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Hapywenue pabomvl cucmemvl 2eMocmasa npu XxpoHuueckux 3abonesanusx neuenu (X3I1) npusooum xk Koa2yisyuoHHOMY Oucoanam-
CY, NpU IIMOM 3aMPaUBAemcs KAk NEPEULHbLLL, MAK U Mopuunsiil 2emocmas. Creujenue 2eMocmamuiecko2o 6ananca 3a pamku Qu-
3UONOSUECKUX HOPM Y MAKUX NAYUCHINOB MOXCEM NPUBECU TGO K KPOGOMEUeHUAM, 160 K mpomoo3am. Yoice 0agHo cuumaemcs,
UMO UBMEHEHUs. 8 CUCIEMeE 2eMOCA3a U BO3HUKHOGEHUe Kposomeyenuil y nayuenmos ¢ X311 uacmo ceasanvl opye ¢ opyeom. Tem ne
MeHee pe3yIbmamyl Mmakux CKPUHUH20BbIX KOASYTAYUOHHBIX MECMO8, KAK NPOMpOMOUHO80€e 6peMs U aKMUBUPOBAHHOE YACIUYHOE
MPOMOONIACMUHOBOE BDEMSL, NIIOXO KOPPEIUPYION C HAUAILOM U NPOOOINCUMENbHOCHIBIO KDOGOMEUEHUL, Hanpumep, nocie OUoncuu
neueHu, a Maxice ¢ B03HUKHOBEHUEM JiCELYOOUHO-KULUEYHBIX KPOBOMEYeHUll Y NAYUEHMO8 ¢ KOHeUHOoll cmaodueil 3a00neeanul ne-
yenu. Jlannvie 3apy6edicHoil Iumepamypbl nocieone20 0ecsmuiemus OCRApUSaIon KOHYenyuio npuiUHHO-CeOCMEeHHOL CEs3U U3-
MeHeHuil nokazamenell CKPUHUH208bIX KOA2YIAYUOHHBIX MECHO8 C PUCKOM PA36Umusi KposomeyeHuil y nayuenmos ¢ X311 u cmaesm
100 COMHEHUe NOLE3HOCb OAHHBIX MECINO8 8 OYEeHKe 2eMOPPAazUL, 4 MAKJICe YenecoodPA3HOCMb MEPANeSMUYECKUX CIMpame2uli 8
OMHOWEHUU KOPPEKYUU AHOMATLHBIX PE3YTIbIAnos YKA3AHHbIX MeCnos. Y nayuenmog ¢ peoKkumu 601e3HAMU IMOm 60npoC NPaKmii-
yecku ne uzyuen. Hanpumep, ¢ iumepamype umeiomces eQunuuHble nyoiuKayuu 6 ONHOWEHUY NAYUCHINOS C 2IUKO2EHOBOL GONLe3HbIO
I muna. Kposomeuenus y maxux nayuenmos Hauunaomcs ¢ pannezo oemcmea. Céazanvl OHU ¢ OUCHYHKYUeT mMPOMOOYUMO8 U CHU-
JHCeHUEM OMOGTLHBIX ONU20MePOos akmopa Bunieopanoa. Takum o0pazom, HAPYWEHUs. 6 PASIULHBIX 36CHbX CUCIIEMbI 2eMOCTA3A
v nayuenmos ¢ X311 xapaxmepuzyomes: MHOSUMU HEPEUEHHBIMU 60NPOCAMU, OMEEMbl Ha KOMOopble MO 6bl CHOCOOCME06anb
paspadomke dPHeKmusHbIX OUASHOCMUYECKUX OuomMapkepos. IIpu smom 0 OUasHOCMUKY KOA2YLONAmutl, d MAakice KOppeKyuu na-
MONOSUHECKUX COCMOSAHULL Y MAKUX NAYUEHMO8 HeOOXOOUMO paspabomamy Hogble Mecnibl, KOMopble NO360NAM MOHUMOPUPOSANTb
cocmosue cucmemvl 2emocmasa y nayuenmos ¢ X311, ¢ mom uucie u npu peokux Ho30102UUECKUX PopMax.

KnrmodaeBBl e CIOBal cucmema 2eMocmasa,; XpoHuueckue 3a001e6anus neuenu, peokue 60n1esHu; iuKo2eHo8as 00nesty,
haxmop Bunnebpanoa, koa2yisayuonuviil OUCOHANAHC.
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The disorder of system of hemostasis under chronic diseases of liver results in coagulation imbalance affecting both primary and
secondary hemostasis. The shifting of hemostasis balance beyond the limits of physiological standards in such patients can result
either in bleeding or thrombosis. For a long time already it is considered that in patients with chronic diseases of liver alterations
in hemostasis system and occurrence of bleeding are very often interrelated. However, results of such screening coagulation tests as
prothrombin time and activated partial thromboplastin time poorly correlate with onset and duration of bleeding, for example after
liver biopsy and also with occurrence of gastro-intestinal bleeding in patients with terminal stage of diseases of liver. The foreign
publications of last decade contest concept of cause and effect relationship between changes of indicators of screening coagulation
tests and risk of development of bleeding in patients with chronic diseases of liver. The publications also dispute both usefulness of
the given tests in evaluation of hemorrhages and expediency of therapeutic strategies in the case of correction of anomalous results of
mentioned tests. This issue in patients with rare diseases is factually unexplored. For example, there are single publications concerning
patients with glycogenous disease type 1. The bleeding in such patients begin in early childhood. They are related to dysfunction of
thrombocytes and decreasing of particular oligomers of von Willebrand factor. Hence, disorders in various chains of hemostasis
system in patients with chronic diseases of liver are characterized by many unresolved issues that hinder furthering of development of
diagnostic biomarkers. At that, diagnostic of coagulopathies and correction of pathological conditions in such patients the new tests
are to be developed to monitor states of hemostasis system in patients with chronic diseases of liver, rare nosologic forms included.

Keywords: hemostasis system; chronic diseases of liver, rare diseases; glycogenous disease; von Willebrand factor,
coagulation imbalance
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Xponunueckue 3adoneBanus neueHu (X3I1) sBistoTcs ogHOM X0lla B LIUPPO3, KOTOPBIH MpPU JIEKOMIIEHCAIIUU TpeOyeT TpaHC-
U3 aKTyaJbHBIX MPOOJEM KIMHUYECKOH MEIWIMHBI, MOCKOJIBKY  IUIAHTALMH IEYCHH, YTO HEMUHYEMO NPUBOAMT K WHBAJIMHM3a-
XapaKTepU3yIOTCsd HIMPOKOH pPacnpOCTPAaHEHHOCTHIO, HEPEAKO UK OOJIBHBIX.
TSOKEJIBIM, IIPOrPECCUPYIOIINM TEYEHHEM C BO3MOXHOCTBIO HC- IleueHb BBIMOIHSIET MHOXKECTBO (PYHKIIMH, B YHCIIE KOTOPBIX
Ba)KHOE MECTO 3aHUMAaET €€ POJIb B cUcTeMe reMocTasza. OHa y4a-
CTBYET B CHHTE3¢ OOJIBIIINHCTBA KOAryISIMOHHBIX (pakTopos [1],
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CBSI3aHO C HapyIICHHsAMU JaHHOW QyHKmy nedenu. CymecTByer
MHEHHE, YTO KOaryJIoNmaTHH MPH ITaTOJIOTUH TTEUSHU — ITO CIIOXK-
HBI MEXaHU3M OOpaTHOH CBSI3U, HANPABICHHBIA HA PETYJISAIHIO
6ananca mexxay Tpomborramu (TLL), dpakropamu cBepThIBaHUA
KpOBU U cucteMoit pubpunonusa [3].

