTUN, KapAWOXMPYPIUU U LEeHTPaIn30BaHHON KIMHUKO-
avarHoctuyeckon nabopatopumn PrAy «HMUL 3popoBbs
aeten» MuHasgpaBa Poccuun B nepuog ¢ 1 gekabps 2017 no
31 guBaps 2020 roga. MiccnegoBaHue NOCTPOEHO MO TUMY
cllydan—KoHTponb. B wuccnepoBaHue Obl10  BKIKOYEHO
153 nauueHTa.

Kputepum BKIOYEHUA:

Bo3pacT o1 0 ao 1 roaa;

HanmM4yme BPOXAEHHOIO NOPOKa cepaLa;

npoBefieHne ornepaTMBHOIO BMellatenbCcTBa C UCMONb-

3oBaHvem UK.

CneKTp KapaMoxXMpypruieckonm naTtonorum BKIOYan pas-
NMYHble GOpMbl aTPUOBEHTPUKYNAPHOrO KaHvana, aedekt
MEXNpeacepaHon Meperopoikn, AedeKT MewKenyaoyKo-
BOW MeperopoaKu, TPaHCMO3ULMIO MarucTpasbHbIX apTepun,
KOoapKTauuto aopTbl, TeTpagy Panno, aHOManbHOE OTXOX-
[leHWe N1eBOM KOPOHapHOW apTepuu OT NIErO4YHOW apTepuu,
pasnunyHble TWUMbl aTtpe3un NIero4HoM apTepuun. YyuTbiBas
reTeporoHeHHocTb BIIC, npoBoAMACS CpaBHUTENbHbIN aHa-
U3 NoKasaTenen, KoTopble B paboTe OblIM paccMoTpe-
Hbl KaK npeanonaraembie npeauvkTopbl. WccnepoBaHue
MOCTPOEHO MO TWUMYy Cly4Yal—KOHTpoNb. [etn 6e3 Tpombo-
TUYECKMX OCIOXKHEHWI (KOHTPOMb) 06beanHEHbI B rpynny 1,
nauMeHTbl ¢ TPOMOOTUYECKUMMU OCNIOXKHEHUAMM (Cydyan) —
B rpynny 2.

B yncne npeanonaraeMbix NPeAMKTOPOB Pa3BUTUS FreMO-
KOarynsauMOHHbIX OC/IOKHEHWUI U3yYann KIMHUYECKU 1 nabo-
paTopHble NoKa3aTtenu. KnuHuyeckre nokasatenu BKIOYa-
v B ce6s non, rectalMoHHbIM BO3pacT, Maccy, ANUHy Tena
Npwu POXAEeHWKU, BO3pacT Ha MOMEHT NpoBeeHNs onepaLun,
Maccy, /IMHY Tefla Ha MOMEHT onepaLmu.

JlaGopaTopHble Nnoka3aTteiu

Mbl MccnefoBanu CKPUHUHIOBbLIE MOKa3aTenu Koary-
IorpaMMbl, K KOTOPbIM OTHOCATCSI MPOTPOMOGUH MO KBWMKY,
npoTpoMGUHOBOE BpEMS, MEXAYHapoAHOE HOpMann3o-
BaHHOe oTHoweHue (MHO), TpoM6UHOBOE BPEMS, aKTUBMK-
poBaHHOE YacTUyHoe TpoMbonnactuHoBoe Bpemsa (AYTB),
KOHLEHTpauns ¢uOpMHOreHa, a TaKXKe KOHLUEeHTpauus
D-gumepa, aktMBHOCTb daKTopa ¢oH BunnebpaHga, aHTu-
TpoM6uHa lll, nnazamunHoreHa, npotenHoB C u S, anbda-2-
aHTUNNa3MuHa, aKTMBUpPyeMOro TPOMOWHOM MHrMéuTopa
dunbpuHonnaa (thrombin activatable fibrinolysis inhibitor —
TAFI), u dn6punH-MOoHOMED.

TaKkke HaMu 6bINKn U3yYeHbl MOKa3aTenn GUOXMMUYECKOTO
aHanM3a KpoBW (YPOBHM MPOKanbLUUTOHWHA, C-peaKTMBHOIO
6enKa, anaHnHamuHoTpaHchepasbl (AJ1T), acnapTaTaMmUHO-
TpaHcodepasbl (ACT), naktatgerwgporeHasbl (J146), Kpea-
TUHOOCHOKNHA3bl (KPK), 6unupybuHa (dpakuuun npsamon,
HenpsMon), KpeaTuHWHa, MOYEBUHDI), @ TaKXKe KITMHUYECKUI
aHann3 KpPoBy.

B3aTne 06pa3L0B LienbHOW KpOoBKM A4/19 NpoBeaeHns 61o-
XMMWYECKOro aHanM3a KpOoBM W Koarynorpammbl MpoBoO-
[OMNIOCb HEMoOCPeACTBEHHO MNepej onepaluen, cpady nocre
NMOCTAHOBKM LEHTPasIbHOro BEHO3HOr0 KaTeTepa.

Tpom6OTMYECKME  OCNOXHEHUA  AMaArHOCTUpoOBanu
Ha OCHOBE KJIMHUYECKMUX AaHHbIX, @ TaKXe C UCNONb30BaHu-
€M WMHCTPYMEHTasbHbIX METOAOB UCCEAOBaHUSA: MarHUTHO-
pe30HaHCHOW, KOMMbIOTEPHOW TOMOrpaduK, ybTPasByKOBO-
ro UCcnefoBaHus Mo Ha3HAYeHWIO levallero Bpaya.

Cratuctuyeckasd o6paboTKa MONYYEHHbIX pe3yib-
TaToB MpoBoAunacb C nomoubto nporpammbel IBM SPSS
Statistics 26. OnucaHue KOMMYECTBEHHbLIX MOKa3aTenemn
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A prognostic model for thrombotic complications

after pediatric cardiac surgery

Abstract.

