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Pesiome

CrcTema remMocTasa HOBOPOXKAEHHbBIX AETelN OTAMYAETCA OT B3POC/bIX. 3HAUUTENbHbIE
KOJINYECTBEHHbIE U KAaUYeCTBEHHble pa3nnuna $akTOpOB CBEPTbIBAHWUA KPOBUW, 0COOEH-
HOCTU CTPOEHMA N GYHKLMU TPOMOOUMTOB NMpeaonpefensoT CBOW, 0COObIN XxapaKTep
remocTas3a. [pu 3Tom B HopMe crcTema cbanaHcrpoBaHa 1 GyHKLUOHKPYET xopolLwuo. Mpu
HapyLleHUAX CBEPTbIBAEMOCTU KPOBY Y Bpayell HepeaKko BO3HUKAKOT 3aTPyAHEHNA Npu
WHTepnpeTauny nokasatenein reMoctasa y HoBopoxaeHHbIx. Kpome Toro, npu Heobxoau-
MOCTM 3aMeCTUTeNbHaA Tepanva NPOBOAMTCA NpenapaTaMmu KpoBY B3POCIIbIX JOHOPOB,
YTO MMeeT CBOoM 0CcOobeHHOCTU. CTaTbs NMOCBALLEHA 0630y COBPEMEHHbIX 3HAHMI MO AaH-
HoW npobneme.

KnioueBble c/ioBa: HOBOPOXAEHHbIV, FeMOCTa3, pepepeHTHbIEe Arana3oHbl, remopparu-
yeckme paccTponcTea
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Abstract

The hemostatic system of newborn children differs from that of adults. Significant
quantitative and qualitative differences in blood coagulation factors, structural features
and function of platelets predetermine their own special nature of hemostasis. At the
same time, the system is normally balanced and functions well. In cases of bleeding
disorders, doctors often have difficulty interpreting hemostasis indicators in newborns. In
addition, if necessary, replacement therapy is carried out with blood products from adult
donors, which has its own characteristics. The article is devoted to a review of modern
knowledge on this issue.

Keywords: newborn, hemostasis, reference ranges, bleeding disorders

B BBEAEHUE

Cnctema remocTasa — OfHa M3 OCHOBHbIX CUCTEM OpraHu3ma-nioga, NpUHUMAloLWMX
yyacTve B afgantauuu K BHYTPUYTPOOHOMY 1 BHEYTPOOHOMY CyllecTBOBaHMI0. Ha npo-
TAXEHUN OHTOTEeHETUYECKOro Pas3BUTMA YenoBeKka CUCTeMa remocTasa He CTaTM4YHa, a
npeTepneBaeT AUHAMUYECKU npouecc pa3sutus. Ewe B 1987 r. M. Andrew ¢ Konnera-
MU NPeaSIoKUAN TEPMUH «3BOJIOLMOHHBIA reMoCTas» ANA ONMCAHNA ero NoCTeNneHHOro
CO3peBaHUsi OT BHYTPMYTPOOGHOrO pa3BUTUSA 40 B3POCION Xun3Hu [1, 2]. Cuctema remocTa-
3a Yy HOBOPOXAEHHbIX U fieTell paHHEro Bo3pacTa MMeeT 3HaunTeNbHbIe Pa3nnyma B Npo-
Leccax Koarynsuum n ¢pubprHoOnm3a no CpaBHEHMIO C AeTbMK CTapLUero Bo3pacTa, Yto
CBA3aHO C CO3pEeBaHNEM U MOCTHaTaNIbHbIM Pa3BUTUEM. XOTA KaXKAbli KOMIMOHEHT CUCTe-
Mbl FemMOCTa3a ABNAETCA HEOTbEMSIEMON YaCTbio CMCTEMbI, OH Pa3BUBAETCA MO-Pa3HOMY,
npuyem MHOTME M3 3TUX KOMMOHEHTOB AEMOHCTPUPYIOT KaK KOJMYEeCTBEHHbIE, Tak ”
KauecTBeHHble BO3pacTHble pa3nnuus [3, 4]. BaXkHO OTMETUTb, YTO U3MEHEHNWA B CUCTEME
remMocTasa BO3HMKAIOT Yalle Yy HeJOHOLEHHbIX HOBOPOXAEHHbIX 1 MPUBOAAT K remop-
parMyecknMm HapyLleHNAM, Yem 1 OOYCNaBNUBAOTCS BbICOKME PUCKU MHBAaNUAM3aLum u
neTanbHbIX CxofoB [5, 6]. No3TomMy cyliecTBYeT HEOH6XOANMOCTb COCTaBIEHNS METOAUKU
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KOMMNEKCHOM OLeHKM CUCTEMbI FeMOCTa3a C YUETOM TAXKECTN HeOHaTaNbHOW NaTonoruu,
NpeapacnosioKeHHOCTN K reMOCTa3noNorMyecknM 1 SHAOTENMANbHbIM HapyLUEHNAM,
ANA oNTMMK3auMn NpoBoANMON Tepanuu [5]. lna uHTepnpeTaumm oTKNOHEHUI HEOOXO-
LAVIMO 3HaHMe HOopMasibHbIX MOKa3aTenen, oTparkaloLWmx COCTOAHME CUCTEMbI FeMOCTa3a,
KOTopble B 6onbLuel CTeNeHN N3BECTHbI A1 fOHOLLIEHHbIX HOBOPOXKAEHHDIX, a ANA Hefo-
HOLUEHHbIX HOBOPOX/EHHbIX OCTalTCcA cnabomnsyyeHHbIMU. Bce 3To oTpaxaeT Heobxo-
OVMMOCTb B YCTaHOBNEHWMW NPUYNHHBIX GaKTOPOB pUCKa CO CTOPOHbI MaTepu 1 pebeHKa,
06ycnoBnuBaKOLWMNX HaNMuMe reMopparnyeckoro CUHAPOMa, NONCKe AOMOAHUTENbHbIX
OODBEKTUBHbIX MapKepPOoB, MNO3BONAKLWMX OLEHUTb COCTOSHME CUCTEMbl FremMocCTasa Kak
[IOHOLLEHHbIX, TaK N HEeAOHOLLEHHbIX AeTel, ANA COBEPLUEHCTBOBAHUA AMArHOCTUKA U
npo¢$unnaKkTnKu, a cnefoBaTeNibHO, NOBbIWEHMA KaueCcTBa OKa3aHNa MeaNLMHCKON NOMO-
wm [71.

0Oco06eHHOCTM CcTeMbl reMocTasa Y HOBOPOXKAEHHbIX

HecmoTps Ha HenpepbiBHblE AOCTUXKEHNA B 06/1aCTU HEOHATaNbHOWM remaTonoruu, B
Hallem NOHMMaHMM MeXaHM3MOB reMocCTa3a B 3TOWN AeNIMKaTHOW rpynne naunueHToB OcTa-
€TCsA MHOro NpPo6enoB. Y 340p0BbIX HOBOPOXKAEHHbIX CCTEMA FeMOCTa3a, XOTA U He3pe-
nas, Ho dyHKLMOHanbHO xopowo cbanaHcuposaHa [8]. TwatenbHoe NOHUMaHe CTagun
pa3BUTUA reMoCTas3a U fiexallel B ero ocHoe ¢pU3nonorum n natoprsnonornm aBnaeTca
byHOaMeHTOM ANA COOTBETCTBYIOLLEN OLeHKN GpaKTOpOB pUCKa 1 NPaBUIIbHOrO fleyeHuns
HapyLeHNn remocTasa y HOBOPOXeHHbIX [8, 9].

B cucteme remocTasa NpUHATO pasnmnyaTb NepBUYHbIN, NN COCYANCTO-TPOMbOLMTaP-
HbI, 1 BTOPUYHDIN, UK MAa3MEHHbIN, FeMOoCTas.

CucTtema nepBMYHOro reMmocTasa Yy HOBOPOXAEHHbIX

MepBUYHBIA reMOCTa3 OCyLLEeCTBAAETCA B pe3ynbTaTte B3auMOAENCTBUA MeKAaY TPOM-
6ounTtamu (Tr) 1 COCyANCTON CTEHKON, a TakXe afre3mBHbIMU H6enkamu, 4To NPUBOANT K
06pa3oBaHNI0 NepPBUYHON «TpOMOOLIMTapHON MPOo6Ku». HenoBpexaeHHbI sHAOTENNN
obnagaeT aHTUTPOMOOTUYECKMMU CBOMNCTBaMI, KOTOpble MoadepKuBatoTca bnarogaps
MHOXecTBY pakTopoB. Cyb6aHAOTENNANbHBINA CNON, Hao60poT, 06nagaeT BblpaXKeHHbIMU
TPOMOOreHHbIMI CBOMNCTBaMI, KOTOpble peanu3yloTca Npu NOBPEXAEHNN SHAOTENNA U
3aKnenBalT MecTo NOBPEXAEHMWA YNOMAHYTON «TpOMOOLIMTapHOI NPOGKO».

MepBble Tr noABRATCA B KPOBW Mofa yxe nocne 5 Hegenb 6epemeHHocTn [10].
KonunuectBo (150-450%10°/n) U CTpyKTypa TPOMOOLMTOB y 3[40POBbIX HOBOPOX[EH-
HbIX OYEeHb MOXOXW Ha TaKoBble Yy B3POCIIbIX, XOTA AMana3oH KonebaHuii KonuyecTsa y
MnageHues wupe. CogepxaHue Tr B KPOBM HOBOPOXKAEHHbIX AeTell meHee 150%x10°/n
pacueHnBaeTca Kak TpomOounToNeHUs, OAHaKO HepeaKo ObHapyXunBaemble Yy yCyoB-
HO 3[40POBbIX HEJOHOLLEHHbIX HOBOPOXAEHHbIX ypoBHM Tr 100-150%10°/n He conpo-
BOXAATCA KaKUMU-TO KIIMHUYECKUMWN NPOABNEHNAMU, ABAAACH CIyYaHON HaXOA KoM
[11]. CpegHuit obbem Tr HaxoguTca B npefenax 7,0-9,0 én n He oTAnYaeTca oT ypoB-
HA Yy B3pOC/bIX. YPOBEHb TPOMOONO3TMHA TaKXKe He OT/IMYaeTCA OT YPOBHA Y B3POC/bIX
(B cpegHem 140 nr/mn) [12-14], xoTa B 6onee paHHNX UCCNe0BaHMAX CYNTANOCh, UTO Y
HOBOPOXEHHbIX OH Bbiwe [15]. [py 3TOM MeXXay HeoHaTanbHbIMU 1 B3pOCbIMK Tr CyLLe-
CTBYIOT 3HaunTenbHble GYyHKLMOHaNbHble pa3nnuua. B yactHocTy, Tr, nonyyeHHble Kak
13 NYNOBUHHOW, Tak 1 13 nepndepunyeckon KPOBU HOBOPOXKAEHHbIX, EMOHCTPUPYIOT
6onee cnabyio peakuuio, yem Tr B3pOC/bIX, K arOHNCTaM, TakuM Kak afieHo3nHaudocdat
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(AQ®), agpeHanuH, KonnareH, TPOMOUH 1 aHanorn TpombokcaHa (TXA2). 3Ta runope-
aKTMBHOCTb HeOHaTanbHbIX Tr 06ycnoBneHa pasnnunaMM B YPOBHAX SKCNPECCUM KIto-
UeBbIX MOBEPXHOCTHbIX PELEenTOpPOB U/WNK CUTHaNbHBLIX NyTen 1 Gonee BbipaxeHa y
He[OHOLIEHHbIX HOBOPOXAEHHbIX. HecmoTpa Ha 3Tn pasnuuma B GyHKumm Tr, Bpema
KpoBoTeueHnA 1 Bpema 3akpbiTna PFA-100 (TecT nepBMYHOro remocTasa LiefibHOW Kpo-
BU in vitro) Kopoue y 300POBbIX [OHOLEHHbIX HOBOPOXAEHHbIX, YEM Y B3POCIIbIX, UTO
OTpaXaeT yNy4lleHHbI NepBUYHbIA remocTas [16].