JKenymo4HO-KHIIIEYHbIE KPOBOTEYEHHSI OTHOCST K BechMa
pacnpocTpaHeHHBIM OCIOXHEHHsIM y nanueHToB ¢ X3I1 B pam-
Kax MPOTPECCHPYIOIIEro CHHAPOMAa IOPTAILHON THIepTeH3uu. B
OONBIIMHCTBE CITy4aeB KPOBOTEUECHHS BO3HHKAIOT U3 BAPUKO3HO
paclIMpeHHBIX BEH MUIIEBOAA H JKEJIyIKa, a TAKKe IIpu odocTpe-
HUH 3BEHHOHN 00Je3HM xemyaka [4].

B opranusme 370pOBOrO 4eJIOBEKAa CHUCTEMA CBEPTHIBAHUS
KPOBH HaXOIUTCS B PAaBHOBECHH 32 CUET MPOKOATYISIHTOB ((u-
opunoreH, ¢axroper II, V, VII, IX-XI) u aHTHKOAry/ISIHTOB
(anturpom6bun 111, nporeunsr C, S). TIpu X311 koaryssiiuoHHOE
paBHOBECHE HAPYILIAETCs, YTO HE MCKIIOYAET, B YACTHOCTH HPH
nucbanance B IPOKOAryIsIHTHOHM CHCTeMe, BO3MOXHOCTh Pa3BU-
THS aTepoTpoMO03a, TpoMO03a Nepupepuveckux BEH U MOpTallb-
HOM BEHHI [5].

B Hacrosiiee Bpems cieayer npu3HaTh HEJIOCTATOYHBIMU HC-
CJICIIOBAHMS B 00JIACTH ITEANATPUH 10 ONIPEACICHHIO TIoKa3aTeen
9 PEeKTUBHOCTH JIEUeHHS JeTeH ¢ MeYeHOUHBIMH KOATYJIONATH-
mu. [Tpu 3TOM OoJbIIast 4acTh HayIHBIX ITyOIUKALMHA U METOIH-
YeCKUX pPeKoMeHIanuii no BexeHuo namueHTos ¢ X311 kacaetcs
B3pocibix [6]. Kpome Toro, npu peakux Ooie3HsX, NPOTEKaro-
LIMX C MOpaKeHUEM IeUeHH, JaHHas npodiema He usydeHa. Mc-
M0JIb30BaHNE CKPHUHMUHIOBBIX KoaryasnuoHHbIX TecToB (CKT)
quis nanueHToB ¢ X311 sBisiercss HeJOCTATOYHBIM, TOCKOJIbKY Ha
OCHOBAHMH HX PE3YJIbTaTOB HEBO3MO)KHO BBIOPATH aIEKBATHYIO
TaKTHKY JICUCHUSL.

B cBs13u ¢ 9TUM B JaHHOM 0030pe OyAyT OIHCAHbI COBPEMEHHBIE
IpecTaBIeHUs] 00 0COOEHHOCTSIX CUCTEMBI reMocTasa mpu X311

Ocobennocmu cucmemvl 2emMocmasa npu XpPOHUYECKUX 3d-
bonesanusx neveny. B oprannzme denoBeka CyIIECTBYET Te€MO-
CTaTUYCCKUI OallaHC, KOTOPBIH 33 CYET KOMIICHCATOPHOTO B3aH-
MOZEHCTBUSI KOMITOHEHTOB CHCTEMBI FeéMOCTa3a MOANCPKUBACT
KpPOBb B )KUJKOM COCTOSIHUHU B TCUCHHUC BCEM JKU3HU, HO B TO K€
BpeMsI IIpU IOBPEXACHUU 00eCIeunBaeT OBICTPYIO CBEpPThIBae-
MOCTb KPOBH, CIIOCOOCTBYs OCTaHOBKE KpoBoTeueHus. [Ipu cme-
LIEHNH TeMOCTaTHYEeCKOro OajaHca 3a paMKH (PU3UOIOTHYESCKUX
HOPM BO3HHKAIOT YCIIOBHS JUIS Pa3BUTHUSI MATOJIOTHYECKHUX KPO-
BOTEUCHUI Win TpoMO0308B [7].

Paznnunble M3MEHEHHs B CUCTEMe IreMocTasa MpH 3abosesa-
HUSIX [1€YEHU MPUBOJAT K MHOKECTBY HapyLIEHUH, HAIpUMEp K
BTOPUYHOM TPOMOOLIMTONICHUH, BO3HUKAIOIIEH M3-32 CHUKCHHS
coziepKaHust TPOMOOITO3TUHA B KPOBH, WJIM TIOBBILIIEHHOW CEKBe-
crpannu TLI B ceneseHke, SBISIOMIENCS CIEACTBAEM TOPTATBHON
TUIEPTEH3UN W/WIK CIUleHOMeranuu [6]. B dusnonornveckux
YCIIOBUSX TEYCHb CHHTE3UPYET TaKKUe MPOKOAryIsHTHBIE (akTo-
peI Temocrasa, kak ¢pudpunores, 11, V, VII, IX, XI, XII u XIII.
Cunres VIII pakTopa mpoucXoauT IaBHBIM 00Pa3oM B CUHYCOH-
JAJIBHBIX YHJIOTEJIMAIBHBIX KJIETKaX MEeYeHH, a B HU3KUX KOJIn4e-
CTBaxX — B 9HJOTEIHMAJIbHBIX KJIETKaX IOYEK, CEJIE3EHKH, a TaKXkKe
irerkax mosra u jerkux [4]. [Ipu X311, ocobeHHO B TepMUHATH-
HBIX CTQ/IUSX, OTMEUAETCs] CHIKEHHE OOJIBIIMHCTBA IIPOKOATY-
nsHTHBIX (pakropoB. Hanportus, konuentparuu VIII dakropa u
¢daxropa Bumneopanna (PB) B mua3me KpoBU MOBBIIIEHHI [5].
BonbmmHCTBO (PakTOpPOB SBISIIOTCS BHTAMHH-K-3aBHCHMBIMH,
cpemu HuX — VII akrop, Haubonee 4yBCTBUTEIbHBIH Mapkep
[IEYEHOUYHOI'0 [IOBPEXKIEHUS, YTO CBSI3aHO C €0 KOPOTKUM Bpe-
MEHEeM NOoTyKH3HU. OTHAKO JTake PU 3HAYUTETHHOM CHIDKCHUH
conepkanus pakropa VII B rmazme kpoBu Bo3MoxkHa 3h(HEKTHB-
Has paboTa reMocTasa, MOCKOJIBKY AAaHHBIA (haKTOP BBIIONHSET
CBOIO CJMHCTBEHHYIO (PYHKIMIO B CUCTEME CBEPTHIBAHUS KPOBH,
a MUMEHHO MHIYKIHMIO BTOPUYHOTrO remMocrasa [4]. YMmeHblueHue
KOHLEHTpauuid npoxoarynsutoB rnpu X3II compoBoxkmaercs u
CHIDKEHHEM TakKMX (DU3HONOTHYECKHX AHTHUKOATYJSIHTOB, Kak
antutpomOuH 111 u nporenn C (Tabnuia) [4].