Background. Cardiac surgery performed on pediatric patients with the use of artificial blood circulation (ABC) is accompanied by hemo-
dilution, hypothermia and blood contact with artificial surfaces, as well as surgical trauma. All the above lead to endothelial cell injury,
platelet aggregation and degranulation, activation of innate immunity, development of systemic inflammation and consumption of clot-
ting, anti-coagulation and fibrinolytic factors, which is ultimately associated with the occurrence of thrombotic complications. Objective.
The study aimed at developing a mathematical model for the prognosis of thrombotic complications in children which had undergone
the ABC, based on assessment of their clinical and laboratory parameters. Methods. We have assessed clinical and laboratory data
obtained from 153 children (newborn to 11 months 29 days of age) which had undergone cardiac surgery under conditions of ABC due
to congenital heart defects (CHD). For all patients the general clinical and laboratory parameters: complete blood count, comprehensive
metabolic panel, parameters of screening coagulogram, D-dimer concentration, von Willebrand factor activity, levels of antithrombin Ill,
plasminogen, protein C and protein S, alpha-2-antiplasmin, thrombin activatable fibrinolysis inhibitor (TAFI) and fibrin-monomer have
been assessed. Results. In 43 patients (28.1%) post-operative thromboses have been diagnosed. Examination of children revealed the
presence of thrombosis of various localization including the intracardiac thrombi, ischemic cerebrovascular events, limb ischemia, etc.
Based on logistic regression analysis, a model of development of thrombotic complications has been built which included 4 parameters:
activity of lactate dehydrogenase (LDH), TAFI activity, von Willebrand factor activity and protein C activity. Model sensitivity was 95.3%,
and its specificity — 96.4%.

Keywords: thrombosis, assisted circulation, congenital heart defects, LDH, von Willebrand factor, protein C, TAFI
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BbINOJIHEHO C YKa3aHWeM MefuaHbl (Me) n KBapTunen; nep-
Bbli, WM HUKHWUIA, KBapTWUIb (Q4) XapaKTepusyeT 3HavyeHue
NpU3HaKa, MeHblUe KOTOPOro pacnonoxeHo 25% eauHul,
COBOKYMHOCTH, a 6onblie — 75%. TpeTun, unv BEPXHUN,
KBapTWb (Q3) XapaKTepuayeT 3HaveHune NPU3HaKa, MeHb-
e KOTOpPOro pacnonoXeHo 75% eauHWL, COBOKYMHOCTH,
a 6onbwe — 25%. CpaBHEHWE KONMYECTBEHHbIX MOKa3aTe-
Nnen B rpynnax npoBOAMIOCH C UCMONb30BaAHUEM KpUTEPUS
MaHHa — YWUTHW. [19 cpaBHEHMUS 4acCTOT KayeCTBEHHbIX
nokasaTesien UCnosib3oBascs Xxu-kBagpat [upcoHa.

[na noctpoeHuss Monenn MNpPOrHO3MpoBaHWS MOCEo-
NnepauMoHHbIX TPOMOGOTUYECKMX OCNIOXKHEHUN Yy paeTew
¢ BIMNC wcnonb3oBanuM NOrMCTUHECKUM PETrPECCUOHHbBIN
aHanu3. B MHOrodaxkTopHbI# aHanu3 BK/IOYaNIUChb MOKa-
3aTenu, yKasaHHble Bbllle (KIMHWYEeCKWe, nabopaTopHble,
B TOM 4YWcne nokasaTenun KoarynorpaMmmbl, 6GUOXMMUYECKO-
ro, KJIMHWYECKOro aHanu3a KpOBW, MoKasaTenu arpera-
umm TpoMboLMTOB). [ToCTpOEHNE MOAENM NPOrHO3UPOBAHUS
TPOMOBOTUHECKUX OCNOXHEHWUI (fanee — MOoAesb) NPOBOAM-
J10Cb C LWaroBbiM 0T6OPOM UCKItoYEHUSA DaKTOPOB (06paTHOE
UCKtoveHne Banbga). i uUtoroBoM Mofenu paccyuTbiBa-
nacb YyBCTBUTENbHOCTb KaK [J0NS TeX, y KOTOPbIX MOAENb
onpeaensieT MICKOMOE COCTOsIHME (TECT MOJIOXKMUTENEH) cpeau
BCEX AeTer C 3TUM UCXOAOM; CneUnPUYHOCTb — Kak [ons
[leTen, y KOTOpbIX MOAe/lb He MNPOrHo3upyeT OTCYTCTBUE
TPOMOBOTUYECKMUX OCNONHEHWUIW cpeau Bcex aeten 6e3 3Toro
ucxofa. Pe3ynbraTbl perpecCMoHHOr0 aHanMsa A Kawaon
nepemMeHHOM npeactaB/ieHbl B BUAe 3HAYEHUM OTHOLIEHMM
waHcoB (OW) n 95% poseputenbHoro uHtepsana (4N).
Bce npuBeaeHHble 3HaYeHUs p Gbliv OCHOBaHbI Ha [IBYCTO-
POHHMX TecTax 3Ha4YMMOCTW. Pasnuuusa cyuTanucb 3Hauu-
MbiMU mipu p < 0,05. OueHKy KayecTBa MaTeMaTUyecKown
MOAENN OCYLLECTBASAN NO KOIPDULIMEHTY AeTepMuHauuu
HamxenkepKka (R2), nokasblBaloWemy 400 BAUAHUA BCeX
NPefUMKTOPOB, BKIIOYEHHbBIX B MOAENb, HA AUCMNEPCUIO 3aBU-
CUMOK NepemMeHHON.

PE3YJIbTATHI

M3 153 peten, npoonepupoBaHHbiX B PTAY «HMWL,
300poBbs Aeten» MuH3apaBa Poccuun B nepuoj ¢ aekadps
2017 no pekabpb 2019 r. No NoBoAy BPOXAEHHbLIX MOPOKOB
cepaua ¢ npumerHerHnem UK, y 43 getei B nocneonepaLmoH-
HOM Mepuoe pa3BUIUCb TPOMBOTUHECKME OCTIOKHEHMS, YTO
coctaBnsieT 28,1%.

B rpynny 1 (6e3 TpPOMOOTUYECKUX OCNOMHEHWI) BOLIIO
110 peten, U3 HUX C AedEKTOM MEXIKEeNyA04KOBOM nepero-
poaku (AMXI) — 55 (50%); ¢ TeTpagon Panno — 13 (11,8%);
aTPUOBEHTPUKYNSAPHLIM KaHanoM (ABK) — 11 (10%); c aedek-
TOM MexnpeacepaHon neperopoaku (AMMMN) — 8 (7,3%);
C aHOMaJlbHbIM OTXOXAEHWEM JIEBOM KOPOHapHOW apTepuu
oT nerovyHoun aptepun (AOJTIKA) — 8 (7,3%); c aTpeaunen neroy-

HoW apTepun — 8 (7,3%) 1 ¢ KoapKTaumen aopTbl — 7 (6,3%)
nauneHToB.