Apre3ua Tr y JOHOLIEHHbIX HOBOPOXKAEHHbIX aHaNoOrMyHa Uiy gaxe Bbiwe, yem y Tr
B3pocnbix ftogeit [17]. 3To napagoKcanbHoe OTKPbITUEe OObACHAETCA HaNUYMeM B KPO-
BV HOBOPOXAEHHbIX GaKTOPOB, KOTOpPble YCUNIMBAIOT B3auMogencTame Tr O CTeHKamMu
cocynos. Npy noBpexaeHun sHAOTeNMA cocyaoB obHaxaloTca 6enkn cybsHaoTenmanb-
Horo matpukca (SEM), Takme Kak KonnareH u ¢paktop ¢oH BunnebpaHaa (VWF), koTopble
obecneumBaloT MecTa CTbIKOBKM peLenTopoB Tr. OTW peuenTopbl CBA3bIBalOT 6enkn SEM
W 3anycKarT akTuBauuio Tr, u3meHeHue GopMbl U AerpaHynALmio, YTo NPUBOAUT K Npu-
BNeYeHuIo 1 akTMBaUum 6onbliero Konmyectsa Tr U3 KpooobpalleHna. [1na HOBOPOX-
[EHHbIX XapaKTepHbl BbiCOKMe ypoBHM dakTopa VWF 1 npeobnagaHme cBepXANUHHBIX
mynbtumepos VWF [18, 19]. OgHOBpeMeHHO CHWKeHa npumepHo Ha 50% aKTMBHOCTb
MeTtannonpotenHasbl ADAMTS-13, koTopas Bbi3biBaeT gerpagaunto VWFE. [JaHHbIN mexa-
HU3M cymTaeTca GU3MONorMyeckor peakumen Ha nNpolecc poaos, Korga Habnogaertca
noBpexeHvie TKaHel nnoga 1 BbIGPOC agpeHanuHa, Npu 3ToM TPomO0o3bl Y 300POBbIX
HOBOPOXAEHHbIX He pa3BuBatoTca [20]. Takum 06pa3om, rMNopeakTBHOCTb HEOHaTasb-
HbiX Tr cneflyeT paccmaTpuBaTb He Kak AedeKT pa3BUTUsA, @ CKopee Kak HeoTbemsiemyto
YacTb YHMKaNbHOWN, XopoLo cbanaHCMpOBaHHON NEPBUYHON CUCTEMbI FeMOCTa3a.

MpokoarynAaHTHaA akTMBHOCTb Tr HOBOPOXAEHHbIX W B3POC/bIX OAnHaKoBa [21], HO
nmeloTCA HekoTopble ocobeHHOCTH. [poKoarynaHTHaa akTMBHOCTb TPOMOOLINTOB OLEHU-
BaeTCA N0 jofie akTUBMPOBaHHbIX Tr, HECYLUMX Ha CBOel NoBepxXHOCTU pochaTmanncepuH,
oT obulero onpegensemMoro KonuMyecTBa akTMBMpoBaHHbIX Tr. QochaTmauncepmH npu
akTuauuu Tr BbIXOAUT Ha BHELIHWI CNo MemOpaHbl, YTO BefeT K CBA3blBaHMIO 6enkos
CBEpTbIBAHMA KPOBU 1 YCKOPEHWIO peaKkLmin € ux yyactrem [22]. ToombouuTbl cogepxat
[Ba TUMa rpaHyn, BbICBOOOXAAeMbIX MPY aKTUBALMUN: MIOTHbIE U O-rpaHynbl. MNoTHble
rpaHynbl cogepaTt CepOTOHUH, agpeHanuH, HopagpeHanvH, AQ® n noHbl Ca%*. Anbda-
rpaHynbl cogepxat TpombouuTapHbin daktop IV, dnbpoHekTnH, VWF 1 gp. YnbTpacTpyk-
TYpHble UCCNefoBaHUA NOKa3asnu, UTo, XOTA KOMMYECTBO MAOTHbIX rpaHyn B Tr HOBOPOX-
[EHHbIX MeHblUe, YeM B Tr B3pOC/bIX, KONMYECTBO A-FPaHy, KOTOpble ABNATCA Hanbonee
pacnpocTpaHeHHbIMK, OANHaKoOBO [23, 24]. KonuuecTBo MKpoBe3nKyn, 6oratbix docda-
TUNANCEPUVHOM, @ TaKXKe ero 3KCnpeccmsa Ha NoBepxHOCTY Tr Bbllle, YeM Y B3POCbIX, YTO
co3aaeT NPOoKoarynaHTHYI0 cpefly, OAHaKO reHepaLua TPOMOUHA 3HAUNTENIbHO HUKE, YeM
y B3pocnbix [25, 26].

Cucrema BTOPUYHOIO remocTasa y HOBOPOXKAEeHHbIX

BTOpuuUHbIN, MNK NnasMeHHbIN, reMocTa3s BKloUyaeT B ceba cuctemy cBepTbiBaHUA
KpoBu (Koarynauum), NpoTMBOCBEPTbIBAIOLLYIO (aHTUKOAryMAHTHYIO) CUCTEMY U CUCTe-
My ¢ubprHonusa [27]. AKTMBaLMA NPOMUCXOAMT NOA BO3AENCTBMEM BHELLHUX GpaKTOpPOB,
TPaBMUPYIOLMX COCYAbl Y TKaHU (BHEWHMWI NyTb aKTMBaLWUW), UM BHYTPEHHMX, Korga
NaTosIorMyecknii NPoLEecc HapyLlaeT LefoCTHOCTb SHAOTENMA N3HYTPY cocyaa (BHYTpeH-
HUI NYTb aKTUBaLMK).
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3agayamn BTOpUYHOro (Mna3MeHHOro) remocTasa AsnseTca obpasoBaHue ¢ubpriHa
[1A yKpenneHnsa nepBuyHoro Tpomba. B npouecce popmrpoBaHnsa nonumepa dbrnbpuHa
B €ro HUTAX OKa3blBalOTCA GOPMEHHbIE 3/IEMEHTbI KPOBM, FMaBHbIM 06pa3om 3puTpoLu-
Tbl. PeTpakuyusa HuTel GrubpuHa cosgaet Tpomb, o6Typupytowmin gedbeKT CTeEHKM COCyaa,
n ctarmeaet Kpasa aedekrta 6numke apyr K gpyry. B 31o xe Bpema 3anyckaeTca u npouecc
dbunbprnHONM3a, HO NAET OH 3HAUUTENIbHO MefNeHHee.

MaTtepuHckne bakTopbl CMCTEMbI CBEPTbIBAaHUA KPOBMW He MPOHMKAIT yepes nna-
LeHTapHbIN 6apbep B cuny 6onbluoro pasmepa monekysn. Mo gaHHbim P. Monagle v kon-
ner, cobcTBeHHble GaKTOpbl HaUMHAIOT CMHTEe3MpoBaTbCA y nnogda ¢ 10- HeJenw BHY-
TpuyTpobHoro pa3sutusA [28]. o AaHHbIM Apyrux nccnepoBaTenen, CUHTE3 HEKOTOPbIX
6enkos, Hanpumep, GnbpuHoreHa, B NeyeHN NIoAa HauMHaeTCa yxe Ha 5-n Hepene
6epemeHHocTn [29]. Mo npowecTtBumn 11 Hefenb reCcTaLMOHHONO Pa3BUTUA KPOBb Mio-
[a npuobpeTtaeT cnocobHocTb cBopaunsatbea [30]. YpoBHM PpakTOpoOB CBEpTbIBAHMWA
NOBbILLAOTCA C YBENIMYEHMEM CpoKa rectaumn. B 19-23 Hegenn rectayum ypoBeHb pas-
NNYHbIX 6eNKOB CCTEMbI CBEPTbIBAHNA KPOBM HaxoamTca B npegenax 10-30% ot ypos-
HA B3POCNbIX. Y JOHOWEHHbIX HOBOPOXKAEHHbIX KOIMYECTBO U aKTUBHOCTb BUTaMUH-K-
3aBNCKMbIX GAaKTOPOB CBEPTbIBAHWA COCTABAAOT NPUMepPHO 50% OT ypOBHSA Y B3pOCbIX,
JOCTUran ero NpUMepHO K 6 MecALam NOCTHaTaNbHOW Xn3HK [28, 31]. To ke xapaKTepHO
n gna daktopos koHTakTHOro nyTu (XI, Xll, npekannukpenH), BbICOKOMONEKYNAPHOIO
KWHMHoOreHa [32].

Kak cneslyeT 13 npriBeieHHOrO BblLle, ANA CMHTe3a pAga GakTopoB CUCTEMbI N1a3MeH-
HOW Koarynauum Heobxogmm sutamuH K. Butamumn K — 370 »KMpopacTBOprMbINA BUTAMUH,
KOTOPbIN BCTpeyaeTca B ABYX dopMax XMHOHOB: BUTamuH K1, unm GunnoxmHoH (aBnsetca
OCHOBHoOI LpKynupytoLein Gopmoii, NpUCyTCTBYET B INCTbAX 3€MeHbIX OBOLLEN), U BUTa-
MUH K2, unm MeHaxnHOH (CMHTe3upyeTCa rpamoTpuLatesibHbIMK GakTepUAMU B KMLLeY-
HUKe pebeHKa 1 HaXOAMUTCA B NPOAYKTaX »KUBOTHOMO NponcxoxkaeHus) [33, 34]. JaHHan
rpynna BUTaMMHOB Y4YacCTByeT B OKUC/INTENbHO-BOCCTAHOBUTENbHbIX NpoLeccax, B CUHTe-
3e HeKOTOPbIX 6eKOB C1CTeMbI CBEPTbIBaHUA KPOoBW. ButamnH K, nogo6Ho apyrum xumpo-
pacTBOPMMbIM BUTaMUHaM, MEET CyLIeCTBEHHOe 3HayeHne gna paboTbl nunuaHo-6en-
KOBbIX MemMOpaH KNeToK U KNeTOYHbIX OpraHens, F4e OH Ux ero Npon3BoaHble BXOAAT B
cocTaB nunuaHomn epakuymm [35].

K HacTosAwemy BpemMeHM y yenioBeka obHapy»eHo 14 BUTaMUH-K-3aBUCUMbIX 6eKoB,
UrpatoLLmX KNoueBble Ponu B perynnposaHumn ¢usmonormyeckunx npoweccos. bnarogapa
cBoelt GyHKUMM OH obecneunBaeT NOCTTPAHCIALNOHHYI0 MoANUKALIMIO COOTBETCTBYHO-
LWmx 6enKos.:
®  baKTOpOB CBEPTbIBAHUA KpoBM B nedeHn - Kpuctmaca (¢paktop I1X), CrioapTa

(dakTop X), npokoHBepTuHa (pakTop VII), npoTpomburHa (pakTop I);

06enKoB KOCTHOW TKaHW (OCTEOKANbLINHA);

npotenHa C 1 NpoTenHa S (eCTeCTBEHHbIX aHTMKOArynsaHTOB), yYacTBYOLWNX B paboTe

aHTMCBepPTbIBalOLLEN CUCTEMbI KpoBU [36].