B uccnenosanusx M. Magnusson u coasr. (2015) Obu10 06Ha-
pyxeHo, uto cpeau 63 aereit ¢ X311 Tonbko y 8 umenu MecTo us-
menenus: CKT. B naHHOM ciiydae H3MEHEHHBIMH CUMTANIUCD Clie-

JYIOIIUE TECThL: MEXKYHAPOJHOE HOPMAIM30BAHHOE OTHOLLIEHUE
> 1,4; aKTUBHPOBAaHHOE YaCTHYHOE TPOMOOILIACTHHOBOE BPEMSI
(AYTB) > 44 c, xonuentpanus pudpunorena < 1,5 r/in. Takxke y
TaKUX JeTel 0TMEUanoch HU3KOE COIEepPIKaHNEe aHTHKOATYIISTHTOB
(anTuTpom6buHa III, mporennos C u S) u npokoarynsauros (11, V,
VII, X ¢akropos) [8].

B nacrosiee Bpemsi hopMHUpyeTCs HOBask KOHLEIIHS O TOM,
YTO CHCTEMa CBEPTHIBAHUSI KPOBH y marueHToB ¢ X3I1 HaxomuTcest
B KOATyJISILOHHOM PaBHOBECHH 32 CUET MapaJUIeTbHOTO YMEHb-
LICHUS] TIPOKOATYJISIHTOB W aHTUKOATYJSHTOB [5]. Y OONBHBIX €
TSOKEJIOH (OPMOI MATONIOTHM TEUEHH IMPOUCXOIUT pa3dajaH-
CHpPOBKa B CHUCTCME IIPO- M AHTHUKOAryJIsHTOB, YTO IOBBLIIIACT
CKJIOHHOCTb K KpoBOTeueHusiM. IlocieqHee MOXKHO OOBSICHUTH
HE TOJBHKO BBIIBISIFOLICHCS THITOKOATYIISAIMEH, HO ¥ TeMOJHHA-
MHUUYECKHMH H3MEHEHHSIMHE, KOTOPBIE B JajbHEHIIIEM IPHBOIST K
MOPTAJIBHOM TUIIEPTEH3UU U SHAOTEIHATIBHON AuchyHKIH [9,
10]. CienoBarenbHO, y MAIMEHTOB C 3a00JIC€BaHUSIMU TICYCHHU OT-
HOCHUTECJIbHASA HEAOCTATOYHOCTDH IIPOKOATYJITHTHBIX UM aHTHKOA-
TYJSIHTHBIX KOMIIOHEHTOB I'€MOCTa3a MOXKET B 3aBUCHMOCTH OT
npeoOnaganus Takux (pakTOpoOB pUCKa, KaK MOpTalbHAs TUIEp-
TEH3Hsl M SHI0TeNNaIbHAs AUCHYHKIUS, CIIPOBOIMPOBATH JIMOO
KpPOBOTEUEHHE, JINOO TPOMOO3BI [5].

Cpean OCHOBHBIX NAaTOT€HETHYECKNX MEXaHU3MOB Hapylile-
HUSI TEMOCTa3a NIPH OPAKCHUH MIEYSHH BBIICIISIOT:

1) TPOMOOIMTONEHUIO KaK IPOSBICHHE CHHIPOMA THUIIEp-
CIUICHU3MA;

2) NOBPEXKAECHUE COCYAUCTOrO IHIOTEIUS;

3) HapyIIeHHe OeTKOBO-CUHTETHIECKOH (DYHKIINH OpraHa.

[epBOCTENIEHHBIM KIIMHUYECKUM IPOSIBICHHEM, CBSI3aHHBIM
C Koaryjonarueil, y ManueHToB ¢ MaTOJOTHEH MeUeHH SIBISIeTCS
reMopparuueckuil nuare3. M3BecTHo, UTO JKHM3HEYTpOXKAIOIINE
kpoBoTeueHus: npu X3I1 Gosbliie CBsA3aHbI ¢ TOPTATILHON TUIIEp-
TEH3UEH, YeM C HapylICHUSIMH B KacKaJle CBEPTHIBAHHS KPOBU
(HanpuMep, KPOBOTEUCHUsI IPU BapUKO3HOM PACIIMPESHUH BEH).
OpnHako OBUTO 3aMEYeHO, YTO y OOJBIIMHCTBA MAIMEHTOB C 3a-
OOJIeBaHISMH TIEUCHH CYIIECTBYIOT 3HAUUTENbHbIE H3MEHEHHS B
cucTeMe remMocTasa, BKiItovas HapyuieHus: ¢yukiuid TLI, sumo-
TENUANBHYI0 NTUCHYHKIMIO, W3MEHEHUSI aKTHUBHOCTH (DaKTOPOB
CBEPTBIBAHMUS, @ TAKXKE TAKHE COCTOSIHUS, KaK rUnephruOpuHOIIus3,
JuchudpuHorenemus [11]. CoracHO HEKOTOPBIM 3apyOEKHBIM
JIAHHBIM, TIpEMepHO Y 70% MaueHTOB MPH MPOTPECCHPOBAHUH
X3I1 HabmonaroT BapuKo3HOE PACIIUPEHNE BEH MHUIIEBOAA H Ke-
nynka, a'y 50-72% — xpoBoreuenus [12, 13].