B rpynny 2 Bkato4yeHo 43 pebeHKa ¢ TPOMOBOTUHECKUMU
OCNOXHEHUAMU. N3 HUX C AedPEeKTOM MEeWKenyao4KOBOK
neperopogkn — 13 (30,2%); ¢ aTtpe3uen neroyHom apre-
pun — 7 (16,3%), no 6 (14%) c TpaHcnosuuMen Mmaru-
CTpafbHbIX COCYA0B, KOApKTaLuuen aopTbl 1 TeTpagon danno,
a Takxke 5 (11,5%) naumeHToB C aHOMaslbHbIM OTXOXAEHUEM
NIEBOM KOPOHAPHOW apTePUN OT IEFOHHON apTepUM.

B cTpyKType TPOMGOTMYECKMX OCNIOKHEHWIH NpeBasu-
poBanu OCTpble HapyWweHUs MO3roBOro KpoBOOOGpalleHMS
no uviwemMuyeckomy Tuny — 22 cnydas, y 11 naumeHToB
nocnieonepaLmoHHbIN Nepruos OCNOXKHUIICS Pa3BUTUEM ULLe-
MWW KOHEYHOCTW, Y 6 NauueHTOB — BHYTpUCEPLAEYHbLIMU
Tpomb6o3amu, y 1 — TpoM6GO30OM MpPaBoro nonepevyHoro
CUHyCa, KOHZyWTa, BEePXHEW Noson BeHbl Uy 1 — TpOMB0O30M
npoTe3a MUTPaabHOro KnanaHa.

Mpu aHanuMse KIMHWYECKUX [AHHbLIX YCTAaHOBMEHO, 4TO
pasnuuuMa Mexay rpynnamu no Kawgomy M3 yKa3aHHbIX
B Tabn. 1 nokasaTtenien ABAAIOTCA CTAaTUCTUYECKU AOCTOBEP-
HbiMK (p < 0,05). BospacT, macca Tena U pocT Ha MOMEHT
onepauuu B rpynne 2 6bIM JOCTOBEPHO HUXKE, YeM B rpymn-
ne 1. OQHaKO Takue nokasaTenu, KaK rectauuoHHbIi BO3-
pacT, macca Tena v A/nHa Tena npu poxaeHwuu, B rpynne 2
6b1/1M JOCTOBEPHO BbILWe, Yem B rpynne 1.

Pasnnuns 4acToTbl BCTpEYaeMOCTM AEeTEN KEHCKOro
M MY}KCKOTO nojia Mexzy rpynnamu nalumMeHToB ¢ Tpom603a-
MW 1 6€3 TPOMBO30B He ABASAIOTCA CTaTUCTUUYECKM AOCTOBEP-
HbiMU (p = 0,115) (Tabn. 2).

Mpu aHanuse npefonepaLMoHHbIX NOKa3aTeNllen BHeLl-
HEro v BHYTPEHHEro MNyTer CBEPTbIBaHUS, a TaKKe Konuye-
cTBa TPOMOBOLIUTOB HE BbISIBIEHO CTAaTUCTUHECKMU 3HAYUMBbIX
pPasMuYUN MeXay rpynnaMun naumeHToB. AKTUBHOCTb GaKTo-
pa ¢oH BunnebpaHga B rpynne 2 6blia JOCTOBEPHO Bbille
B npegonepaunoHHom nepuoge (p = 0,039).

B 1a6n. 3 npeacrtaBneHa AMHaMUKa CKPUHUHIOBbIX MOKa-
3aTtenen KoarynorpamMmmbl y nauuMeHToB U3 rpynnbl 1 v 2 n mx
CpaBHEeHWe Mexzy rpynnamu.

Hamun 6bi1 NpoBeAeH CpaBHUTENbHbIM aHaAu3 aKTUB-
HOCTU €CTECTBEHHbIX aHTUKOAry/lsaHTOB: aHTUTpom6uHa I,
nporemHoB C 1 S y nauueHToB 06eunx rpynn. AKTUBHOCTb
npoterHa C JO XMPYPrMYECKOro fevyeHns B rpynne 2 6bina
[I0CTOBEPHO HUXKe, 4eM B rpynne 1 (p = 0,031). AKTUBHOCTb
aHTUTpoM6GMHa lll n NnpoTerHa S He MMeNn AOCTOBEPHbIX Pas-
JIMYUIR Mexay rpynnamu (taén. 4).

Mo AaHHbIM CTAaTUCTUYECKOrO aHaNM3a aKTUBHOCTM Nnas-
MWHOreHa, nokasaTenen aHTMGUGPUHOIUTUHECKON CUCTEMDI
(anbda-2-aHtunnasmuH, TAFI), ypoBHen GnBpUH-MOHOMEpPa
1 D-gumepa 6b110 BbISIBAEHO, YTO Yy MaLMEHTOB rpynnbl 2
KOHLIEHTpaLMa NpoayKTa Aerpagaunu dubpuHa — D-gumepa
6blna 3HaynMmo Bolwe (p = 0,027) U, COOTBETCTBEHHO, OTMe-

Ta6nuua 1. KnMHnyeckas xapakTepucTMKa naumMeHToB B rpynnax 1 n 2

Table 1. Clinical characteristics of patients from groups 1 and 2

MapameTp

BospacT Ha MOMeHT onepauuu, Mec
Macca Tena Ha MOMeHT onepauuu, r
PocT Ha MOMeHT onepauuu, cM
[ecTayMOHHbIV BO3pacCT, Hef

Macca Tena npu poxxaeHuu, r

[lnvHa Tena npv poxKaeHuu, M

pynna 1 lpynna 2

Me (Qy; Qs) Me (Qy; Qs) P
6 (4;8) 4(2,1;6) 0,003
6000 (5102; 7000) 4990 (3800; 6000) <0,001
64 (60; 68) 60 (54; 62) <0,001
39 (38; 40) 40 (39; 40) 0,009
3100 (2620; 3540) 3335 (3120; 3600) 0,011
51 (49; 52) 52 (51; 54) 0,005
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Ta6nuua 2. Pacnpegenexuve naLuneHToB no nony B rpynnax 1 m 2
Table 2. Gender distribution of patients in groups 1 and 2

Mon Mpynna 1 Mpynna 2
HeHcKkuit 50 (45%) 26 (59,1%)
My3KCKoM 61(55%) 18 (40,9%)

YyeHa 60s1ee HU3Kas aKTMBHOCTb Naa3muHoreHa (p = 0,016)
Nno CpaBHEHUIO C NauneHTamu U3 rpynnol 1 (taén. 5).