Jedvumnt BuTammHa K B opraHnsme npuBoanT K HeafleKBaTHOM akTMBaLmm 3Tux dak-
TOPOB CBEPTbIBAHWA KPOBU U PUCKY Pa3BUTUA KPOBOTEUEHWIA, KNMHNYECKIME NPOABIEHNA
KOTOPbIX N3BECTHbI Kak reMopparunyeckas 605e3Hb HOBOPOXKAEHHbIX.
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Jeduvuunt BuTammHa Ky HOBOPOXKAEHHOrO MOXeT ObITb CBA3aH co cregyowmmn dak-
Topamu:

B CO CTOPOHbI MaTePU: Ha3HaYeHne BO BpeMs HepeMeHHOCTN aHTUKOaryAHTOB Henps-
MOro AeNCTBUA, NPOTUBOCYAOPOXHbIX NpenapaTos (beHobapbuTan, andeHrH, deHu-
TOVH 1 Ap.), 6onblunx Ao3 aHTUOMOTMKOB LIMPOKOrO CreKTpa AeNcTBMA, NPOTUBOTY-
6epKynesHbIx cpefcTB (pUdamnuLmH 1 Ap.); NPe3KnamncMm Ha GoHe HN3KOro CMHTEe3a
3CTPOreHOB (CyTOYHasA SKCKPeLMsA 3CTPOreHOB C MoYol MeHee 10 Mr); renaTto- 1 SHTe-
ponatum y maTtepu; ANcbuo3 KnwevHuka [37];

B CO CTOPOHbI pebeHKa: HeOHOLEHHOCTb, POAbl NyTeM KecapeBa CeUYeHMs, TMNoKCua
1 achuKcma nnoga, pofosasa TpaBMa, No3gHee NpuknaabiBaHUe K rpyau, oTCyTCTBUE
WM HeAOCTaTOYHbIV 06beM rpyAHOro BCKapM/IMBaHUA, AIUTeNbHOE NapeHTepanbHoe
nMTaHne, Ha3HaYeHne aHTMOMOTHNKOB LUMPOKOTO CeKTpa AeNCTBYA, CMHAPOM Manbab-
copbumm, ManbaurecTUK, aTpesnsa »KenveBbliBOAALMNX NyTeN, renatut 1 apyrue Bugbl
XONecTaTUUeCKUX »KenTyx, KNCTodnbpo3 noaKeny[ouHom enesbl.

MaKTOopbl CUCTEMBI KOArynaLuUmM Miaa3MeHHOro reMocTasa ABATCA 3MMOreHamu, T. €.
npeaLwecTBeHHKaMy MPOTEONNTUYECKUX GEPMEHTOB, U LIMPKYINPYIOT B KPOBOTOKE B
HeaKTUBHOM COCTOAHWUN. BONBLIMHCTBO M3 HUX CUHTE3NPYETCA B MEeYEHM, 3a NCKNIOUYEHU-
em I, IV n VIll daktopoB. BHewwHMIA NyTb akTnBauum 3anyckaetca paktopom |l — TKaHeBbIM
baKkTopoM TPOMOOMNNACTUHOM, BbIAENALWMMCA NPY TPaBMUPOBaHWM TKaHelN 1 COCyOB.

3afayen aHTUKOAryNAHTHON CUCTEMbI ABNAETCA MHAKTUBALMA NNa3MeHHbIX ¢akTopoB
cucTeMbl Koarynaumm C Lenblo Nokanvsauum npouecca TpomboobpasoaHuA. OCHOB-

HbIMW MPeACTaBUTENAMUN aHTUKOArynAHTHOWN CUCTEMbl ABNAIOTCA aHTUTPoMOuH llI, TFPI

(Tissue factor pathway inhibitor), npotenH C, Tpom6omoaynuH, sSHAOTENMaNbHbIN pelen-

Top NpoTenHa C, NpoTenH Z — MHrnbuTop NpoTpombuHasbl (X paktopa cBepTbiBaHMA) [38].
3apgauen cuctembl GrbpPUHONM3a, NOMUMO PacTBOPeHMA 0Opa3oBaBLIEroca CrycTka,

ABNAETCA OrpaHMyeHne ero pasmepa. Jinsuc cryctka — depmeHTaTUBHbIN NpoLecc, npo-

TeKaoLwWwuin Nog BNNAHMEM NNa3MrHa, B pesysibTaTe KOTOPOro Npoucxoaut dparmeHTaums

dunbpurHa c obpasoBaHMeM NPOAYKTOB ero Aerpajaunu, B YactHoctn D-grmepa, a Takxe

D-E-D-tpumepos u apyrux. [nasMmuH cuHTe3mpyeTcA B NeyeHy B BUe HeakTUBHOrO npea-

LeCTBEHHMKa MNa3MUHOreHa, akTUBMPYETCA NPU yyacTun ypoKmHasHoro (u-PA) wn/unn

TKaHeBoro (t-PA) aktmBatopa nnasmuHoreHa [39]. CnegyeT oTMETUTb, UTO BCe TPM 3BEHa

nnasmeHHOro reMocTasa akTMBUPYIOTCA OAHOBPEMEHHO, OHAKO CKOPOCTb akTMBaLuWmM y

HUX pa3nuyHa [27].
®ubpurHoreH — dakTop | CcBepTbIBalOLLE CUCTEMbI, Y HOBOPOXKAEHHbBIX NMEET MHOe

CTpoeHue, yem y B3pocsbix. Monekyna ¢etanbHoro ¢ubpurHoreHa Ha 1500 [a 6onblue

MosieKynbl dprbpurHoreHa B3pocnbix. B otnnumne ot gpyrux 6enkoB, Takux Kak reMorsno-

OUH, HET HMKaKNX AOKa3aTesIbCTB TOro, YUTO HOBOPOXAEHHbIe 06N1afaloT MHOXECTBEHHbI-

MK popmamm GUOPUHOreHa UK KaKUM-MOO NPOLEHTHBIM copepKaHnem GpnbprHoreHa

B3pocnoro yenoseka [40]. YcTaHOBNEHO, UTo MoneKyna getanbHoro dbnbpuHoreHa cogep-

XUWT BonblUe OCTaTKOB CMANoBbIX KUCIIOT, a Takxe B 4 pa3a 6onblue docdopa. Cranosble

KNCNIOTbI CBA3bIBAKOTCA C MOHAMU KaNibLA, UTO YMEHbLLAeT MeXMOIeKYAPHOe OTTanku-

BaHWe mexay GubprHOBbIMM BONIOKHaMM 1 obneryaet nonumepusauuio [41,42]. Otnnuma

B CTPOEHUUN MosneKynbl GubprHoreHa HOBOPOXAEHHbIX OOYCNIOBNNBAIOT UHOW MeXaHN3M

nonumepusaumu, Yem y B3pocibix. B cBA3n ¢ ocobeHHOCTAMM CTpoeHus HabnogaeTca

3amegneHne CKoOpoCTy nomepusauunmn ¢rubprHoreHa B pubpuH.
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HecmoTpa Ha 3Tn pa3nuuunsA, HOBOPOXKAEHHbIe C runodubprHoreHemmen, Bcnea-
CTBME MAaCCMBHOIO KPOBOTEUEHMSA, B TOM YMcCie nocsie npouenyp, Tpedyowmx ncnonb-
30BaHVA annapata UCKYCCTBEHHOro KpoBoobpalleHua (AVK) Bo Bpemsa Kapamoxu-
pypruyecknx onepaumii uaM nNpu MNpoBeAeHWMU MpoLeaypbl 3KCTPakopnopanbHOM
MembpaHHOW okcureHauumn (AKMO), neuatca nepenvBaHnemM KpronpeumunmutaTta B3poc-
noro goHopa (komnoHeHTa ¢ubprHoreHa) [43-46]. lpyrnx BapuaHTOB JOHOPCTBA HET.
K coxxaneHuio A.C. Brown un Konner, KnnHnyeckasa 3¢pPpeKTMBHOCTb TaKMX NepenvBaHui
HenocToAHHa 1 MOXeT NpuBecTy K fedununty GubprnHOBOro MaTpuKCa, a cyiefjoBaTesib-
HO, K HeKynunpoBaHuto KpoBoTeueHua [47]. A.C. Brown c Konneramv BbliIBUAM 3Hauu-
TeslbHble CTPYKTYPHble U GYHKLUMOHaNbHblE pa3nuuna mexgy Tpombamu y HOBOPOXK-
LEHHbIX 1 B3POC/blX, KOTOpble MOFyT CNoco6CcTBOBaTb TakMM ucxopam. CTPYKTYpPHO
HeoHaTaslbHble CTYCTKW BbIrnAfeny ABYMEPHbIMU C HA3KOW CTEMEHbI0 NePeKpecTHOro
pa3BeTBrieHNA GMObpUHa NO CPaBHEHWIO C MAOTHLIMUK Y CUAIbHO Pa3BETBAEHHbIMU CeTKa-
MKn GrMbpurHa, HabngaeMbIMK Y «B3POCIbIX» CrycTKOB. OYHKUMOHANbHO HEOHaTaslbHble
CTYCTKN 3HAUUTENbHO MArYe, Yem B3pOCible CryCTKW, U nmeloT 6onee ObicTpoe Bpems
pacnapa [47]. bonee Toro, Korga HeoHaTaslbHbI 1 B3POC/bI GUOPUHOreH CMeLLBatoT-
cA B nabopaTopHbIX Mogenax (UTobbl MMUTUPOBaTb NepenuBaHne B3pocsioro ¢pudpu-
HOreHa HOBOPOXJEHHbIM), 06pa3ytoLneca B pesynbtate PUOPUHOBbLIE CETU COXPAHAIOT
CBOV OTNIMYNTENbHbIE CBONCTBA, ABMAIOTCA reTePOreHHbIMIN 1 He ABAAITCA NOMHOCTbIO
WHTErpUPOBaHHbIMU.

Mpeppacnonaratouie ¢pakTopbl

KpoBoTeueHue y 310pOBOro HOBOPOXAEHHOIO CBUAETENbCTBYET O BPOXKAEHHON ANC-
bYHKUMM cucTeMbl CBEPTLIBAHMA KPOBU UM KonnyecTBeHHOM fedekTe daKkTopoB cBep-
TbIBaHUA KPoBW. Pa3BuTre KoarynonaTuyeckux TEHAEHUUA y AeTel rpynn pucka MoxeT
6bITb CMPOBOLMPOBAHO XPOHUYECKON U OCTPOW FMNOKCHEN, BHYTPUYTPObHOW GakTepu-
anbHoW 1 BupycHoln nHbekunen, BC-cuHgpoMoM Ha poHe cenTMyeckoro mpolecca,
nonuuuTeMUERn, reMonuTNUYeckon 6onesHbilo HOBOPOXKAEHHOro. HectabnnbHOCTb COOT-
HOLUEeHNA aKTUBHOCTN GaKTOPOB CBEPTbIBAHUA N X UHTMOMTOPOB MOXET MPUBOAUTbL K
[EeKoMMNeHcaumy remoctatnyeckomn GyHKLNM KpOBU NOCPefCTBOM Pa3BUTUA BHYTPUCOCY-
[MNCTOro CBepTbiBaHWA. [eMopparim y HOBOPOXAEHHbIX MOTYT ObITb CBA3aHbI C HAPYLLEHW-
AMU Pe3NCTEHTHOCTY COCYAUCTON CTEHKU, OCOOEHHO Y ry60KO HeJOHOLEHHbIX 1 Maso-
BeCHbIX NauneHToB. OCHOBHbIMU NMPUUYNHAMY, MPUBOAALLMM K HapyLIEeHNAM remocTasa y
HeJOHOLLEHHbIX HOBOPOXEHHbIX, MPUHATO CYMTaTb CEMCUC, NePUHAaTaNbHYI0 achuKcuio,
pecnupaTopHbIA ANCTPECC-CUHAPOM, HEKPOTU3UPYIOLLMIA SHTEPOKOJINT.