Jlns naumenTos ¢ ruppo3om neuenu (III1) xapakrepra TpoMm-
60l_ll/lTOl'I€HI/Iﬂ, BO3HUKaroas BCJICACTBUC I'MIICPCIUICHU3MA UJIH,
BO3MOXKHO, U3MEHEHHOTO METa0o/In3Ma TPOMOOIIOATHHA U HAJU-
YKt aHTUTPOMOOIIMTAPHBIX aHTUTEN. OJIHAKO CYIIECTBYIOT Ooliee
CIIOXKHBIE MeXaHU3MBI, naMenstonue Gynknuto TLI. Tak, moBbI-
[IEHHAas] MPOAYKIHMS ABYX BaKHBIX MHrHOMTOpoB TL[ — Okcmma
azota (NO) m mpocTanvKiInHA, CHHTE3UPYEMBIX SHIOTEIHEM,

Cocrosinue remocrasa npu X311 [11]

®da3pl remocTasza

KomroHeHTsI remocTa-
3a, CIOCOOCTBYOLINE
[POLIeCCy KOATYIISLNH

KoMIOHeHTHI reMo-
cTa3a, HHrHOUPYIOIIHe
[POLIECC KOATYIISLINAH

IlepBuuHsIit remo-
cTa3 (cocyaucTo-
TpoMOOoLUTapHOE
B3aUMOJICHCTBHE)

BropuuHslii remo-
cTa3 (CBEPTHIBAIO-
1ast CUCTEMa)

Dubpunonus

1 ®B, | ADAMTS 13

| aHTHKOATYIITHTHBIX
(aKTOpPOB: AHTUTPOM-
6una, nporeuna C, 1
[POKOATyISIHTHOTO
(axropa VIII

| mnasmuHorena, 1
PAI

| xommuectsa TL]

| TpOKOAryIsHTHBIX

(axropos: pudpuno-

reHa, pakropos I, V,
VIL IX-XI

1 t-PA, | TAFI, | un-
rudUTOpa IIa3MHHA

IMIpumeuanue ADAMTS 13 (a disintegrin and metalloprotease
with thrombospondin-1-like domains, member 13) — meTamonporenHa-
3a, MPUHAJUIeKAIasi K CEMEUCTBY MenTHaa3HbIX OenkoB ADAM.

41




KIMHWYECKAA NTABOPATOPHAA IATHOCTUKA, N 8, 2015

MOXET CII0COOCTBOBATh HapylIeHuto aktuBauuu TL in vivo [14].
C npyroi CTOpOHbI, BO3MOYKHBIM KOMIIEHCATOPHBIM MEXaHHU3MOM
JUTS TAKUX TPOMOOIMTapHBIX aHoMauuit ipu LITT MokeT ObITh 10-
BBILIEHHOE copepxanne OB — kpynHoro MynsTHMEpHOTO Oernka,
KJIFOUE€BOM POJIBKO KOTOPOI'O ABJIACTCA Yy4aCTUEC B IEPBUIHOM I'C-
Mocrasze. AbcomoTHbli nedunutr @B cBi3aH ¢ CUIBHBIMH KPO-
BOTEUEHHSIMH, a MTOBBIIIEHHAS €r0 KOHLEHTPAIHS — C Pa3BUTHEM
aprepuanbHOro TpoM6o3a. B ¢pusnonornyeckux ycioBusX B3au-
moaeiictBue TL[ ¢ @B — 3to nepssiit 3tan aarezun TLI. [locne
TOBPEKIACHUS COCYINCTONH CTEHKH HEYyCTOMYMBOE B3aUMOJCH-
creue OB ¢ mmkonporenHom Ib 3amennsier nemwkenue TL] B Toke
KPOBH, UTO MO3BOJISIET B fanbHelem TL{ mpouHo cBs3bIBaTHCS C
KOJIJIAr€HOM CyODH/IOTENNS YEPE3 KOJLIAr€HOBBIE PELEHTOPHI O, —
B, u ruxonporenn 1V [15]. Takum o6pasom, npu L1 BbIcOKHE
koHUeHTpaunu OB, BeposATHO, BOSHUKAIOT 1151 TOJ/IEPKKHU ajre-
3un T kK cyO3HIOTENNIO TIPH MOBPEIKACHUH COCYIUCTON CTCHKH.
[Ipn manHoO# maronoruu noBblIeHHOE cofepxkanne @B moxer
OBITH CJIEJCTBUEM TOBPEKICHHUS OSHIOTCIMAIbHON BBICTUIIKH,
BbI3BaHHOIO OakTepuanbHoi nHpexuueil. BosmoxHo, 310 cBs3a-
HO " ¢ nHayknuen cunte3za @B B neuenn. Tak, B uccaenoBaHusIX
M.J. Hollestelle u coast. (2004) 6bU10 TIOKa3aHO, YTO 3a00eBa-
HUS TICUEHU CTUMYIUPYIOT dkcripeccuio OB B weit [1]. Umerores
CBE/IEHUsI O TOM, YTO 3HAYUTEJIbHOE YBEIMYCHUE IHJO0TEHalIb-
HOIl MOBEPXHOCTHU KaK Pe3yJIbTaT HHTEHCUBHOTO (hOPMUPOBAHUS
JIOTIONTHUTENBHBIX cocynoB npu LT criocoOCTByeT MOBBIICHUIO
koHueHtpaunu OB [15]. HakoHen, CHIKeHHE I1€4€HOYHOTO KIIU-
peHca TaKkKe MOXKET IIPUBOANTH K MOBBIIEHHIO ypoBHI OB [1].

Xots m ycTaHoBieHO, yTo y maruentoB ¢ L{I1 xonmenTpa-
uus antureHa OB noBbIlIeHa, B IUTEPAType BCTPEUAOTCA JIULIb
€AMHUYHBIE COOOIIEHHUS 0 (PYHKINOHAIBHOM CIOCOOHOCTH 9TOTO
oenka [15]. Baxxubim kadecTBeHHBIM acriekroM OB siBisiercs ero
MYJIBTHMEpHAsi CTPYKTypa. BBICOKOMONIEKYIISIpHBIE MYJIBTHMEPbI
®B nanbosee MOIIHBI B 00ECIIEUeHUH IeMOCTa3a, TaK KaK OHHU
HMEIOT CaMyIO BBICOKYIO CIIOCOOHOCTD CBSI3BIBATHCS C TITMKOIIPO-
TenHoM Ib u komnarenom cyGauorenus [15].

B uccnenoBannu T. Lisman u coasr. (2006) y manueHTOB
¢ UIT pa3iauyHOM CTENeHW TSHKECTH W ATHOJIOTHH ObUIM OOHa-
pyXeHbl Bricokue KoHueHTpaiuu ®B. HecMmoTpsi Ha cuiibHYIO
B3aMMOCBSI3b MEXKILy BBICOKUM coniepxannemM @B B rua3me kpo-
BU ¥ TSDKECTBIO 3a00NeBaHMs, (yHKIHOHAJIBbHAS CIIOCOOHOCTD
JlaHHOTO Oenka CHMXajach ¢ HapactaHuem Tsxectu LTI, uto
MOATBEP)KAATIOCh YMeHblleHneM oTHomeHus ®B pucronernn-
koakropHoit akruBHOCTH (PB:Rco) k anTHreny ®B (DPB:Ag)
U CHIXKEHHEM crocoOHocTHn DB CBs3BIBATBCS C KOJUIATCHOM
[15]. IIpu sTOM 1O pe3yiabTaTaM UCCIEAO0BAHUS OKa3aloCh, YTO
ocnabienHas criocooHocTh @B CBA3BIBATHCS € NIMKONPOTEHHOM
Ib u xomTareHOM He Melala MoBBILeHHOMY oTIoKeHuto TL] Ha
KOMITOHEHTBI Cy09HIOTEN s, B YACTHOCTH Ha KoyuiareH. 13 aTo-
ro ciemyet, uTto konudecTBeHHOe yBenmuenue OB mpu LI1 ne
BCerga OTpakaeT KadecTBeHHbIE nedekTsl. Kpome Toro, moBbl-
HICHHBIC KOHLICHTpAaUNU DB MOT'yT 4aCTUYHO KOMIICHCUPOBATh
KOJIMYECTBEHHBIE M KauecTBeHHbIE nedexTsl T B muiasme manu-
entoB ¢ L{I1 [15]. B To e Bpems y nanuenToB ¢ LIIT ormeuaeTcs
CHIDKCHHE COJIep KaHMsl IJIa3MEHHONW MeTaytonporerHassl AD-
AMTS 13, in vivo orpannuuBaromnieit Gpynkunto ®B Ha T [19].
B nanbHeiimeM 3T0 MOXET CIIOCOOCTBOBATH BOCCTAHOBIECHHIO
¢yukuun T (cm. Tabnuiy).