KoHueHTpauusa npoKanbLUUTOHWHA MpeaonepaLuoHHO
Oblfla 3Ha4YMMO BbllWe Yy nauuneHtos rpynnel 2 (p = 0,046).
Pasnnunsa B ypoBHe C-peakTuBHOro 6efka M KOnuyecTsBe
NEVKOLMTOB He BblIN CTaTUCTUYECKN 3HAYUMbIMU (TAbN. B).

[na nayvyenmsa BamaHua UK Ha cuctembl OpraHoB U TKa-
HW Mbl MPOBENIN CPaBHWUTENbHLIN aHalu3 KOHLEHTpauuu
KpeaTuHWHa, MOYeBUHbI, akTUBHOCTK JII, KpeaTUHKMHAa3bI,
AJTT n ACT, KOHUEHTPaLMK NPSMOro 1 o6Llero 6unMpybuHa
B CbIBOPOTKE KPOBMU. [1py NpoBeAeHUN CPaBHUTENbHOIO aHa-
nn3a 6bI10 YCTaHOBNEHO, Y4TO aKTuBHOCTL JIAI (p = 0,011),
a TaKXe KOoHUeHTpauua npsmoro (p = 0,002) n obuwero
oéununpybuHa (p = 0,042) 6bina Bbilwe B rpynne AeTen ¢ TPOM-
60TUYECKMMU OCNTOKHEHUAMM (Tabn. 7).

Mopaenb NporHo3MpoBaHUA TPOMGOTUYECKUX OCIOMK-
HEeHUI

MNpu aHanuM3e BEpPOSTHOCTM Pa3BUTUS TPOMOOTUYHECKMX
OCJ/I0}KHEHWI B NoceonepaLmnoHHOM Neproe y AeTen B 3aBu-
CMMOCTU OT KIMHUYECKMX M NabopaTopHbIX (MpeaonepaumoH-
Hble MoKasaTesin KoarynorpaMmbl, GUOXMMUYECKOT0 aHann3a
KpoBK) GaKTopoB C NOMOLLbID MeToAa GUHAPHOW SIOrnCTUYe-
CKOWM perpeccuu 6bina nonyyeHa cnegyouwas mogens (1):

P=1/1+¢e?,

z=0,45%X,; + 0,43*Xpg + 0,2%X 45 —,06*Xpe — 15,72,
roe P — BeposATHOCTb Pas3BUTUA TPOMOOTUHECKUX OCOXK-
HEHWN B [JONSX eduHULbl, € — 4ucno Junepa, Marema-
TMYecKasa KoHcTaHTa (x~2,718); z — noKasaTeNb CTeneHwu
B JIOTUCTUHECKON GYHKUNK; Xpar — aktusHocTs JIAT (Ea/n);
Xtap — aKtBHoCTb TAFI (%); Xp4g — @KTUBHOCTb dakTopa
¢oH BunnebpaHpa (%); Xpc — aKTMBHOCTb npotenHa C (%);
15,72 — KOHCTaHTa.

B cootBeTCcTBMM € KOabduUMeHTamu perpeccun 6bino
YCT@HOBJ/IEHO, YTO LWaHChl Pa3BUTUSA TPOMOOTUHECKMUX OCIOXK-
HEHWW NOBbIWAaNUCb Npu yBENUYEHUM aKTUBHOCTK JIAI B TOY-
Ke 1 (npu yBennyeHun nokazdatens Ha 1 Eg/n waHckl yBenu-
ynBanucb B 1,05 pasa), yBenuyeHun axktusHoctn TAFI (npu
yBENUYEHMMU NOKa3aTens Ha 1% WwaHcbl yennuusanuce B 1,04
pasa), yBeNM4YeHUn akTMBHOCTH daKTopa GoH BunnebpaHaa

Ta6nuua 3. CpaBHUTENbHAA XapaKTEPUCTUKA NoKasaTtesnen naHe M TeCTOB CKPUHMHIA Koarynorpammsl U daktopa doH Bunnebpaxaa y neten

rpynnlu?2

Table 3. Comparative characteristics of parameters obtained using test panel for screening the coagulogram and von Willebrand factor in

children from groups 1 and 2

NokasaTtenb

MpoTpoM6uH no Keuky (70-120%)
MNMpotpom6burHoBoOE Bpems (12,3-14,9 ¢)
MHO 0,86-1,22

Tpom6uHoBoe Bpems (14—-21 c)

A4YTB (29,1-35,5c)

®dunbpuHorer (0,83-3,83r/n)

dakTop ¢oH Bunnebparaa (50-160%)

Ta6nuua 4. CpaBHUTeNbHAA XapaKTEPUCTUKA aKTUBHOCTM aHTUTpom6uHa Ill, npoTtenHoB C 1 Sy nauneHToB rpynn 1 v 2
Table 4. Comparative characteristics of antithrombin Ill and protein C and protein S activity in patients from groups 1 and 2

NokasaTtenb

AHTUTPOMOUH Il (72-134%)
MpoteunH C (28-124%)
MpotenH S (80-116%)

Mpynna 1

pynna 2

Me (Qs; Qs) Me (Qs; Q3) P
85 (76; 95) 80 (69; 94) 0,115
15,0 (14,1; 16) 15,4 (14,3; 17) 0,071
1,09 (1,03; 1,16) 1,13 (1,04;1,21) 0,107
17,05 (16,10; 18,40) 16,95 (16,2; 17,9) 0,927
35,2(32,3; 38,6) 35,0(32,3; 40,3) 0,676
2,17 (1,78; 2,66) 2,09 (1,70; 2,44) 0,256
98 (76; 116) 110 (96; 156) 0,039

Mpynna 1 pynna 2

Me (Qs; Qs) Me (Qs; Q3) P
83(73;102) 82 (70;94) 0,227
53 (43; 65) 48 (40; 54) 0,031
66 (59; 78) 61 (51; 75) 0,157