MonoxnTenbHbI CEMeNHbIN aHaMHE3 remopparnyecknx HapyleHUn MOXeT YKasbl-
BaTb Ha BPOXAeHHbIN fednumnT GakTopoB CBEPTbIBAHMA KPOBU. AKyLLEpPCKME OCNOXHE-
HMA 1 COBLITUA BO BPEMA POAOB, a TaKXKe NIeKapCTBEHHbIe CPeCTBa, MPYHUMaeMble MaTe-
pbto (BapbapwvH, aueTuncanMumnoBas KMUCNoTa, M30HWasug, pudbamnuumH, GeHUTOUH,
6apbuTypaTbl 1 KapbamasenuH), MOryT BNVATb Ha CUCTEMY reMocTasa nnofa, MpUBOAA K
remoppar1myeckum paccTporncTeam. /13 3abonesaHui matepu BaXxHbIMU nNpegpacnonara-
owrmMmn pakTopamu ABAAIOTCA XOPUOHaMHUOHUT  HEELP-cungpom (HELLP: hypertension,
elevated liver enzymes, low platelets — runepreH3us, noBblleHNe NeYeHOUHbIX pepMeH-
TOB, H/3KOE KONIMYeCTBO TPOMOOLUTOB), NpUpaLleHne nnaueHTbl, CUHAPOMbI deTo-maTe-
puHcKkon n deto-dpetanbHoW TpaHchy3mm. XpoHnueckaa deTonnaleHTapHasa HegocCTa-
TOUYHOCTb, XPOHMYECKasa BHYTPUYTPOOHaA rMnokcna nnoaa, 3ajepka BHyTpMyTpo6Horo
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Pa3BUTUA TaKXe ABMAKTCA OCHOBAHMAMW ONA OTHECEHMA HOBOPOXKAEHHOro B rpynny
pucka HapyLIJEHI/IVI remocTtas3sa.

AvarHocTnueckue nopgxoabl u npobnembl

MnasmeHHbIN remocTas. [Ina OUeHKN COCTOAHUA CUCTEMbl reMocCTa3a PYTUHHO UC-
cneflyeTca KOnMyecTBo TPOMOOUMTOB B nepudepuryeckon Kposu 1 paf OLEHOYHbIX Te-
CTOB CYMMapHOW aKTUBHOCTM $GaKTOPOB CBEPTbIBaHWA KPOBU: akTUBUPOBaHHOE YacTuy-
Hoe TpombonnacTnHoBoe Bpemsa (AYTB) nokasbiBaeT COCTOAHME BHYTPEHHEro MyTU aK-
TUBaLMM reMoCTasa, a BHeLIHero nyTu — NpoTpombuHosoe Bpems (I1B). B 6a3oBbii nepe-
ueHb Takke BXxoauT rubpuHoreH (PpakTop |) Kak OCHOBHOI CyBCTpaT CBEPTbIBAHMA KPOBU
[48]. CoBpeMeHHble KoarysioMeTpbl MO3BOMAIOT B aBTOMAaTUYECKOM pPeXMMe BblUNCIATb
KOHUeHTpauuio prbpurHoreHa no Knaycy n npousBoAHbIX NPOTPOMOMHOBOrO BpemMeHu
(npoTpombuHoBOro uHgekca (M) n mexagyHapogHOro HOPManM3oBaHHOIO OTHOLUEHUA
(MHO)). B kKauecTe fONOAHNUTENbHBIX PYTUHHbIX TECTOB MOTYT ObITb ONpefeneHbl NoKasa-
Tenun TpombrHoBoro BpemeHu (TB) 1 penTunasHoro BpemeHn Unm ero aHanoros. [okasa-
Tenb TB no3BonaeT oueHUTb CyMMapHOe BANAHUE YPOBHA renapuHeMunu, co3gaBaeMoro
3a cueT npMMeHeHnA HedpPaKLMOHMPOBAHHOTO renaprHa Ha BENUYKHY 3TOrO NoKasaTtens,
Mo CpaBHEHWIO CO CTaHZAPTOM, U YpOBeHb PMBpPMHOreHa Npu OTCYTCTBUM renapuHeMuun.
Ona nnddepeHUranbHOM OLEHKM BO3MOXHOIO BAWAHWA renapuHeMny U NpuCyTCTBUA
NpoayKToB Aerpagauun pnbprHa n GnbpuHoreHa Ha NapameTpbl Koarynauum NCcnosb3y-
eTCA NoKasaTeNlb PenTuUiIa3Horo BpemeHu, rae B KauecTBe peakTiBa NprYMeHAeTCA Koary-
nasa 3MeuHoro Afa, HeuyBCTBUTENbHaA K NPUCYTCTBUIO B Npobe renapuHa.

K cneumanbHbIM Tectam CMCTEMbl reMOCTa3a, BbINOMHAEMbIM C NMOMOLLbIO KOoaryso-
MeTpa, crieflyeT OTHeCTW onpefeneHne akTUBHOCTU OTAeNbHbIX $GaKTOpoB CBepTbiBa-
HUA KPOBW BHYTPEHHEro 1 BHELIHEro NyTen akTUBaLMN CUCTEMbI FeMOCTa3a, a TakxKe KX
NHrMbuTopos — aHTUTpombKrHa Il (AT Ill) u npotenHos C n S. Gusmonormyeckn H1U3Kan
NCXOAHaA aKTUBHOCTb GaKTOPOB CBEPTbIBAHNA KPOBM, MHIMOUTOPOB CBEPTbIBaHNA KpPO-
B/ Y HOBOPOXJEHHbIX AeTei npeanonaraeT BbICOKYIO MPOrHOCTUYECKYIO LLeHHOCTb 3TUX
nokasaresniei B rpynne prvcka pa3sutusa TPoMO030B 1 reMmopparmyeckoro cmHgpoma [48].

CneunanbHble TeCTbl, BbINOMHAEMbIE C MOMOLLbIO KOarysioMeTpa, NpeacTaBnAaoT MeTo-
Obl onpefeneHna akTMBHOCTU GaKTOPOB CBEePTbIBaHWA KPOBW. [TpuHUMN 3TUX MeTofoB
OCHOBaH Ha OLleHKe XPOHOMETPUYECKMX NapaMeTPoB cMecy cybcTpaTHON Nnasmbl, gedu-
LUUTHOW Mo uccnegyemomy dbaktopy, U niasmbl NauneHTa. Ana onpegeneHuns KoarynaHt-
How akTnBHoCcTK dakTopos VIII, IX, XI n XIl ncnonbsyetca peaktns AYTB, a ana onpege-
neHua ¢aktopos I, V, VIl n X — peakTMe Ha 0CHOBe TPOMOOMNACTMH-KaNbLNEBON CMeCH.
BblumcneHre KonMYecTBEHHbIX MapaMeTPoB akTUBHOCTM (GaKTOPOB CBEPTbIBAHUA MPO-
N3BOAMTCA MO KanmbpoBOYHOWN KPUBOWN, MOCTPOEHHOWN Ha OCHOBaHWW CEPUIHBIX pa3Be-
AeHNA HOpManbHOW AOHOPCKOW Nfa3Mmbl (Myna nnasm 340POoBbIX AOHOPOB) (Hanpumep,
100%, 50%, 25%, 12,5%, 5%, 1%) unn B aBToMaTUUYECKOM pexxnme. JTabopaTopHbIMM NOKa-
3aHNAMM ANA NePBUYHOIO U NOCNeayoLWrX obcejoBaHNI B AMHAMMKE ABAAIOTCA YBENu-
yeHue nokasatenen AYTB (F VIII, F IX, F XI n F XII), MB/MHO nnun ymenbwenue MNMA (FII, FV,
F VIl u F X). YBenuyeHune TpoM6MHOBOro BpemeHu npu ocTpbix popmax [BC-cnHgpoma
ABnAeTca Hanbonee 3HaunMbIM AnddepeHUranbHbIM NoKasaTenem, XxapakTepusyowmnm
NporpeccrpyoLLyto AeKoMMneHcaLmnio reMoctaTnyeckmx CBONCTB Kposn [48].

Brnepsble pedepeHTHble 3HaueHua AYTB, MB, TB u gpyrue 6binn onybnnkoBaHbl
B cTaTbe Andrew et al. B 1987 r. [1]. lanee B 1988, 1989 r. cTaTby 6bINM AOMNONHEHDI [2].
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ABTOpbI NPOBENN NCCNEfOBAHNE HAa HEAOHOLIEHHbIX HOBOPOXAEHHbIX Ha cpoke 30-36
Heaenb. 3TN NCCefoBaHMA BKOUYanu pedepeHTHble AnanasoHbl A MnageHLeB Ha 1-1,
5-1, 30-1, 90-i1 1 180- fHW XN3HW, KOTOPbIE MOKa3anu ObICTPble 3MEHEHUA B NePBbIe
HeCKONbKO iHel Nocsie poxaeHna 1 B MnageHyecTse. B nocnepyollem nccnegoBaHny Ta
e rpynna n3mepusa KoHLeHTpaumto 33 KOMNOHEHTOB CUCTEMbI reMOCTasa y fieTell B BO3-
pacte oT 1 fo 16 neT 1 BbifABUNa BaxHble GM3MONOrnyeckme pasnmumna Mexay cMctemMon
remocTasa feTel 1 B3pocsibix. B COBOKYNHOCTM 3T HabnofeHnA NprBenmn K NosBieHno
KOHUENLMM «reMocCTa3a Pa3BUTKA», ONMCbiBaloWwen pag BO3PacTHbIX GM3NO0NIOrNYeCcKmx
N3MEHEHWIA CBEPTbIBAIOLLLEN CUCTEMbI OT NOAA 4O HOBOPOXAEHHOCTW, B NeauaTpuye-
CKOM BO3pacTe 1 B KOHEYHOM MUTOre 40 B3POCION XN3HMU.

PedepeHTHble ananasoHbl HOPMasbHbIX 3HaUEHUI KOMMOHEHTOB CBEPTLIBAHNA KpPO-
BV Y JOHOLLIEHHbIX 1 HeJOHOLIEHHbIX HOBOPOXAEHHbIX B 3aBUCMMOCTY OT recTaLMoOHHOro
BO3pacTa 6binn ony6MKoBaHbI MO pe3ynbTaTaM OrpaHMYeHHOro KonnyecTsa nccneoBa-
Hun (Tabn. 1) [1, 28, 49-51].

ABTOpbI aKLLEHTMPOBANN BHYMaHWeE, UTO AMana3oHbl Obiy yCTaHOBNEHbI Ha OCHOBE
KOHKPETHbIX HAaCTPOEK aHaNIM3aToOPOB 1 peareHToB, KOTopble MOrYT pa3fnyaTbCs B 3aBU-
CMMOCTM OT nabopaTtopun.

CocpepoToumnB BHYMaHMe Ha HeloHOLWeHHbIX aeTax, Christensen et al. ony6nnkosanu
pedepeHTHble AMana3oHbl A8 MIAJeHUEB Ha Cpoke GepeMeHHOCTN MeHee 34 Hepesb,

Ta6bnuuya 1

PedepeHTHbIe 3HauUeHNA NoKasaTesell paclUMPEHHO KoarysiorpaMmbl y 34,0POBbIX HeJOHOLUEHHbIX
HOBOpOXAeHHbIX (0T 30-36-i1 HeAenu 6epeMeHHOCTI) B TeYeHUEe NepBbiX 6 MecALeB XKNU3HU,
apanTupoBaHo no Mitsiakos et al., 2009 [52], Mitsiakos et al., 2010 [53]

Table 1

Reference ranges of parameters of coagulation, inhibitors and fbrinolysis in healthy full-term, preterm
newborns, adapted according to Mitsiakos et al., 2009 [52], Mitsiakos et al., 2010 [53]

HepoHoLueHHble HOBOPOX- 3n0poBbie fOHOLWEHHbIE HOBO-
AeHHble pOXAEHHbIe
MHO 1,32+0,20 1,26 (1,15-1,35)
MB (sec) 16,40+1,98 15,6 (14,4-16,4)
AYTB (sec) 51,0+12,0 38,7 (34,3-44,8)
OubpuHoreH (g/L) 1,83+0,8 2,80 (1,92-3,74)
F Il c* (%) 37,2+9,0 54 (41-69)
FV c* (%) 62,0+£20,4 81 (64-103)
F VIl c* (%) 68,8+23,7 70 (52-88)
F VIII c* (%) 116+57 182 (105-329)
FIX c* (%) 28,0+11,0 48 (35-56)
FXc* (%) 41,5£10,0 55 (46-67)
F XI c* (%) 30,5+11,0 30 (7-41)
F X1l c* (%) 47+24 58 (43-80)
AHTUTPOMOUH Act (%) 39,0+13,7 76 (58-90)
Protein C Act (%) 24+9 28,2 (14-42)
Protein S Act (%) 31,1+5,9 36 (28-47)
t-PA (ng/mL) 11,447,0 9,6 (5-18,9)
VWF Ag (%) 193+59 153467 (U/mL)