KitoueByto posib B yCHIICHHH KacKaIHOTO CBEPTHIBAHUS KPO-
BU UrpaeT TpoMOuH. B tononHeHne kK cBoel OCHOBHOM (DyHKIUH
TpoMOUH oONazaer eme ¥ MHOXKECTBEHHBIMH (TUICHOTPOITHBI-
MH) 2 dekramu, KOTOpble TOKa3aHbl TOJIBKO B HCCIIEIOBAHMSIX
in vitro. Hanipumep, OH y4acTByeT B BOCHAJICHUU M KJIETOUHOU
nponudepalyy, a TakKe OKa3blBAeT MHUTOTCHHBIH A(QEeKT Ha
MIaAKOMBIIIEYHBIC U DOHAOTCINAJIBHBIC KJICTKHU, MTPCUMYIIICCTBCH-
HO 3a CUEeT aKTUBALMU aHruoreHesa [16]. B Tecrax, OCHOBaHHBIX
Ha M3MEpeHuHr 00pa30BaHMs CTyCTKa, HAPUMEP KJIOTTHHIOBBIX
tectax (mporpomoOuHoBoe Bpems (I1B), AUTB), ompenemnsiercs
HayaJlbHasl CKOPOCTh OOpa3oBaHUs TPOMOMHA: OHA CHUXKAET-
cs ipu nedpunute Gakropo, HO NEPUIIMT AHTHKOATYIISIHTOB Ha
9TOT Tnokasarenb He Biusier [17]. Takum oOpazom, Tectsl [1B u
AUTB MoryT ObITh NMOJIE3HBIMH JIJISI OTIPEJICIICHHST BPOJKIACHHBIX

42

i Bap(aprH-UHIYIHUPOBAHHBIX JE(MHUINTOB KOATYISIHOHHBIX
(haxTOpOB, HO HE ISl HCCIIEIOBAHMS IPUOOPETEHHBIX Ne(QUIITOB
mpo- 1 autukoarynsaros [ 18, 19]. [o atoit mpuunne [1B u AUTB
SBJIAIOTCS TUIOXMMH HPEIUKTOPAMHU KPOBOTEUCHHUS y MAIEHTOB
c LIIT[18].

B nannom xontekcre mpu X311 posib aHTUKOATyNIsSHTA OyAeT
urparb TpombomonyauH (TM) — cnenuduueckuii MeMOpaHHbIH
0eJIOK Ha TIOBEPXHOCTH MHTAKTHOTO dHIOTeNHs. B ¢usnonoru-
YEeCKHX YCIIOBHUSX, CBSI3BIBASCH C TPOMOWHOM, TM HHAKTUBHPY-
€T €ro MPOKOAryJIsHTHBIE CBOMCTBA, OJHOBPEMEHHO aKTHBUPYS
npotenH C, 4TO NPUBOIUT K MHAKTHBALUU 0OPa30BaHUS TPOM-
OuHa. DKCIIEPUMEHTAIbHO ObUIO JOKAa3aHO, YTO Y MAILUEHTOB C
X3II npu nobasnenun TM B 1m1a3My UHAKTUBALUS 00pa30BaHUs
TPOMOMHA IPOUCXOIUT MeHee 3(P(EKTUBHO IO CPaBHEHUIO CO
30POBBIMH JIIONBMH. DTO YKa3bIBaeT HAa TO, YTO IUIa3Ma OOJb-
HbIX ¢ X3II gacTH4HO pe3nCTeHTHA K aHTHKOAryJsHTaM, IeH-
CTBHE KOTOPBIX onocpenoBano uepe3 TM [5]. B nannom cimydae
PE3UCTEHTHOCTD, BO3MOXHO, BOHUKAET B PE3yJIbTaTe 3aMETHOTO
yBeJIM4YeHHs Iu1a3MeHHoH koHueHTpauuu VIII daxropa u comyT-
CTBYIOLIEr0 CHUXKEHUS cofeprkaHus nporenHa C — 0HOro U3 ca-
MBIX CHJIBHBIX aHTHKOATYJITHTOB, Y4aCTBYIOIINX B MHAKTHBALIUU
TpoMOnHOOOpazoBanus [18]. Ckopee Bcero, KOHIIEHTPALHSI TPO-
TerHa C yMEHBIIAETCS BCIICICTBUE HAPYILICHUS! CHHTETUIECKOH
CrocoOHOCTH TeYeHH, a nosbleHHoe coaepkanue VIII pakropa
Ha npumepe L{IT 0ObACHSIOT CHIPKEHUEM €ro KIIMpEHca U3 Iuias-
MBI KPOBU ITOCPEICTBOM JIByX MEXaHU3MOB [1]:

1) mexaHuueckoro mnosbliieHus cogepxkanust @B, crnocoo-
CTBYIONIETO CTa0MIN3AIMHU €r0 MPOKOATYISTHTHON aKTHBHOCTH;

2) HEJOCTAaTOYHOM HKCIPECCHU PEIENTOPOB JIUMOMPOTEH-
HOB HHU3KOH IUIOTHOCTH (MYJBTH(YHKIIMOHAIBHOTO JIMTAH/Ia), B
HOpMe 00eCIeYnBaIOIINX KIETOUHBIH 3axBaT U pazpymenue VIII
(hakropa.