Ta6nuua 5. CpaBHUTENbHbIM aHanu3 nokasateneh GUOPUHONUTUYECKOM (NNa3MUHOTEH), aHTUOUOPUHOAUTUYECKOW cucTeM (anbda-2-
aHTMnna3muH, TAFI), ypoBHsA GrMbpuH-MOHOMepa 1 D-aumepa y nauneHTos rpynn 1 v 2
Table 5. Comparative analysis of parameters of fibrinolytic (plasminogen) and anti-fibrinolytic (alpha-2-antiplasmin, TAFI) systems, fibrin

monomer and D-dimer levels in patients from groups 1 and 2

Mokasarenb JE{S:?& ) IV[:{B:?QZ:,, ) p
D-anmep (0,11-0,42 mKr/n) 0,30(0,27;0,43) 0,47 (0,27; 3,06) 0,027
MnasmuHoreH (80-120%) 67 (57;76) 59 (52; 71) 0,016
Anbda-2-aHTnnasmuH (80-120%) 90 (69; 103) 89 (78; 100) 0,946
TAFI (55-195%) 44 (35; 51) 45 (32;61) 0,900
DPubpuH-MoHOMep (2,46-11,96 MKr/mn) 7,28 (5,0; 13,61) 7,95 (5,0; 27,21) 0,984



Ta6nuua 6. CpaBHUTENbHANA XapaKTepPUCTUKa AMHAMUKM NPOKaNbLMTOHMHA, C-peaKTBHOro 6enka U KoMYecTBa IeMKOLMTOB Mexay naLueH-
Tamurpynnlun 2

Table 6. Comparative characteristics of dynamics of procalcitonin, C-reactive protein and white blood cell count between group 1 and group 2
patients

Mokasartennb A;:ygg:’aqls ) I\;zg:?é ) p
MpoKanbunTOHUH (<0,05 Hr/™Mn) 0,15 (0,05; 0,50) 0,41 (0,12; 0,64) 0,046
C-peaKTUBHbIN 6enoK (<5 mr/mn) 1,0(1,0;1,0) 1,0(1,00; 1,06) 0,117
NeikounTsl (6-15x109/1) 10,25 (8,12; 11,85) 11,38 (8,66; 14,1) 0,055

Ta6nuua 7. CpaBHUTENbHAs xapaKTepUCTUKa NoKa3aTenen a3oTMCToro o06MeHa U MapKepoB LuTonun3a B rpynnax 1 n 2
Table 7. Comparative characteristics of parameters of nitrogen metabolism and cytolysis markers in groups 1 and 2

Mokasarenb IJ'-:){SI:?QI; ) A;:’zg’:yaqzs ) p
KpeaTuHuH (18-35 MKmMonb/n) 23 (20; 28) 25 (22; 30) 0,08
MoueBuHa (1,8-5,3 Mmonb/n) 3,40 (2,51; 4,82) 3,22(2,52;4,57) 0,569
NaktataernaporeHasa (91-225 En/n) 245 (217; 281) 383(339; 483) 0,011
KpeaTuHknHasa (25-140 Eg/n) 80 (49; 119) 60 (58; 534) 0,636
AnaHuMHamuHoTpaHcdhepasa (<40 Ea/n) 23,6 (17,8;29,9) 22,3(18,0; 34,7) 0,939
AcnapTatamuHoTpaHcdepasa(<42 Ea/n) 42,3(35,2; 49,7) 41,7 (35,7; 46,6) 0,604
Bunupy6uH o6wuit (3,7-20,5 MKMonb /1) 9,4 (6,9; 13,4) 13,9 (9,8; 24,9) 0,002
Bunvpy6uH npsimoi (<5,1 MKMonb/n) 1,98 (1,08; 3,12) 3,85(2,22;5,01) 0,042
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Ta6nuuya 8. BiusiHne GaKToOpoB, BKIOYEHHbIX B MPOrHOCTUYECKYIO MoAenb (1), Ha BEPOSTHOCTb Pa3BUTUS TPOMOOTUYECKUX OCIOXKHEHMUI
(B nopsiaKe ybbiBaHWS BEIMYUHBI BANAHUS)
Table 8. The effect of factors included in the prognostic model (1) on the likelihood of development of thrombotic complications (in the

descending order of magnitude of the effect)

HaumeHoBaHue ¢pakTopa Ol (OR) 95% AU p

AKTMBHOCTb NaKTtatgermaporeHassl, Eq/n
AKTMBHOCTb TAFI,%
AKTUBHOCTb paKkTopa doH Bunnebparaa,%

AKTMBHOCTb npoTenHa C,%

(npu yBenuyeHnn nokasatens Ha 1% wWaHcbl yBeIM4YMBanIuCh
B 1,02 pagza), a TaKKe MpPU CHUKEHUWM aKTUBHOCTM MpoTenHa
C (Npu CHWXXeHUW nokasaTens Ha 1% LWwaHCbl yBeNM4MBanucb
B 1,06 pasa). BansHue Kaxxaoro paktopa Ha LaHCbl pa3BUTHS
TPOMOOTUYECKUX OCNIOKHEHUH NPeACTaBNeHbl B Tabn. 8.

MonyyeHHas MpOrHocTMyeckas Moaenb Obina CTaTUCTH-
Yecku 3Ha4ymMmolm (p < 0,001). Mcxoaa ua 3HavyeHuss Koaddu-
LUMeHTa JeTepMuHaL M R2 HaimKenkepKa, B MOAEN 6biin
yyTeHbl 83,6% $aKTOpOB, OKa3blBaOWMX BAUSHUE Ha BEPO-
ATHOCTb Pa3BUTUS TPOMOOTUYECKUX OCITIOXHEHUN B Mocne-
onepawlvoHHOM nepuosae.

loporoBoe 3HayeHue NorucTMyeckomn GyHKuUmMmM P cocTa-
Buno 0,5. Mpu 3HayveHusx P < 0,5 nporHo3npoBasncs HU3KNi
PUCK pa3BUTUS TPOMBOTUYECKUX OCNOXKHEHUI. Tpn 3Have-
HUM P > 0,5 — BbICOKUM PUCK pPas3BUTUS TPOMOOTUYECKMUX
OC/OXHEeHMW. Mpy 3agaHHOM MOPOroBOM 3HAaYEHMMU YyBCTBU-
TeNbHOCTb Mogenu coctaBuna 95,3% (41 BepHbIA MPOrHo3
cpeau 43 naumeHToB ¢ TpoM603amu B NocieonepaLmnoHHOM
nepuvoge), cneumduyHocTb coctaBuna 96,4% (106 BepHbIX
nporHo3os cpean 110 nauneHToB 6€3 TPOMOO30B B nocre-
ornepaunoHHOM nepuoae).