MprmeyaHwne: * c — KoarynAaHTHaA akTUBHOCTb.
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Ta6bnuua 2

HeoHaTtanbHble pedepeHTHble frana3oHbl 06X TECTOB Ha KOArynsauuio, u3mepeHHble B NepBblil AeHb
JKI3HM, B 3aBUCUMOCTU OT reCTalMoOHHOro Bo3pacTa; agantupoBaHo no R.D. Christensen, E. Neary [54, 55]
Table 2

Neonatal reference ranges for general coagulation tests measured on the first day of life by gestational
age; adapted according to R.D. Christensen, E. Neary [54, 55]

MNB (sec) AYTB (sec) ®ubpuHoreH (g/L)
<27 Hepenb* 14,4-36,7 40,5-158,5 0,70-4,80
28-34 Hepenun** 13,9-20,6 30-57 0,87-4,70
30-36 Hegenb* 10,6-16,2 27,5-794 1,50-3,73
MonHbIN cpoK*** 10,1-15,9 31,3-54,5 1,67-3,99

MprMeyanna: * pedepeHTHble AManasoHbl oTpaxatT 2.5th—97.5th npoueHTUNN; ** pedepeHTHble AManasoHbl OTpa)atoT
5th—95th nepueHTUnY; *** pedepeHTHbIE ArMana3oHbl, PacCyMTaHHbIE Ha OCHOBE cpefHero 3HayeHua +SD (2SD below and above
the mean).

ncnosnb3ya o6pasLbl NyrnosuHHOM Kposwu [54]. A B 2013 1. Neary et al. coobwunu o pede-
peHTHbIX Anana3oHax B, AYTB n ¢ubprHoreHa, NoONyYeHHbIX B NepPBbIA AEHb KU3HU
B KoropTe 13 183 mMnageHLEeB, POAUBLLUMXCA B CPOKe GepeMeHHOCTM MeHee 27 Hefesb,
rpyrnmne C caMbiM BbICOKUM PYCKOM KIMHUYECKU 3HAUMMOTo KpoBoTeueHus [55]. 3HaueHun
AYTB 1 MB 6binu Bbiwe, yem y Christensen v Aap., YTO MOFAO ObITb CBA3AHO C UCTOUYHUKOM
KpOBM (NynoBMHHAA KPOBb UM HEOHaTasIbHasA KPOBb) U/Un C NCNOJSIb30BaHMEM pa3nny-
HbIX peareHToB U CUCTeM TeCTUPOBAHNA. B COBOKYNMHOCTM 3TV ncceloBaHNA NoKasanu,
UTO BepxHue npefenbl 3HayeHWn Kak [B, Tak n AYTB Bblwe cpean 380POBbIX FNyboKo
HeJOHOLLEHHbIX HOBOPOXEHHbIX, YeM Cpen YMePEHHO HELOHOLWEHHbIX UV [JOHOLIEH-
HbIX feTel (Tabn. 2), UTo COOTBETCTBYET Pa3fNUUAM B YPOBHSAX Pa3BUTUA GaKTOPOB CBep-
TbIBaHUA KPOBU.

Mpu nHTepnpeTaumMm aHOMasbHbIX Pe3ynbTaToB TECTOB Ha Koarynsauuio Heobxogmma
LONONHUTENbHAA OLEeHKa, YToObl OTANYNTDL AedpuuntT GakTopoB OT MHIMOUTOPOB daK-
TOpOB. TeCcT Ha cmMelMBaHNE C HOPMaJIbHOW MNa3Mon — 3TO MeToA, KOTOpbIi NOMoraeT
YCTPaHUTb TaKne HecooTBeTCTBMA. Ecnn cmewwaHHbIn TecT koppektupyet MNB unn AYTB, To
umeetca aedbnunt GakTopoB, a eCcnv KOPPEKLMK HET, TO NPUYKHON KPOBOTeUeHNA ABNA-
eTcsl UHrMbrposaHme ¢pakTopos [56].

MN3meHeHna XpoHOMeTpHUYECKUX NapameTpoB Y AeTel C reMopparnyeckumm CUHAPo-
Mamu Haubonee BblpaxeHbl npu [BC-cuHapome. Hapsagy ¢ ymeHblueHeM cofepKaHus
$MbprHOreHa, akTMBHOCTM GaKTOPOB CBEPTbIBaHUS KpoBU (NapameTpbl AYTB v MB) npun
[BC otmeyvaeTcs yBenunyeHue [1-gumepos, MOHOMePOB GrbprHa 1 X PaCTBOPUMBIX KOM-
NNeKcoB ¢ npoayKTamu gerpagauun ¢érnbpuHa n dubprHoreHa [48]. Ewe ogHum 13 gnod-
depeHumanbHbIx NpusHakos ABC MoXeT 6biTb KONMYECTBO TPOMOOLMTOB 1 X MOopdoso-
rmyeckme nokasatenu [57].

Tpom6ouuTapHoe 3BeHO

MynbTuueHTpoBoe nccnegoBaHue S.E. Wiedmeier n coaBTopoB no usyyeHuio Konuue-
CTBa TPOMOOLNTOB Y HOBOPOXKAEHHDBIX [14], B KOTOpOe BoLwno okoso 47 000 MnaseHLes,
poAMBLLMXCA B CpOKe OT 22 A0 42 Hepenb 6epeMeHHOCTU, NOKas3ano, Yto Konmnyectso Tr
yBenMunBaeTcA BO Bpemsa 6epemeHHOCTV NpuMepHoO Ha 2x10%/n B Hegento. BaxHo oTme-
TUTb, YTO CpefiHee KonuuecTso Tr cocTaBnsAeT >200x10%/n (B npefenax HOPManbHOro auna-
na3oHa fi1s B3pOC/blX) Aaxe Y 60NbLINHCTBA HeJOHOLEHHbIX AeTel, HO 5-1 MPOLEeHTUb
coctaBnan 104x10°%n gna peten B cpoke 6epemeHHOCTM Ao 32 Hegenb 1 123x10°/n ana
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AOHOLUEHHbIX HOBOPOXKAEHHbIX. DTO MO3BOJINIIO NPEANONIOXKNTb, YTO KONNYECTBO Tr MeX-

oy 100 n 150x10°%/n moxeT 6bITb bonee yacTbiM cpefm rnyOboKO HeJOHOLEHHbIX JeTel,

yeM cpean OOHOLEHHbIX HOBOPOXAEHHbIX WX AeTel CTapluiero Bo3pacrta/B3pocibix, 1

UTO, BO3MOXHO, pa3Hble onpepenieHnsa TpomboLToNneHn cnegyeT NPUMEHATb K HOBO-

POXKAEHHbIM Ha Pa3HbIX CPoKax rectaunu. Tem He meHee faxe y 6ONbLUMHCTBA HEOHO-

LUEHHbIX HOBOPOXAEHHbIX, KaK 1 Y B3pOCSIbIX, KonnyecTso Tr meHee 100x10°/n cumtaeTca

HEHOPMarsbHbIM.

XoTa KonuyecTso Tr y HOBOPOXAEHHbIX 1 B3POC/IbIX OANHAKOBO, CYLLECTBYIOT CyLle-
CTBEHHbIe pa3nuuna B pa3sutun GyHkuum Tr. Mpu aHanuze GyHKumm Tr in vitro Tr u3 nyno-
BVHHOWN KPOBW HOBOPOMXAEHHbIX (AOHOLIEHHbIX) aKTUBMPYIOTCA U arpermpytot MeHblue,
yem Tr B3pOC/bIX, B OTBET Ha TPAAULMOHHbIE aroHMCTbI Tr, Takne Kak AL®D, agpeHanuH,
KonnareH, TPoMOUH 1 aHanoru TpombokcaHa [58, 59]. CoBcem HepilaBHO 6bl10 OOHapyxe-
HO, UTO HeoHaTasbHble Tr MPOABNAIOT BblpaXeHHYI0 MMNOYYBCTBUTENbHOCTb K KOMJareH-
poacTeBeHHbIM nentugam (CRP) 1 TOKCUMHY 3MenHOro fAga pogoLMTUHY, KOTOpble akTUBU-
pytoT peuentop KonnareHa GPVI n nektnHonogo6Hbin peuentop 2 C-tuna (CLEC-2) [60].
HeckonbKo nccnepgoBaHuii, U3yyaBLUKX akTUBaLMIO Tr y HEAOHOLWEHHbIX HOBOPOXAEHHbDIX,
NO3BONIAIOT NPEANONIOKNTDL, YTO FTMMOPEaKTUBHOCTb TPOMOOLIMTOB MOXET ObITb 6oee Bbl-
paKeHHOW Yy HeJOHOLUEHHbIX AeTel MO CPaBHEHNIO C AeTbMU, POAVBLUMMACA B CPOK [61].

CHMXEHMIO OTBETOB HeOHaTallbHbIX Tr Ha pa3fiyHble aroHUCTbl CNOCOBCTBYIOT pas-
JINYHbIE MeXaHN3Mbl:

1. T¥NouYyBCTBMTENBHOCTb K aipeHanHy obycnioBfieHa BblpaXXeHHbIM YMEHbLUEHWNEM KO-
NNYecTBa a2-afpeHeprmyecknx peLenTopoB Ha MOBEPXHOCTU HeoHaTanbHbIX Tr.

2. CHWXeHVe UYyBCTBUTENIbHOCTU K TPOMOMHY CBA3AHO CO CHVPKEHMEM 3KCIpeccumn pe-
uenTtopoB TpombuHa PAR-1 n PAR-4 B HeoHaTanbHbIX TpoMbouuTax [62].

3. CHmXeHVe oTBeTa Ha TPOMOOKCaH ABNAETCA pe3yNbTaToOM CHUXeHUA nepefayn CMrHa-
na HMXe peuenTopa [63].

4. CHmXeHune peakumm Ha KonnareH u pofouMTUH ABNAETCA Pe3ynbTaToM YMepPEHHOro
CHUXKeHUA skcnpeccum GPVI n CLEC-2, cooTBETCTBEHHO, B COUETaHUM C iepeKTOM BHY-
TPUKNETOYHOW Nepefaun CUrHaNoB, O YeM CBUAETENbCTBYET CHUXeHne pochopunu-
poBaHus Syk n PLCy2 nocne ctumynaumu.

Yro KacaeTtca oueHKM BKnagda Tr B 06pa3oBaHMe 1 MPOYHOCTb CrycTKa, NPOCTON noa-
CYeT UX KOMMYeCTBa AaeT HeLOCTAaTOUYHO MHPOPMaLUN ANA NPUHATUA TepaneBTUYECKNX
peleHnin. 3HaunTenbHo 6onee BaxHa Nx PyHKLMOHaNbHaA akTMBHOCTb.

WccnepoBaHme arperaumoHHON akTMBHOCTU Tr NPOBOANTCA C MOMOLLbIO arperome-
TpoB. TpaAuLMOHHbIE MeTOAbl M3YYEeHUA arperaumoHHON akKTUBHOCTU Tr C NMOMOLLbIO
arperoMeTpoB MMEIOT TeXHUYECKMe OrpaHUYEeHUsA B HEOHATONIOMMN MO KonmyecTBy Tr
(ot 200 po 300x10°n) wn pocTaTtouHo 6Gonbwomy obbemy nnasmbl, Goraton Tr
(200-500x10°/n), Heo6XOAUMOMY ANA BbINOMIHEHWA OAHOWN NPO6bI C onpefeneHHbIM CTU-
MynATOPOM. B KauecTBe UHAYKTOPOB (CTUMYNATOPOB) arperaumm NCNonb3yoTca cneum-
duueckne ctumynatopbl AIQ, agpeHanyvH, KonnareH, pUCTOMULMH 1 apaxmaoHOBas KnC-
NOTa B COOTBETCTBYIOLMX KOHEYHbIX KOHLeHTpaLmAx. ArperatorpaMma No3BONAET cefek-
TUBHO OLEHUTb MaKCMMaNbHYI0 MHTEHCMBHOCTb arperaumm Tr 1 CKOPOCTb 3TOro npo-
uecca. Hanbonee ueHHbIMU NoKa3aTensaMm GYHKLMOHANbHOWM aKTUBHOCTU Tr MOTYT ObITb
napameTpbl nepBUYHoO (06paTMoN) 1 BTOpUYHON (HeobpaTrmoli) arperauun [48].