LLR. Wanless u coasrt. (1995), M. lannacone u coast. (2005)
OTMETHJIM, 4YTO, IIOCKOJIbKY KoHLeHTpauus @B yBemuuuBaeTcs
pu 3a00JI€BaHMAX MEUEHH, er0 TOBBIILIEHHOE CONepKaHHe MO-
JKET UIpaTh KIIOUEBYIO POJIb B HAYaJbHOM (OpMHUpOBaHUH (Hu-
Opo3a meuenu [20, 21]. Y. Iwakiri u coast. (2007), V. Matei u
coaBrT. (2006) nmoaTBepamIn JaHHbIN (akT [22, 23], noka3as, 4To
SHJOTEIHANbHas TUC(YHKIMS SBISIETCS OCHOBHBIM KOMIIOHEH-
TOM IOBBIIIEHHOIO cOcyaucToro Tonyca mpu LIII. AxruBarus
TLI u >HI0TENNS B KOHEYHOM WUTOTe MPHUBOAMT K arperanuu TL]
1, BO3MOJKHO, K MUKPOTPOMO03aM COCYIOB, UTO, B CBOIO OUepe/Ib,
CIOCOOCTBYET MOBBIILICHNIO JABICHHSI B BOPOTHOH BEHE U B JIalTb-
HEWIIeM MIPUBOAUT K YXYIIICHUIO COCTOSHHS MAIL[EHTa B CTOPO-
Hy pazButus Gpuodposa [22, 23].

DuUOPHHONINU3 — 3TO BBICOKOPETYIUPYEMbIH MEXaHHU3M, KO-
TOpPBIl TP OTIOXKEHHH (UOpUHA, HANPHUMEP, B CEPIACUHO-
COCYIHCTOH cHcTeMe MpeBpamiaeT npohepMeHT IIIa3MUHOTEH B
aKTHBHYIO (OpMY — ITa3MHH, YTO, B CBOIO OUepe/Ib, IPUBOIUT K
pacerienuro GpudpuHa. B HOpMaIbHBIX yCIOBHUSX HPEBpAICHUE
IUIa3MHUHOTEHA B TUIA3MHUH PETYIUPYETCs akTUBAaTopaMu GHuopu-
HoM3a (MPOoUOPUHONINTHYECKUMH KOMIIOHEHTaMH) U MHTHOH-
Topamu QuOpuHONIM3a (aHTU(GUOPUHOIUTHUECKUMH KOMITOHEH-
tamu). K 1IepBbIM OTHOCAT TKaHEBOW aKTHBATOP IUIa3MHUHOIE€HA
(t-PA), ypoKHHa3HBII aKTUBATOP TIA3MUHOTEHA ¥ aKTHBHUPOBAH-
selii Gakrop XII, ko BTOpbIM — HHTHOUTOP aKTHBATOPA IIa3MH-
HoreHa (PAI), uHruOuTOp IUIa3MUHA, TPOMOMH-AKTHBUPYEMBIii
unruourop ¢udpunonuza (TAFI) [5]. B nccnenoBannu K. Mi-
chalska u coasrt. (2004) ObL10 ITOKA3aHO, UTO Y JIETEHl ¢ XpOoHHUE-
CKUM BUPYCHBIM I'elIaTUTOM aKTUBaLUs Ipoliecca GUOpHHOIN3a
BO3HUKAET HE3aBUCUMO OT TUIIA I€laTOTPOIHOro Bupyca. Tak, y
JeTeil ¢ XpOHUUeCKNM renarutoM B yposenb PAI-1 Obut craru-
ctruecku Himwke (p < 0,0001), a ypoBeHb KOMILJIEKCA IIa3MHUH-
o,-anTuIasMut (PAP) 3Ha4MMO BbILIE 0 CPABHEHHUIO € I€THMU
6e3 maronoruu nevyenu (p < 0,0001). YV mereit ¢ XpoHUYECKUM
reniatutom C coxepxkanue PAI-1 (p < 0,0001) u ¢ubpuHorena
(p <0,005) 6bL10 3HaUNMO HUXKE, @ PAP (p <0,0001) u t-PA (p <
0,03) — BoIie, yem y aereit 6e3 X311 [24].

JIroboe HapylIeHHEe reMOCTaTHYECKOro 0aganca MOXET MpH-
BECTH MO0 K TrUNepGuOpHUHONN3Y, KOTOPBIA TMOBBIIIACT PHCK
BO3HMKHOBEHHUSI KPOBOTEUCHHUSI, TMOO K TMIIOPUOPUHOINZY, YBE-



KOArynonorua

JMYUBAIOIIEMY PUCK Pa3BUTUSA TPoMO030B. Y marueHToB ¢ X311
OTMEYaeTcsl TUIa3MEHHbIH THIIepUOPUHOII3, OJHAKO €ro poJib
B BO3HMKHOBEHHH KPOBOTCUECHHS BCE €Ille HAXOANUTCS HAa CTalUH
n3yuenus [9]. Takas HeONmpeaeNIeHHOCTh B UX OLEHKE CBS3aHA,
IJIaBHBIM 00pa3oM, ¢ OTCYTCTBHEM COOTBETCTBYIOLIMX Jabopa-
TOPHBIX TECTOB, IIOCKOJIbKY OOJIBLUIMHCTBO HAOMIOIECHHUH OCHOBA-
HO Ha M3MEPEHHH OTIENIbHBIX KOMIIOHEHTOB CHUCTEMbI, a HE Ha
OLIEHKE OO0MLIel aKTHBHOCTH MpPO- U aHTHOUOPUHOIUTHYECKUX
KOMITOHEHTOB (CM. TaONIHILy).

W3BectHO, uto LIIT xapakTepu3yeTcs HEMOCTOSHCTBOM J1a0o-
PaTOPHBIX U3MEHEHHH, CBUCTEILCTBYIOIINX KaK 0 runepduopu-
HOJIM3e, TaK U 0 runopudpunonuse [11, 25]. C oxHOM CTOPOHBI,
MPOMCXOJMT MOBBILICHHE cosiepxaHus t-PA, CHHKeHHe HHIHOU-
Topa maa3muHa U TAFL, a ¢ npyroil — NOHMKEHUE COAEPHKAHUS
mazmuHorena u nossimenune PAI [11, 25]. [Toatomy, HEcMOTpst
Ha TO YTO 3TH PE3yJbTaThl IPOTHUBOPEUAT IPYT APYTY, OalaHc B
cucreMe (hpUOPUHONIN3A Y MAIMEHTOB C 3a00JICBAHUSMH TICUCHH,
BEPOSITHO, JOCTUTACTCS 3a CUET MapayiedbHbIX H3MEHEHUH Mpo-
U aHTU(PUOPUHOIUTUYECKUX KOMIIOHEHTOB JJAHHOW CHCTEMBI.