OBCYXAEHUE
[leTn ¢ BPOXAEHHbIMM NMOpPOKaMKU cepaLa UMEIT BbiCO-
KW PUCK Pas3BUTUS TPOMBOTUUYECKMX OCNOKHEHUIM B nocne-

1,05 1,03-1,06 <0,001
1,04 0,99-1,1 0,09

1,02 1,004-1,04 0,012
0,94 0,87-1,01 0,094

onepaunoHHoM nepwuoae [9]. Pa3Butue TPOMBOTUHECKMX
OCJ/IO}KHEHMW accouMmnpyeTes C yXyalWeHUeM TeYeHus nocne-
onepaLmroHHOro Nepmnoja, a TakxKe Co 3Ha4YUTENbHbIM YBEN-
YeHWeM neTanbHOCTH [6].

B npeactaBneHHOM wuccnefoBaHUU WU3ydYeHbl KIWHUYe-
CKMe 1 nabopaTopHble NokasaTtenun 153 peteit ¢ BINC B BO3-
pacTte go 1 roga. Y Bcex naLMeHTOB NpefonepaLMoHHO 6bian
OLeHEeHbl KIMHUYECKMe 1 nabopaTopHble NoKa3aTtenu (B Tom
yucne nokasaTenu Koarynorpammbl U GUOXMMUYECKOT0 aHa-
NM3a KPOBMW). BbisiBNEHbI CTAaTUCTUYECKU 3HAYUMbIE Pa3INYNG
MeXay rpynnaMu nalumMeHToB ¢ TpoM603amu u 6e3 TpPoM6OTH-
YECKUX OCMIOXKHEHWI MO KaXKAOMY U3 U3y4aeMbliX MPUBHAKOB.
MNpw NnpoBeaeHNM NTOrTUCTUYECKOIO PErPECCUOHHOMO aHan13a
NocTpoeHa Mofeslb Pas3BUTUS TPOMOOTUHECKUX OCIOXHe-
HWUM, B KOTOpylo Bowso 4 napameTpa: aktuBHocTb JIAT,
aKTMBHOCTb TAFI, akTMBHOCTbL daKTopa GoH BunnebpaHia,
aKTUMBHOCTb npoTerHa C. [oBbIleHNe NepBbIX TPEX U CHUXKE-
HWE aKTMBHOCTU NpoTenHa C accouumnpytoTcs C NMOBbILIEHU-
€M pUCKa pas3BUTUSA MocneonepauoHHbIX TPOMOOTUHECKUX
OC/IOXKHEeHWW. lNony4yeHHble HamMK pesynbTaTtbl NOATBEPXAa-
I0TCH AaHHbIMW paHee MpPOBefEeHHbIX uccnenoBaHun. TAFI
ABNAETCSA MMWKOMPOTEMHOM, KOTOPbIM aKTMBUPYeTCS U pac-
wennseTcs npyu B3aMMOAENCTBMM C TPOMOMHOM M TPOMGO-
MOAY/IMHOM B MpPOCBETE KPOBEHOCHbIX cocygoB [10, 11].
AKTMBUMpOBaHHaa dopma TAFI cHUXKaeT aKTMBHOCTb Mia3Mu-
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Ha 1 nogasnseT dubpuHonus [12]. Tak, No AaHHbIM S. Emani
1 COaBT., NoBbllWeHWe akTuBHOCTK TAFI accoummpyeTca ¢ pas-
BUTMEM TPOMBOTUYECKNUX OCNOXKHEHUI Yy AETEN C €ANHCTBEH-
HbIM YXenyLo4YKOM nocne onepaTMBHOM KoppeKunn BIC [13].
dakTop ¢oH BunnebpaHaa npeacraBnsier co60M KPyMHbIN
MYNbTUMEPHBIN TJIMKOMPOTEWH, OMOCPEAYIOWMI aaresuto
TPOMOOLMTOB K TPOMBOLMTamM M TPOMBOLIMTOB K cy6aHaoTe-
nuto. Mocne BbICBOGOXKAEHUS U3 aKTUBUPOBAHHbIX TPOMOGO-
LMTOB M 3HpoTenua daxktop ¢oH BunnebpaHaa npenmylie-
CTBEHHO cyllecTBYeT B GopMe BOMbLIMX TMMeppeaKkTUBHbIX
MynbTUMepoB [14]. buonornyeckas akKTMBHOCTb daKTopa
doH BunnebpaHaa B NepByto ovyepeab peryampyetca Metan-
nonpoteason nnasmbl ADAMTS-13, KoTopasa cneunduryecKkn
paclennsaeT ero Ha Mejkue, MeHee TpoMboThYecKue Gopmbl
[15-17]. B pa6oTe R. Hunt nogo6Hble U3MEHEeHUs onMncaHbl
y neten ¢ BIC; cooTHOWweHne HM3Koro ypoBHS ADAMTS-13
1 MOBbILLIEHWE aKTUBHOCTK daKTopa GoH BunnebpaHaa 6bi10
pacueHeHO KaK NpeauKTop nocneonepauyoHHbIX TPoM6o-
308 [18]. MpoTenH C — OAMH M3 BaXKHEMNLLIMX €CTECTBEHHbIX
aHTUKOArynaHToB, TaKkxe ob6fiajaloWwmnin HEenponpoTEKTUB-
HbIMK cBoMCTBaMyu [19]. [leduunT 3TOro MapKepa XOpoLlo
M3BECTEH KaK GpaKTop pMCKa pa3BUTUS NocieonepaLMoHHbIX
Tpom6030B [20-24]. OgHaKo ponb AeduuuTa npoTerHa
C B pa3BuTUM MnocneonepaLmoHHbIX TPOMOO30B y [eTen
¢ BINC nayyeHa Hepgoctato4Ho. JIAI aBnseTcs BaxHbIM dep-
MEHTOM aHaspo6Horo metabonuama. PyHKuMa depmeH-
Ta — KaTanuM3upoBaTb 06paTMMOe MpeBpalleHue naKkrata
B NUpPyBaT C BOCCTAHOBMIEHWEM (HUKOTUHAMUAALEHUHANHY-
kneotna) NAD* o NADH u Hao6oport. JIAI — 310 depMeHT,
NPUCYTCTBYIOLWMIA NPaKTUYECKM BO BCEX TKaHAX opraHuM3ma.
CoCTOsiHMS, KOTOpble MOTYT Bbi3BaTb MOBbILIEHWE YPOBHS
JIAT B KpoBwW, BKIKOYaOT 3abo/ieBaHUE MeYEHU, aHEMMUIO,
MHbaPKT MMOKapaa, epenomMbl KOCTEN, MbllLEYHbIE TPaBMbl,
paK 1 MHOEKUMU, TaKne Kak aHuedanunt, MEHUHIUT, aHLeda-
NUT U BUpPYC UMMyHogeduumuTa YenoBeka [25]. Mo gaHHbIM
niMTepaTypsbl, 3TOT NOKa3aTesNb ABSETCH NPEAUKTOPOM TPOM-
60TUYECKMX OCNOXKHEHWI Y MaLMEHTOB C KENyAOYKOBbIM
annapaToM BCNOMOraTenbHOro KpoBoo6paLLleHUs.