TexHnueckne TPyQHOCTM MONyYeHUAa HeobxoamMbIXx 0OBbEMOB Uccnegyemblx 0bpas-
uoB nnasmbl, 6oraton TpombouUTaMKM, ABUINCb OOBEKTUBHBLIMWU NPENATCTBUAMK ANA
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LUIMPOKOrO pacnpocTpaHeHUs MeTOAOB NCCefoBaHNA arperaymm TpomooLMTOB Y HOBO-
poxaeHHbIX. C NosABNEeHNEM COBPEMEHHbIX arperoMeTpoB, NPUHLUMN PaboTbl KOTOPbIX
OCHOBaH Ha MUCccefoBaHNM 3MEHEHUI MneaHca obpasLia LesbHO KpPoBU B npoLiecce
arperauuy Tpom6oLMTOB, CUTYaLMA U3MeHAETCA. TV NPUOOoPbI NO3BONAIOT NCC/1ef0BaTb
KpOBb HOBOPOXAEHHbIX feTel 6e3 cneumanbHOM o6paboTKK, TO eCTb LieNbHY0 KPOBb,
B3ATYI0 CTaHZAPTHbIM CNOCOOOM 1 CTabUNN3NPOBaHHYIO LMTPaTOM HaTpus. Micnonb3osa-
HMe B KauecTBe 1CciielyeMoro Mmatepuana LenbHol KpoBuy, He Tpebytoluel Kakoro-nnbo
npeaBapuTENbHOTO LIeHTPUPYrMpoBaHusa, CyLLIeCTBEHHO YCKOPAET NpoLuecc nosyyeHus
Heob6xoanmon nHbopmaumn 1 pacluMpaeT BO3MOXHOCTY UCMOMb30BaHNA MUHUMaNbHbIX
06bemoB 06pa3LOB LIeIbHON KPOBU, YTO BECbMA LIEHHO Af1A AMArHOCTUKN HapyLleHui
remocTtasa B HeOHaTaJlbHOM nepuroge.

TpapgnumnoHHble TecTbl Ha Koarynauwmio, AYTB, MNB, ypoBHU dubprHoreHa He MoryT
KaueCTBEHHO WNIOCTPUPOBaTb BHYTPEHHME U BHELWHME MYTU CBEPTbIBAHUA KPOBY [64].
MockonbKy 3TK TeCTbl NPOBOAATCA B Nia3mMe B OTCYTCTBUE 3pUTPOLUTOB U Tr, UM He XBa-
TaeT TOYHOCTW A/1A ONMCaHUA B3aMMHOW 3aBUCUMOCTU KNETOYHbIX U pepMeHTaTUBHbIX
KOMMOHEHTOB CBEPTbIBaHUA KpoBU [65]. KneTouHaa mofenb, OCHOBaHHasA Ha uiee o ToMm,
UTO remocTa3s BK/oUYaeT B ceba Kak KNneTouHble KOMMOHEHTbI, Tak U 6enku Koarynauuu,
oTparkaeT 6onee KayeCTBEHHbIN remocTas in vivo [64].

TpomboanacTtorpadus (TEG) n poTtaymoHHaa Tpomboanactometpua (ROTEM) npepn-
CTaBNAT cO6ON BA3KOINACTMYHbIE TECTbl, KOTOpble MpefnaratoT 6biCTpyto rnobanbHyio
OLIeHKY remMocTasa LiefibHOWM KpPOoBU B HEGONbLUKX 06bemMax, UTo JenaeT UxX uaeanbHbIMU
TecTamu [66].

C nomoublo gaHHbIx TectoB (TEG/ROTEM) n3mepaioTca MHOrouncieHHble napameTpbl
06pa3oBaHNA 1 PaCTBOPEHNA CryCTKOB, Nyyllie OTpaXaeTcA B3aUMO3aBUCMMOCTb KIeTOoK
KpoBM 1 6enKoB Koarynaumm u, Takum obpasom, 6onee sdpdpekTNBHO UHTEpPNpeTNpYeT-
cA remocTas in vivo [67]. [onyyeHHble U3MepeHna oTparkaloT AMHaMUKY o6pa3oBaHus,
CcTabunvsauum u pacTBOpeHus Tpomba, a MosyyeHHada MHPopMauMA XapakTepusyert
bYHKUMOHANbHOCTb 3N1eMeHTOB CBepTbiBaHNA KpoBu [68].

BA3KoanacTMyHble TeCTbl peAKO NCMOSb3YIOTCA ANA ANArHOCTUKM U MPY NIeUYeHU Hapy-
LUIEHUI CBEPTHIBAEMOCTM KPOBW Yy HOBOPOXAeHHbIX. OfHaKo Ha COBpeMeHHOM 3Tare pas-
BMTWA HEOHATONIOTMN OHU KaxyTcA MHoroobewatwmmn. Ony6ankoBaHHble NOPOroBble
3HaueHuA napameTpos ROTEM gna gmarHocTUKM Koarynonatum B OCHOBHOM Obinu nony-
yeHbl Ha OCHOBe KCCeloBaHNI Y B3pochbix. bonee Toro, B coBpemeHHoW nutepaType
HeT ybeuTenbHbIX AaHHbIX 6ONbLUMX UCCNEefoBaHUI O ANArHOCTUYECKMX pedepeHTHbIX
3HauyeHuAax TEG/ROTEM [69]. YTo KacaeTcA HOBOPOXAEHHbIX, AOCTYMHbIE AaHHble orpa-
HUYEHbI 1 B OCHOBHOM 3KCTPaNoNnpyoTca 13 elle 6onee orpaHUUeHHbIX UCCNeaoBaHUiR,
BK/IOYaA HOBOPOXKAEHHDIX, MepeHeCLLNX KaparoXupypruyeckme onepaumm unmn ctpaga-
IOLLIMX HEOHaTaNIbHbIMU OCNOXKHEHUAMM, TAKUMI KaK CeMNcuC, BHYTPUXKENYA0UYKOBble KPOo-
Bom3nuaHuA (BXKK) 1 runokcnueckun-miwemmyeckas sHuedanonatus, nogsepraoLLmxca
TepaneBTnyeckon runotepmun [67, 70-75].

HapyweHus cucrembl remocTasa y HOBOPOXKAEHHbIX

B paHHOM pa3penie KpaTKo OMMCcaHbl MeXaHW3Mbl Pa3BUTUA U KNUHUYECKNEe NPOosB-
neHun Hanbonee YacTblX HapyLWeHU CUCTEMbl FeMOCTa3a y HOBOPOXAEHHbIX aeTe,
ABNALWMXCA CAMOCTOATENbHBIMW HO30/10rMYeCKMMN GOPMaMM UM HOCALLMX CUMIMTO-
MaTUUYECKMIN XapaKTep, OCNIOXKHSAA OCHOBHOE 3abonesaHue [76]. CNpaBeanmBoCcTi paau
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OTMETMM, UYTO KaxAoe 13 HUX JOCTONHO OTAEeNbHOro 0630pa COBPEMEHHbIX HayUHbIX
LaHHbIX.

Femopparnyeckas 6onesHb HoBopoxaeHHoro (MpBH). MpbH BoO3HMKaeT BCnep-
cTBMe geduunTa BUTaMmHa K B TeueHne nepBbix 6 MecAueB xun3Hu [77]. KoHueHTpaunn
BUTaMUH-K-3aBncMbIX $pakTopos I, VI, IX n X cHMXeHbl B HEOHATalbHOM nepuoge ns-
3a HepgocTaTouyHOro noctynneHuna ButammHa K. TpbH TpagmuuoHHo nogpasgenatoT Ha
paHHIo, Knaccuyeckyto 1 no3gHiolo GopMbl B 3aBUCMOCTM OT BPEMEHMW MPOABIIEHUA.
PaHHAs popma MpBH 06bIYHO cBA3aHa C NpYeMOM MaTepbio IeKapCTB (CM. Bbille), 6110KK-
pytowumx Metabonunsm ButammHa K, BO3HMKaeT B TeueHre nepBbix 24 4acoB NOCNe PoXK-
LEHMWA, MOXET TakXe BO3HUKHYTb BHYTPMYTPOOGHO 1nn BO Bpema popoB. Knaccnueckas
(1-7 Hepensa HeoHaTaNbHOM XN3HW) U NO3aHAA GopMbl (OT 8 AHel Ao 6-12 mecAueB) CBA-
3aHbl C FpyAHbIM BCKapMMBaHUem u manbabcopbumein Butamuna K. MNpu nosgHein dopme
lPBH oTmeuaeTca oTHOCMTeNbHO BbiCOKasA YacToTa BXKK, uto ceA3aHo ¢ nHBanuausaumen
1 cmepTHocTblo. [pBbH cnepyet 3anofgo3puThb, eciv pe3ynbTaTbl 06bIUHbIX TECTOB Koaryns-
LUuun noKasbiBaloT yanuHeHue NB ¢ nocnegyowmm yanuHeHnem AYTB B coueTaHmm € Hop-
MasibHOW KOoHUeHTpauven dnbpuHoreHa 1 HopmasnabHbIM ypoBHeM TpombouunToB. bonee
BaXXHbIMM AMarHocTnyeckummn mapkepamm IpbH asnaiotca 6enku, nHAYLUMPOBaHHbIE OT-
cytctBuem ButamuHa K (PIVKA). OHu npepactaBnAoT coboli HeakTBHble He0CTaTOYHO-
y-KapbokcunupoBaHHble GopmMbl BUTaMUH-K-3aBUCUMbIX GAaKTOPOB CBEPTbIBaHWA KpO-
BU. VX oLeHMBaloT C MOMOLLbIO KUAKOCTHOM XpomaTtorpadum Bbicokoro aasneHus, MOA
(uMmyHObepMeHTHOro aHanun3a) unu nmmyHoanekTpodopesa. Jloboe konmuectso PIVKA
ABNAETCA HEHOPMaJlbHbIM 1 YKa3biBaeT Ha AepuumT ButammHa K. OH ncuesaeT npriMepHo
Ha 5- AeHb npuemMa BuTamuHa K [78]. InAa noatBep)KaeHNA anarHo3a Heobxoammo 13-
MepeHune BUTaMUH-K-3aBrncMMblx pakTopos [79, 80]. YTto KacaeTca npodunaktukm MpbH,
TO Nepopa’sbHoe UM BHYTPUMbILLEYHOE BBefeHVe BuTammHa K npegoTtepallaer Knaccu-
yeckyto popmy, HO He No3gHioto. BOoT nouemy pekomeHayeTca AnnTeNnbHOe nepopanbHoe
BBefeHue, 0COOeHHO AeTAM, HaXOAALMMCA Ha rpyaHOM BckapmnueaHum [81]. B nocnea-
Hue rofibl poauTeN BCe Yallie Hayany OTKa3biBaTbCA OT BHYTPUMBbILLEYHOrO BBeIeHNA BU-
TammHa K cBomm getam. CoobuiaeTcs, 4To noBodamu A OTKasa ABNAITCA CTPeMeHne
WCKNIOUMTb 60J1b OT UHBEKLMUK, XenaHre BecTn ceba ecTeCTBEHHO U AKOObI CMOMb30Ba-
Hue anbTepHaTUBHbIX METOAO0B NpodunakTnkn. (PbH ankTyoT He06x0ANMOCTb BHOBb 06-
paTuTb BHUMaHWe Ha obpa3oBaHue poguteneii [82, 83]. JaHHble ny6anKaumy onmcbiBatoT
cutyaumio B KaHapge, CLUA, HoBoli 3enaHauu, rge nepopasnbHas npodunaktnka He NpoBo-
antca. B ctpaHax 3anagHon Esponbl (LWseruapua, JaHua, lfepmanus, BenukobputaHuma)
npoBoanTCA NepopanbHasa NpodunakTka No pasHbIM CXeMaM 1 Takmx Npobnem He BO3-
HuKaeT [82]. Ha TeppuTopum Hallen CTpaHbl TakXKe BO3MOXHbl BapyaHTbl NepopasnbHOMN
npodounakTnkn gedurymTa ButammHa K npenapatom K1 (KOHaK1OH).