Hecmotps Ha TO 4TO cucTeMa reMocrasa y nanueHTos ¢ X311
HAXOAMTCS B KOAryJIALMOHHOM JucOallaHCce, paBHOBECHE MEXKILY
IIPO- ¥ AHTUKOATYJSIHTAMU BCE )K€ BOCCTAHABIIMBACTCS, TTIABHBIM
00pa3oM 3a CYEeT UX CHUIKEHHSI B 00I1IEM KPOBOTOKE, BMECTE C TEM
ypoBeHb (akrtopa VIII yBenuunBaercs. 310 MOXKET ObITh 00bsIC-
HEHHMEM CYIICCTBYIOLIETO PHCKAa BOSHUKHOBEHUSI apTepHATIbHBIX
U BEHO3HBIX TpoM0030B y maruentos ¢ X3II [5]. CymecTtBytor
PETPOCIIEKTUBHBIE UCCIIEOBAHUS, TOATBEPXKIAIOIINE TOT (aKT,
gyro manueHTsl ¢ X3I1 He 3aluIIeHbl OT BO3HHKHOBEHHS Be-
HO3HOH TpoMO03MOOINU — TpoMOO03a ITyOOKHUX BEH U MO0
nerounoi aprepun [26]. Tlpuuem K.K. Segaard u coast. (2009)
B TOMYJSLHOHHOM HCCIECIOBAHMM C HCIIONB30BaHHEM METOAa
«CIy4al-KOHTpOIby», BKItouaBileM 99 444 naumeHra ¢ BEHO3-
HBIMH TPoMO03MOomuaMu 1 496 872 uenoBeka U3 KOHTPOIbHON
TPYIIbI, TOKa3adH, YTO OOJbHBIC C MATOJOTHEH MeYeHH dYalie
HMEJH BBICOKHI OTHOCHTENIBHBIH PHCK (HOpMUPOBaHHS TPOMOO-
3a TIIyOOKHUX BEH, HEXETH 3MOOJIMH JierouHo aprepuu. OiHaKO
JpYTHeE UCCIIeIOBAaHMUS, HAIPOTUB, BBISIBUIIN HA3KYIO PACIpoCTpa-
HEHHOCTb BEHO3HOH TpomOosMOonuu cpenu naruentos ¢ X311
[27, 28]. B nanHOM ciy4ae, BO3MOKHO, UIMEHHO PETPOCHEKTHB-
HBII TM3alH 9THX MCCIICAOBAHUN 3aTPYJHSET OLEHKY HCTHHHOTO
pHCKa pa3BUTHS BEHO3HOH TpoMOO3IMOOINH Cpein MaleHTOB ¢
X3I1. CnenoBarenbHO, BO3HHKAET HEOOXOAUMOCTD IEPECMOTpa
YTBEPXKICHHUS O TOM, UTO OCHOBHASI KOAryJIONaTHsl y MAIlHEHTOB C
X3I1 conmpoBoxkaaeTcsi KPOBOTCUCHHUSIMH.

HecomHeHHO, MalMeHThl ¢ KOHEYHOM cTaaueil 3a001eBaHus
MEYCHU UMEIOT SIBHBIE CUMIITOMBI T€MOppAaruii, iaBHbIM 00pa-
30M B JKEJIYJAOYHO-KUIIEYHOM TpakTe. [ OleHKa CKIOHHOCTH K
KPOBOTEUEHHIO, OCHOBaHHAS! MCKIIOYHTENILHO Ha aHOMAaJbHBIX
nokazarensx CKT (TIB, AUTB), Toxxe momkHa OBITH MEPECMO-
TpeHa. [7100anpHbIe KOArynoJI0rH4ecKUe TECThI, HallPpHIMep, TeCT
reHepanuy TPOMOMHA, Y TaKUX MAIMEHTOB TAKKE HE MO3BOJS-
I0T YCTAaHOBUTH COCTOSIHUE rurokoaryisinuu [S]. M. Magnusson
u coasT. (2015) cumraror, yto ykazanublii Tect BMecte ¢ CKT
MOXeT OBbITh pPACCMOTPEH B Ka4eCTBE JIOMOJIHUTEILHOTO METOIa
OLIEHKH T'eMOCTaTHYeCcKoro Oananca y Jereil ¢ 3a00IeBaHUsIMU
MIeYeHH, HO TpeOyeTcs ero JaipHedInas pa3paboTka U KIIMHAYe-
CKasl olleHKa [29].

H3menenus 6 cucmeme 2emMocmasda y NAyUeHmos ¢ peokumu
bonesnamu nevenu. B CBSI3U ¢ MOSBUBLIMMUCS B YCIOBHUSAX CO-
BPEMEHHON MEIUIIMHBI BO3MOKHOCTSIMH JWArHOCTUKU Op¢aH-
HBIX 0OJI€3HEH IPEeICTaBIAeT UHTEPEC U3YUEHUE OCOOEHHOCTEH
CHCTEMBI FeMOCTa3a y MalUeHTOB C PEAKON MaToNoTHeH, mpoTe-
Karole ¢ mopakeHneM reueHu. K olHUM U3 Takux 3a00eBaHuit
otHocuTcsl TiMkoreHoBasi OosiesHb (I'B), cBs3aHHas ¢ Hacien-
CTBCHHBIMU HapyUICHUAMHU YITICBOJHOI'O O6MCHa. OCHOBHBIM
KJIMHUYECKUM MPU3HAKOM 3TOW IATOJIOTHH SIBISETCS BbIPAKEH-
Hasl rernaroMeraius, a JJabopaTOPHBIMH — XPOHHYECKasl TIepPCH-
CTHpYIOLIasl TUMOIHKEMHSI U MeTabOINYeCKUH JIaKTaT-alHua03
[30].

B 3apy0exHO# nuTepaType UMEIOTCS eIMHUYHbBIC MyOnnKa-
uu 0 ToM, uto y nanuentoB ¢ I'b la tuma ormedaercst remop-

paruyeckuil nuare3 u Hapymenue arperaquu TI[ [31]. OObraHO
KPOBOTEUEHHsI HAUYMHAIOTCS B PAaHHEM JIETCTBE M BKIIIOYAIOT B
ce0s1 KPOBOTIOATEKH, TSXKEJIbIC HOCOBBIE KPOBOTEUEHHMS, a TAKXKE
JUTATEINIbHBbIE KPOBOTEUEHHSI TIOCIIE PA3IMYHBIX TPaBM, XUPYPIHU-
YECKUX M CTOMAaTONIOTH4YecKux npouenyp [32]. Jlannas naromorust
ObLTa OOHApY)KEHA U Yy MAIMEHTOB C AePUIUTOM PpyKTo30-1,6—
mudocdarasbl, TakKe CTpaJalolIUX I'HnonmkeMueil. B cesasu ¢
stuM eule R.A. Hutton u coasr. (1976) npeanonoxuiu, 4To Auc-
¢ynkims TLI BbI3BaHA XPOHHYECKON THITOIIMKEMHUEH, BeLyIer
K CHIDKEHHIO TIOTpeOeHust I1roko3bl T1 1, B KOHeYHOM HTOTe, K
BHYTPHKIICTOUHOMY JCPHUIUTY aJleHO3UHTPUPOCPOPHOI KHUCIIO-
1ol [33]. Onnako C. Miihlhausen u coaBt. (2005), OCHOBBIBasICh
Ha pe3y/lbTaTax COOCTBEHHBIX MCCIIENOBAHUMN, NPUILIU K BBIBO-
Iy, 4TO CYIIECTBYET MHOW MEXaHU3M, OOBSCHSIOIINI HapyIIIeHuE
¢ynximun T, a umenno aepunut OB co CHIKEHHO HHTEHCUB-
HOCTBIO OT/IEIIbHBIX OJIMTOMEPOB, HO C COXPAaHEHNEM TPUILICTHOM
CTPYKTYpBl MYJIBTUMEPOB JaHHOTO (akropa. CrenoBaresbHO,
KIIMHUYECKHE TPOSIBICHUS reMopparuueckoro cuuapoma npu I'b
la Tuma OymyT TakuMH ke, KaK NPH IPHOOPETEHHOM CHHAPOME
Bunnebpanaa, [ KOTOPOrO XapaKTEpHbI 3KXMMO3bI, METEXU-
aJbHBIC KPOBOM3IUSIHMSA, HEOOIbIINE CHHAKHA Ha TOJICHSIX U Ya-
CThIE HOCOBBIE KpoBoTeueHus [31].