Takum 06pa3om, MCnosb3ys nabopaTopHble MokasaTe-
v (aktuBHocTb JIAI, aktMBHOCTb TAFI, aKTMBHOCTbL daKTo-
pa ¢oH BunnebpaHia, aKTMBHOCTb npotenMHa C), MOMXKHO
npegonepaLymoHHO NpeaBuaeTb pa3BuTUe TPOMOOTUYECKUX
OCJ/IO}KHEHMW B MOCneonepaLnoHHOM Nepuoae y KOHKpPETHO-
ro pebeHKa ¢ 4yBCTBUTENbHOCTbIO 95,3% M cneundUyHOCTbIO

CMUCOK JIUTEPATYPbI / REFERENCES

1. Cholette JM, Rubenstein JS, Alfieris GM, et al. Elevated risk of
thrombosis in neonates undergoing initial palliative cardiac surgery.
Ann Thorac Surg. 2007;84(4):1320-1325. doi: 10.1016/j.athorac-
sur.2007.05.026.

2. Odegard KC, McGowan FX Jr, Zurakowski D, et al. Procoagulant
and anticoagulant factor abnormalities following the Fontan proce-
dure: increased factor VIIl may predispose to thrombosis. J Thorac
Cardiovasc Surg. 2003;125(6): 1260-1267. doi: 10.1016/s0022-
5223(02)73605-2.

3. Odegard KC, McGowan FX Jr, Zurakowski D, et al. Coagulation
factor abnor-malities in patients with single-ventricle physiology
immediately prior to the Fontan procedure. Ann Thorac Surg.
2002;73(6):1770-1777. doi: 10.1016/s0003-4975(02)03580-4.

4. Horigome H, Hiramatsu Y, Shigeta O, et al. Overproduction
of platelet microparticles in cyanotic congenital heart disease
with polycythemia. J Am Coll Cardiol. 2002;39(6):1072—-1077. doi:
10.1016/s0735-1097(02)01718-7.

5. Odegard KC, Zurakowski D, Hornykewycz S, et al. Evaluation of the
coagulation system in children with two-ventricle congenital heart
disease. Ann Thorac Surg. 2007;83(5):1797-1803. doi: 10.1016/
j.athoracsur.2006.12.030.

96,4%. Co3naHHaa MatemaTuyeckas MoAenb MPOrHO3Mpo-
BaHWS NO3BOMSET ONTUMU3UPOBATb CUCTEMY CTpATUdUKALUK
pUCKa TPOMBOTUYECKMUX OCNIOXHEHUI Yy AeTeN, onepupyembIx
no NoBO/Y BPOXAEHHbLIX MOPOKOB cepaua, B ycnosuax UK.

BKJIAJ ABTOPOB

B.A. JlactoBKa — c60p MaTepuana, CTaTUCTUYECKUI aHa-
nn3, obopMaeHue cTaTbm.

P®. TenaeB — craTUCTUYECKMI aHanW3, odopmieHune
cTaTbMm.

0.b. lTopoeeBa — BbINOIHEHME NAGOPATOPHbLIX TECTOB,
odpopmneHue ctaTbm.

A.P. Buaxunes — c6op matepuana, noMcK 1 nepeBo UHO-
CTPaHHbIX UCTOYHUKOB.

AUTHORS’ CONTRIBUTION

V.A. Lastovka — collection of data, statistical analysis,
article preparation.

R.F. Tepaev — statistical analysis, article preparation.

0.B. Gordeeva — performing laboratory tests, article
preparation.

A.R. Bidzhiev — collection of data, search and translation
of foreign sources.

UCTOYHUK ®UHAHCUPOBAHUSA
OTcyTCcTBYET.

FINANCING SOURCE

Not specified.

KOH®JIUKT UHTEPECOB

ABTOpPbI 3a5BASOT 06 OTCYTCTBUMU KOHMIMKTA MHTEPECOB,
0 KOTOPOM HEOBXOAMMO COOBLUTD.

CONFLICT OF INTERESTS

Not declared.

ORCID

B.A. JlacToBKa
https://orcid.org/0000-0002-3395-2812
P.®. TenaeB
https://orcid.org/0000-0001-6667-9472
0.b. lopaeeBa
https://orcid.org/0000-0001-8311-9506
A.P. BupgxxueBa
https://orcid.org/0000-0003-4443-345X

6. Manlhiot C, Menjak IB, Brandao LR, et al. Risk, clinical fea-
tures and outcomes of thrombosis associated with pediatric car-
diac surgery. Circulation. 2011;124(14):1511-1519. doi: 10.1161/
CIRCULATIONAHA.110.006304.
7.GottesmanRF,ShermanPM, GregaMA, etal. Watershed strokesafter
cardiacsurgery:diagnosis, etiology,and outcome. Stroke.2006;37(9):
2306-2311. doi: 10.1161/01.STR.0000236024.68020.3a.

8. Silvey M, Hall M, Bilynsky E, Carpenter SL. Increasing rates of
thrombosis in children with congenital heart disease undergoing
cardiac surgery. Thromb Res. 2018;162:15-21. doi: 10.1016/
j.thromres.2017.12.009.