bone3Hb ¢poH Bunnebpanpa (VWD). bonesHb ¢oH BunnebpaHaa ABnAeTca OTHO-
CUTENbHO PacNPOCTPaHEHHbIM HAaCcNeACTBEHHbIM HapyLleHNeM CBEPTbIBAEMOCTU KPOBU
C yactoTow BcTpeyaemocTn 1,3% B cMeLllaHHOM NONyRALUN U3-3a KOMYECTBEHHbIX UK
KauecTBeHHbIX OTKNoHeHu VWF [84]. 3aboneBaHne MOXHO NOAPA3AeNUTb Ha TpY TUNa.
Tun | vWD sBnsetca Hanbonee yacTbiM 1 OObIYHO MPUBOAMUT K NErKOMY KIUHUYECKOMY
TeueHwuto [85, 86]. M3-3a nosbiweHHbIX KoHUeHTpaunn VWF npu poxageHun vWD | Tnna
06blUHO He MaHudecTMpyeT B HeOoHaTalbHOM neprofe, NMO3TOMy fa)e MpW Hanuunum
NONOXUTENIbHOFO CEMENHOro aHaMHe3a MOCTaHOBKAa TOYHOrO AMarHo3a B HeoHaTasb-
HOM nepuofe BecbMma 3aTpyfHuTenbHa. Hekotopble nogrunsl VWD |l Tna cBA3aHbl C
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TpoMObOoLMTONEHNEN, KOTOpasa MOXeT MPOABAATLCA B HEOHaTaslbHOM Mnepuofe 1 npu-
BecTU K KpoBoTeueHuto. VWD Ttuna lll - pegkoe aytocomHo-peLieccuBHoe 3abonesaHue,
KOTOpoe O6blYHO BCTpeyaeTcAa B MOMYNAUUAX, FAe 3aK/oYalTCa MeXXpacoBble Gpaku.
O6bluHO 0ba poauTena He MEKT CUMNTOMOB, U, MOCKOJbKY KOHUeHTpauuun VWF npaktu-
YecKmn OTCYTCTBYIOT, pe3yfibTaTOM ABAAETCA Cepbe3HbIi reMopparnyeckmnin gnates, BO3HU-
Kalowwuin B HeoHaTanbHOM nepuoge. KnuHuueckme nposasneHus saprabdenbHbl. KpoBoTe-
yeHune cNM3nCTbIX obonouek yalle Habnogaetca npu VWD Il Tuna, yuem npu remodunmm.
Mpn KoarynALNMOHHOM TECTUPOBAHUMN OObIYHO BbIABAAIOT TONbKO yanuHeHne AYTB, Kak u
npu remodunmm, a fMarHo3 NoATBEPKAAETCA N3MEPEHMEM YPOBHA aHTUIEHa Y aKTUBHO-
ctn ¢aktopa VIl u vWF [87, 88]. B paboTax E.J. Werner n F. Rodeghiero ¢ konneramu 6bis10
nokasaHo, 4To akTMBHOCTb VWF (akTMBHOCTb KodakTopa pucToueTnHa) bonee uyBCTBU-
TenbHa (71-80%), uem ypoBHu aHTureHa VIl daktopa, unn vWF, gna guarHoctuku vWD
[89-91]. CnepyeT OTMETUTb, YTO ANA NOCTAaHOBKM AMarHo3a HeobxoArMo NOBTOpPHOeE Te-
CTUPOBaHKeE, NOCKONbKY TONbKO 42% HOoCMTeNen MoryT MMeTb aHOMaJsIbHYI0 akTUBHOCTb
VWF npu nepBoHavyanbHOM TeCTUPOBAHUN [92]. DTO MOXHO OOBACHUTDL TEM, UTO B HEKO-
Topbix cnyyaax VWD | Tuna nmeetca gedekT reHa, CBA3aHHbIN ¢ BbicBoboxaeHnem vVWF n3
aHpoTenus, a He aedekt reHa vVWF [93].

Femodunua. fremodunumn A n B (TA n I'B) — Hanbonee pacnpocTpaHeHHblE BPOXAEH-
Hbleé HapyLeHUA CBEPTbIBaEMOCTU KPOBW, BO3HMKalOLMe B HEOHATalbHOM nepuoge. 3Tn
HapyLweHua obycnosneHbl ebuumntom daktopos VIl n IX cooTBeTCTBEHHO 1 OTANYAIOTCA
pasnMYHON cTeneHblo TAaxecTu. B obonx cnyuvaax nmeetca X-cUensieHHbIA peLecCcuBHbIN
TUN HacNefoBaHWA, a KNMHNYECKMe NPOABIIEHNA B paHHEM BO3pacTe XapaKTepHbl TONbKO
[NA My>KUmH. bonbloe Konnuectso cyyaes remobunum (1/3) BO3HMKaeT Npu oTCyTCTBUN
NOJSIOXKNTESIbHOrO CEMENHOro aHaMHe3a, Y NO3TOMY B 3TUX CJyvanaX HET KIMHNYECKNX No-
[,03pPeHN NPpU POXAEHNI, B TO BpeMA Kak B 15-33% un3 3Tux cnyyaeB KPOBOTEUEHUA MO-
ryT HabnogaTbCa yxe B NepBblin MecAL, Xun3Hu [94, 95].

Ecnny peten ctapuwero Bo3pacta npv A HabnoAaoTCA KOXKHO-CIU3UCTbIE U CYCTaBHble
KpoBoTeueHus, a y feteln ¢ [B — MbilleyHble KpoBOTEUEHUA U y6OKMe TKaHeBble rema-
TOMbI, @ TaKXe KPOBOMU3ANAHUA BO BHYTPEHHMWE OpraHbl, TO B HEOHaTanbHOW NONynALUN
nokanmsaumsa KpoBoTeueHuin pasnuyaetca [96]. AnutenbHoe KpoBoTeueHre unm obpaso-
BaHVe remMaTombl NOC/Ie BEHO3HOW MYHKLUN UAW BHYTPUMbILLEYHOIO BBEAEHUA BUTaMU-
Ha K ABNAIOTCA OTHOCUTENbHO YaCTbiIMK ABNEHUAMU Y NOPAXEHHOr0 HOBOPOXKAEHHOTO.
Y HOBOPOXAEHHBIX C TAXENbIMU U Aaxe nerknumm dopmamm 3aboneBaHns, 0cobeHHO B CIly-
Yyanax gucToummn (HeCOOTBETCTBMA Pa3mMepoB Ta3a pa3Mepy NioAa), MOryT pa3BmMBaTbCA Kak
KpynHble BXKK, Tak 1 akcTpakpaHuanbHble KpOBOM3IMAHUA B BuAe kedanorematombl [94].

Kak npw TA, Tak 1 npu B 06bluHbIE TECTbI HA reMOCTa3 OObIYHO BbIABAIOT TONBKO AnN-
TenbHoe AYTB. lnarHo3 nogresepxpaaerca onpenenerviem yposHen Vil n IX daktopos [97].

AnccemmHnpoBaHHOEe BHYTpUCOCYANCTOE cBepTbiBaHMe Kposu. [IBC-cuHapom
npepactaBnaeT coboli COCTOAHME UYpe3MepHOW aKTUBaLMU MPOKOArynAaHTHbIX 6enkos
n ¢ubprHonmsa nNpu OAHOBPEMEHHOM WCTOLUEHUM WMHIMOUTOPOB (Koarynonatua no-
TpebneHuna), YTo NPoABASETCA NONMOPraHHON HefoCTaTOYHOCTbio [98]. XOTA AaHHble,
YeTKO yKasbiBawolwme Ha yacTtoTy pa3sutua [ABC-cmHapoma cpean OOHOLWIEHHbIX U He-
[OHOLUEHHbIX feTell B 3aBUCMOCTM OT OCHOBHOMO 3abosieBaHusA, OTCYTCTBYIOT, ero pac-
NPOCTPaHEHHOCTb Cpean NauMeHTOB OTAENIeHNA NHTEHCMBHOW Tepanuu Bbi3blBaeT Tpe-
gory. C yueToM TOro, YTO Y 340POBbIX HOBOPOXKAEHHbIX HabnogaeTca cbanaHcMpoBaHHan
cucTeMa remocTasa, He Bbi3biBatollas HM TPoMOO030B, HU KpoBoTeueHui, IBC-cuHapom
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npoABnAeTCA Kak BTOPMYHOE CObbITME, COMPOBOXAatoLLee NepnHaTasbHble U HeOHaTab-
Hble 3a6oneBaHuA. JomuHupyowmumn daktopamm purcka BC-cuHgpoma y HoOBOpoXaeH-
HbIX ABAAIOTCA CENCMC NN UHOEKUNA N FTMMOKCUYECKM-KLLIeMMYecKas sHUedbanonaTtua.
Opyrumn dakTopamm prcka ABNAIOTCA WOK, aunuaos, rMnoTepMmsa U pegko BCTpeyvatoLm-
ecA NPUYKMHbI, BKNOYasA CoCyamucTble manbpopmanmm n metabonmnyeckue 3abonesaHus.
bbicTpas gunarHoctrka ABC-cnHapoma ABnAeTcA CNoXHow 3agadven. KnuHnyeckasa Kaptu-
Ha 1 nabopaTopHble JaHHble MOCTOAHHO MEHAIOTCA B 3aBUCMMOCTMN OT TAMECTU OCHOBHO-
ro 3aboneBaHua, GyHKUMUM NeUYEHN, COCTOAHNA KOCTHOTO Mo3ra U GYHKLMM PETUKYTOIH-
potenunanbHom cuctemol [99, 100]. B pesynbraTe nabopatopHble faHHble 0 [1BC-cuHapome
LUIMPOKO BapbMpPYOTCA U 3aBUCAT OT BpeMeHW. Kpome Toro, AnA nHTepnpeTtaumm pesysb-
TaTOB HEOHaTaNbHOWN Koarynaumm HeobxoAnMbl BO3pacTHble pedepeHTHble AnanasoHbl,
YCTaHOBNEHHbIE A1 KaXX4O0ro nabopaTopHOro yupexaeHus. He cyllecTByeT HaieXXHOro
HOopManbHoOro AnanasoHa ana D-gumepos, a orpaHnyYeHHble AaHHble CYLEeCTBYIOLWNX NC-
CfleloBaHNA NMO3BONAT NPeANONOKNUTb, UTO UX KOHLIEHTpauua 1 pepepeHTHble 3Have-
HMA MOryT ObITb Bbllle B HeoHaTanbHOM nepuoge [101-103].

MeueHoOUYHas HEROCTAaTOUYHOCTb. [1PO- N aHTUKOAryNAHTHbIE OENKK, a TakKe TPOM-
6OMO3TVH CMHTE3MPYIOTCA B MeyeHu, 3a uckntoueHvem dakropa Vil u vWF. HapylweHune
bYHKUMM NeyeHn NPUBOAUT K HapYLUEHWIO perynauum CBepTbiBatoLel CUCTEMBI, YTO B
CBOIO oyepeib NPUBOAMUT K KpOBOTEUEHUAM U Tpom603y [101, 104]. Bo3amoxHbIMK Npu-
YvHaMKN Pa3BUTMA MEeYEeHOUYHOW HEef0CTaTOUYHOCTU ABNAITCA MepBUYHblE 3aboneBaHuA
neyeHy, BPOXKAEHHblE HapylweHua obmeHa BelyecTB, GakTepuanbHbIA WU BUPYCHbIN
Cencmc, remMatosiormyeckre HapyLlleHusa, FMNOKCUYeCKN-NILeMNYECKOe MOoBpexaeHne
(Hanpumep, BCneAcTBUE NepuHaTanbHoW acoukcnm) u geto-mateprHckaa TpaHchysusa,
KOTOpble MOryT NPUBECTU K BHYTPUYTPOOHOMY KPOBOU3NUAHWNIO U MONMOPraHHOW Hefo-
ctatoyHocTu [105, 106]. JlTabopaTOpHbIMM AaHHBIMU NPW NEYEHOUYHON HEAOCTATOYHOCTHN
asnaTca ysenuueHme B, AYTB n D-gumMepoB, a Takxe CHUKeHre akTUBHOCTU Grnbpu-
HoreHa n KonuyectBa TpombouwnTtoB [101]. 3aboneBaHNA NeYeHn HeNnerko OTANYUTL OT
[BC-cnHapoma, NoCKonbKy MOryT BO3HUKATb NepeKpblBatoLmeca cocToaHusA. NeyeHou-
HasA HefoOCTaTOYHOCTb, NpoTMBocToAwan [ABC-cuHgpomy, npoasnsaeTca TpomboumuTone-
Huen, KoTopasa 0ObIYHO CTabuNbHaA Ha HU3KUX YPOBHSAX, Cllerka NoBblLEeHHbIM YPOBHEM
D-pumepoB u ctabunbHbiM ypoBHem dakTtopa Xlll. B yactHoctu, anbda-cybbeamHuua
¢dakTopa Xl BbipabaTbiBaeTcA B Merakapuoumutax U nerikounTtax, Ho He B MeyeHw, rge
nponcxoanT npofykuma 6eta-cybvegmHuubl Xl daktopa [107]. Opyrum Taxenbim 3a-
6oneBaHveM, KOTOPOE MOXET NPUBECTU K NEYEHOYHOWN HEeJOCTaTOUYHOCTU, ABAETCA re-
ModaroumTapHbI TMMPOrNCTNOLMTO3. ITO COCTOAHME, XapaKTepusytoleeca N30bITKOM
TKaHeBbIX Makpodaros uam rucTMoUUTOB 1 NPOBOLMPYEMOE Ype3MepHON aKTuBauuei
UMMYHHOW crcTembl [108]. CunTaeTcsa, YTo OHO BbI3BAHO MHPEKLUUAMUN UNU APYTMM UM-
MYHHbIMW aKTVMBaTOPaMM 1 MOXET OblTb BPOXKAEHHbIM UM MAMONATUYeCKMM. KnnHnye-
CKWN NpoABnaeTca nuxopagKkon, numdageHonaTnen 1 renatocrnieHoMerannen, Torga Kak
nabopaTopHble AaHHble BKIOYaIOT NoBbiLleHne GbeppuTrHa B CbIBOPOTKE, OTKIIOHEHNA OT
HOPMbI NoKa3aTenen GyHKUMM NeyeHy, NOBbILWEHKE YPOBHA TPUMULEPUAOB, CHUMXEHNE
dunbprHoreHa 1 LUMTONEHMIO C BOBJleUeHreM Bonee 2 KNeTOUHbIX POCTKOB (reMornobmH
MeHee 90 r/n, abconoTHoe KoNMUuecTBoO HenTpodunos meHee 0,10x10°/n, TpomMbOLUTHI
meHee 100x10°/n) [109].

Pepkune remopparnyeckme paccrpoincrea. PefKkne HapylueHWA CBepTbiBaeMOCTU
KPOBW onpefensaioTca Kak rpynna ayToCoOMHO-peLeccuBHbIX HapyweHun 11, V, VII, X, XI, XII
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n Xlll $pakTopoB, KOTOPbLIE MPU FOMO3UFOTHOW MAN KOMOMHMPOBAHHOWN FreTepo3nroTHOM
HacnefCTBEHHOCTU MOTYT NpeApacnosaratb K KPOBOTeUeHUAM. OTU peAKune HapyLleHua
CBEpPTbIBAEMOCTW KPOBU COCTaBAAlT 3-5% Bcex BPOXAEHHbIX AeduuntoB dakTopos
cBepTbiBaHMA KpoBsu [110]. M3-3a xapakTepa HaciefoBaHWA 3T aHOManuu obblYHO 06-
Hapy>KNBAIOTCA B rpynnax HaceneHua unu cTpaHax, rge 6paku Mexxay poacTBEHHUKaMU
ABNATCA 0OblUHBIM ABneHMeM [79, 111]. Taxenbli aeduumnt PubpuHoreHa, pakTopos
VII, X n Xl aBnsAeTca Hanbonee BepOATHbIM HapyLUeHNEeM CBEPTbIBAEMOCTU KPOBW, KOTO-
poe MOXeT BO3HMKHYTb B HeOHaTa/lbHOM nepuoge. Hepekn KpOBOU3NUAHUA B MATKUE
TKaHW 1 cm3ncTble 060M0UKK, a Takke B NYMNoBUHY. [TynoBUHHOE KpoBOTeUeHMe nocne
BbiNafeHUA KynbTn oTMeyaeTca B 80% cnyyaes ¢ Taxenbim geduumntom daktopa Xlll. Tak-
e ouyeBUAHO, UTo BXK ABNsAeTCA OCHOBHbIM MPU3HAKOM 3TUX 3abonesaHui. Jedpuunt
VIl dakTopa TAkenon Gopmbl MOXKET NPOABAATLCA C NEPBbLIX AHEN XU3HU B Buge BXKK.
Dedunuunt dakTopos Xl n XIl B 0CHOBHOM BbIABAAETCA C/lyyaliHO B pe3ysibTaTe PyTMHHOMO
npegonepaumoHHoro obcnegoBaHus.

Y HOBOpOXEHHbIX C Taxenbim fedurumtom Xl pakTopa MacCMBHOE KPOBOTEUEHE BO3-
HMKaeT TOJIbKO NOCsie TpaBMbl UM XMPYPruyeckoro BMellaTenbcTea. Hanpotus, gebuuunt
Xl dakTOpa He NpUBOANT K 3HaUNTENIbHOMY KPOBOTEUEHUIO Aaxke nocne onepauun. Ana
NoATBEP)KAEHUA AMarHosa Heobxogumo onpepennTtb AedpuuMT KOHKpeTHoro daktopa
[111,112].

HakoHel, He cnepyeT npeHebperaTb BO3MOXHbIM Aeduuntom daktopa Pnetuepa
(npekannukpenH) unu daktopa Ouupkepanbaa (BbICOKOMONEKYNAPHbIA KUHUHOTEH —
HMWK) npu yagnuHeHnn AYTB, HecMOTpsA Ha TO UTO 3TU AepULMTbI He BbI3bIBAIOT KMHU-
yecknx KposoTeueHun [113, 114].

B 3AKJTIOMEHUE

Hanbonee ctabunbHbiM MokasaTesiem [f1A AMArHOCTMKM KoarynonaTuyeckux TeH-
LEHUNIA 1 oLeHKN 3PEKTMBHOCTU KOPPEKUMOHHO-3aMecTUTeNIbHOM Tepanumn npu OBC-
CUHPOME Y HOBOPOXKAEHHbIX B KPUTUUYECKUX COCTOAHUAX U C pa3BUTUEM remopparu-
YecKoro CMHApPOMa B HacTosLlee BPEMA MOXHO CUMTaTb KOHUeHTpauuio pubpuHoreHa.
Koarynonatnyeckne HapyLleHUs, B OCHOBE KOTOPbIX NexaT notpebneHne KOMNOHEHTOB
CBepTbIBAHMA KPOBU 1 X PaCXOA0BaHUE NPU BbipaXeHHbIX reMopparnax, MoryT HeO4HO-
KpaTHO peLmanBupoBaTb, HECMOTPA Ha MPOBOAUMYIO reMOCTaTUUECKYIO N KOPPEKLMOH-
Ho-3amecTuTenbHytlo Tepanuto. Peunamneam [BC-cmHApoma cnoco6CTByOT HapyLlleHus
bYHKUMM SHOOTENNA COCYL 0B, ANUTENbHOE HapylleHWe MUKPOLMPKYIALUN KU3HEHHO
BaXHbIX OPraHoB, MHTOKCUKALMA M BO3MOXHOe BNvAHME MHGEKUMOHHOro npouecca.
MpUUYnHBI NOBTOPHOIO Pa3BUTUA BHYTPUCOCYAWCTOrO CBEPTbIBAHUA KPOBMW, TPOMOO-
06pa3oBaHMA 1 Koarynonatuyecknx NposABfeHWU AelCTBYIOT Ha cBoeobpasHoM doHe
BO3PAaCTHbIX OCOBEHHOCTEN CUCTEMbI reMoCTasa. MI3HavanbHO HM3KaA akTUBHOCTb 6onb-
LWMHCTBA GaKTOPOB CBEPTbIBaHUA, HU3KaA NHEPTHOCTb TPOMOOLMTOB B OTHOLLIEHNN 0be-
cneyeHMa remocTatnyecknx GYyHKUMIA B YCNIOBUAX Pa3BUTUA BHYTPUCOCYAMNCTOrO CBep-
TbIBAHUA 3HAUNTESIbHO YXYALWATCA. AHANIOMMYHO YXYALLAeTCA aKTUBHOCTb MHIMOUTOPOB
CBepTbIBAHMA KPOBW, UTO CNOCOOCTBYET CHUMXEHUIO 3aLUTHBIX CBOMCTB CUCTEMbI FeMOCTa-
3a U JanbHerweMy yXyALWeHNo MUKPOLMPKYNALNK 3@ CUET reHepannu3oBaHHON MUKPO-
TPOMOOTUYECKON peakumn 1 HapyweHNa GYHKLUN XN3HEHHO BaXKHbIX OPraHoB (nerkux,
nouek, UHC, neueHn n . a.).
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Peungusbl pa3sutnaA Koarynonatny notpebneHns, faxe nocne BOCNOMHEHNA KOMMNO-
HEHTOB CBepPTbIBaHUA KPoBU 1 GnOpUHOreHa, NPUBOAAT K 3HaUUTENIbHbIM KonebaHuAM
€ro KOHLEHTpaLuny 1 TEHAEHUUN K CHUXKEHMIO. [IpOMEXKYTOUHbIe COCTOAHNA, B TOM Yncne
B NpoLecce BOCMNosHeHNA fedrLmTa KOMMNOHEHTOB CBEPTbIBAHUA KPOBM, B 3HAUNTENbHOM
Mepe MacKMpYyHT NpoLiecchl akTMBaLumM CBePTbIBaHNA KPOBU 1 NPOrpeccupoBaHuna Koa-
rynonaTtuu.

[JunarHoctuueckrne npoueaypbl BO Bpema peuuinBOB Koarynonatuu notpebneHus
N pacxofoBaHMA KOMMOHEHTOB CBEPTbIBAHUA KPOBW 3aTPYAHEHbl U3-3a 3HAUMTENbHbIX
KonebaHM OCHOBHbIX MOKa3aTenen obLel cBepTbiBaeMOCTH Ha TEG, cymMapHOI akTuB-
HOCTU $paKTOPOB CBEPTbIBAHNA U KONMYECTBa TPOMOOLMTOB.

YKa3aHHble 0COOEHHOCTW ABNATCA MOTUBALMEN ANA JanbHENWNX MccnefoBaHui
0COBEeHHOCTEN FremMoCcTa3a y HOBOPOXAEHHbIX ieTell B HOpMe U NPU NaTosioruu.
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