9. Zabala LM, Guzzetta NA. Cyanotic congenital heart disease
(CCHD): focus on hypoxemia, secondary erythrocytosis, and coagu-
lation alterations. Paediatr Anaesth. 2015;25(10): 981-989. doi:
10.1111/pan.12705.

10. Gursoy T, Tekinalp G, Yigit S, etal. Thrombin activatable fibrinolysis
inhibitor activity (TAFla) levels in neonates with meconium-stained
amniotic fluid. J Matern Fetal Neonatal Med. 2008;21(2):123-128.
doi: 10.1080/14767050801891135.

11. Bajzar L, Nesheim M, Morser J, Tracy PB. Both cellular and
soluble forms of thrombomodulin inhibit fibrinolysis by potentiating



the activation of thrombin-activable fibrinolysis inhibitor. J Biol
Chem. 1998;273(5):2792-2798. doi: 10.1074/jbc.273.5.2792.
12. Bouma BN, Meijers JC. Thrombin-activatable fibrinolysis
inhibitor (TAFI, plasma procarboxypeptidase B, procarboxypeptidase
R, procarboxypeptidase U). J Thromb Haemost. 2003;1(7):1566—
1574. doi: 10.1046/j.1538-7836.2003.00329.x.

13. Emani S, Zurakowski D, Baird CW, et al. Hypercoagulability
markers predict thrombosis in single ventricle neonates
undergoing cardiac surgery. 2013;96(2):651-656. doi: 10.1016/
j.athoracsur.2013.04.061.

14. Levy GG, Nichols WC, Lian EC, et al. Mutations in a member of the
ADAMTS gene family cause thrombotic thrombocytopenic purpura.
Nature. 2001;413(6855):488-494. doi: 10.1038/35097008.

15. Fujikawa K, Suzuki H, McMullen B, Chung D. Purification of
human von Willebrand factor-cleaving protease and its identification
as a new member of the metalloproteinase family. Blood.
2001;98(6):1662-1666. doi: 10.1182/blood.v98.6.1662.

16. Gerritsen HE, Robles R, Lammle B, Furlan M. Partial amino acid
sequence of purified von Willebrand factor-cleaving protease. Blood.
2001;98(6):1654—-1661. doi: 10.1182/blood.v98.6.1654.
17.Zheng X, Chung D, Takayama TK, et al. Structure of von Willebrand
factor-cleaving pro-tease (ADAMTS-13), a metalloprotease
involved in thrombotic thrombocytopenic purpura. J Biol Chem.
2001;276(44):41059-41063. doi: 10.1074/jbc.C100515200.
18. Hunt R, Hoffman CM, Emani S, et al. Elevated preoperative
von Willebrand factor is associated with perioperative thrombosis
in infants and neonates with congenital heart disease.
J Thromb Haemost. 2017;15(12):2306-2316. doi: 10.1111/
jth.13860.

19. Griffin JH, Zlokovic BV, Mosnier LO. Activated protein C, protease
activated receptor 1, and neuroprotection. Blood. 2018;132(2):
159-169. doi: 10.1182/blood-2018-02-769026.

CraTtbs noctynuna 24.10.2020, npuHaATa K neyatun 11.12.2020

20. ¥apkos MM.A., NonetaeB A.B., [pauéBa M.A. u ap. NpumeHeHune
metoaa «TpoMOOpPUCK» y aeTer C TPOMOO3OM My6OKUX BeH //
[okTop.Py. lemaTonorus.— 2016.— N¢ 5(122).— C. 48-51.
[Zharkov PA, Poletaev AV, Gratcheva MA. ThromboPath Assay for
Assessment of Hemostasis in Children with Deep Vein Thrombosis.
Doctor.Ru. Hematology. 2016;(5(122)):48-51. (In Russ).]

21. ToHyapoB A.A., Pbibka M.M., XuHyaroB [.4., Poranbckas E.A.
Cny4yail MHTpaonepaLMoHHOro BbISBNEHUS Aeduuuta npoTtemHa C
y 60/1bHOr0, ONEepPMPOBAHHONO MO MOBOAY LIaHOTUHECKOro MOPOKa ceps-
ua // Tfematonorus v tpaHcdyauonorus. — 2020. — T. 65. — N2 1. —
C. 61-69. [Goncharov AA, Rybka MM, Khinchagov DYa, Rogalskaya
EA. A clinical case of protein C defi ciency revealed in a patient during
surgery for cyanotic heart defect. Russian Journal of Hematology and
Transfusiology = Gematologiya i transfuziologiya. 2020;65(1):61-69.
(In Russ).] doi: 10.35754,/02345730-2020-65-1-61-69.

22. WndpuH 10.A., Xapkos [1.11., NawaHos E.[. NpuMeHeHNe KOH-
LeHTpaTa npotenHa C y geten ¢ NpuMoGpeTeHHbIM ero aeduuu-
TOM // Bonpocbl remaTtonorum/OHKONOrMKU U MMMYHOMATONOrMn
B neguatpun.— 2019.— T. 18.— N° 2.— C. 59-65. [Shifrin IA,
Zharkov PV, Pashanov ED, et al. Pediatric hematology/oncology
and immunopathology. 2019;18(2):59-65. (In Russ).] doi:
10.24287/1726-1708-2019-18-2-59-65.

23. Siegerink B. FVIII, Protein C and the Risk of Arterial
Thrombosis: More than the Sum of Its Parts. Thromb Haemost.
2018;118(7):1127-1129. doi:10.1055/s-0038-1661373.

24. Abd EI Mabood S, Fahmy DM, Akef A, El Sallab S. Protein C and
Anti-Thrombin-lll Deficiency in Children With Beta-Thalassemia.
J Hematol. 2018;7(2):62-68. doi:10.14740/jh392w.

25. Farhana A, Lappin SL. Biochemistry, Lactate Dehydrogenase.
In: StatPearls. Treasure Island (FL): StatPearls Publishing;
2020. Available online: https://www.ncbi.nlm.nih.gov/books/
NBK557536. Accessed on December 11, 2020.

The article was submitted 24.10.2020, accepted for publication 11.12.2020

Russian Pediatric Journal. 2020;1(4):11-17

):11-17

2020;1(4

MNCKUIM NegnaTpuYecKuil JypHan.

Poccu