G.E. Marti u coagt. (1986) B cBOMX HCCIIEOBAaHHSX TOKA3AJIH
XOpoIuii TepaneBTrndeckuii dpdexr 1-neammuno-8-D-apruHuH-
Ba30IpPECCHHA B JICUCHUH KpPoBOTeueHWH y mamuentoB ¢ ['b la
THIIa, XapaKTepU3yIoluiics BHaUae NOBBIICHUEM, a 3aTeM HOp-
Manu3anuei koHueHTpauuu (axrop-VIII-cBsi3aHHOrO aHTUreHA
y BcexX ManueHToB. [Ipu 3TOM y 4YeThIpex MalMeHTOB M3 IATH
HaOmofanack HopMalu3alus BpeMeHH KpoBoTedeHus. CTpyk-
TYypHBIH aHAIU3 MyITHMEPOB Tu1azMeHHoro OB, npoBeneHHBIIH
aBTOpaMH, I0Ka3aJl MOABJICHUE B IJIa3Me KPOBU KPYITHBIX MYJIb-
TUMEPOB Yy MALMEHTOB, Y KOTOPHIX A0 TEpaluu HaOII0Aanach
HUX HenocTatoyHocTh. llpeamonoxkurensHo, 1-meamunuo-8-D-
ApPrUHMH-BAa30IPECCHH BBI3bIBAET BEICBOOOXKICHHE MYJIBTHMEPOB
OB, BKItOUasi MyJIbTUMEPBL ¢ OOJIBILION MOJIEKYIIPHOH Maccol,
W3 DHAOTENUS U IPYTUX MECT XpaHeHus [34].

VY nmaruentos ¢ I'b I tuna A.V. Bernier u coast. (2009) meTo-
JlaMH YJIBTPa3ByKOBOI'O MCCIIEIOBaHUS U TOHOMETPUU BbIABHIIN
BBICOKMI ayrMEHTALMOHHBINH MHJIEKC JIy4eBOM apTepuu U yBe-
JIMYEHHE TOJIIUHBI KOMIIEKCa MHTUMa-Mea COHHOW apTepuH,
YTO yKa3blBAJIO HA apTepUalbHyI0 Muc]yHKIMIO. JlaHHbIH pakT
[TO3BOJIMJI @BTOpAM IPEAIOI0KUTh, YTO MAUEHTHI C 3TOW I1aTo-
JIOTHEN HaXOAATCS B IPyIIIE BBICOKOTO PUCKA Pa3BUTHS KapJIUo-
BaCKyJISIpHBIX 3a0oneBanuii [35]. OpHako naboparopHbIe JIaH-
HBIC, TOATBEP)KAAIOIINE aPTEPHATIBbHYIO TUCHYHKIUIO y JeTeH ¢
I'b I Tuna, oTCyTCTBYIOT.

W3BeCTHO, YTO COCYIBl B CHCTEME reMocTasa 00IaJatoT Lie-
JIBIM CHEKTPOM aKTHBHBIX (DYHKUMH, ¥ MX SHIOTENIUI Urpaer
Hanbolee akTUBHYIO poib B Hell. [Tpu X311 orMeuarorcst cyiie-
CTBEHHBIE M3MEHEHUS BO BHYTPU- M BHEICUEHOUHBIX COCYIH-
cThIX ceTsix [36]. CrnemoBaTenbHO, OCHOBHBIE TPUYUHBI CKIIOHHO-
CTH K KPOBOTEUCHHUSM, HAOMIONAaeMBbIe y TALIEHTOB B KOHEYHOH
CTaguu 3a00JIeBaHUs IIEUEHH, a TAKXKE Y MAIUCHTOB C PEIKUMHU
60JIe3HSIMU, JIOJDKHBI PACCMATPUBATBCS CPEIU CKPBITBIX COCTOSI-
HU (QHIOTENnaNbHAs TUCHYHKIMS, TOPTalbHAS THIICPTEH3HS),
KOTOPBIE CIIOCOOCTBYIOT reMopparusM. boiee rirybokoe moHuMa-
HHUE OMOJIOTHYECKUX MPOIECCOB, MPOUCXOISIINX BO BHYTPHIIE-
YEHOUHBIX, TEPUPEPHIECKAX COCYTUCTBIX CETAX U OPBIKECUHOM
COCYAMCTOM pyciie, OyIeT crocoOCTBOBATH €Ille JIydIleMy pac-
KPBITHIO MEXaHU3MOB JMHAMHYECKOTO H3MEHEHUS COCYJIOB, CBS-
3aHHBIX C IOpPTaIbHOU runeprensueit u X311

Taxum o0pazom, HapylIeHUs B cucTteMe remocrasa npu X311
3aBUCAT OT M3MEHEHHMH I'eMOCTaTHYEeCKOro OajaHca, a HMEHHO
KOHIEHTpAlMi MpO- W aHTUKOAryJIsSHTOB, aKTUBAaTOPOB M HH-
rubutopoB (uOpuHoIM3a. Ha ceromHsIIHUI IeHbh HAKOMUIOCH
MHOT'O HEpEIICHHBIX BOIPOCOB B OTHOIICHHH OLICHKH pa3jiny-
HBIX 3BeHbEB cucTteMbl reMocrtasa npu X3I1. [Toartomy HeoOxo-
IUMO pazpaborarbh 3((PEKTUBHBIE JUATHOCTHYECKUE MapKephl,
KOTOPBIE TTO3BOJIUITH OBl OMIPENIENIUTh, HATIPHUMED, PUCK Pa3BUTHS
KPOBOTEUEHHH H/WIIM TpoMOO03a y MAMEeHTOB ¢ 3a00JIeBaHUsIMA
MIEYCHH, TI0/IBEPratoIMXCsl HHBA3UBHBIM IIPOLElypaM WX HOIy-
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YaOIUX TEPAIuIo MO0 MOBOAY KOaryjlonaTHH BCIIEACTBUE IOpa-
JKEHWS TIeUeHH. B manpHelIeM 3To TO3BOJIUT MOHHTOPUPOBATh
COCTOSTHUE CUCTEMBI reMocTasa y manneHnToB ¢ X311, B Tom gucie
1 TIPY PEIIKUX HO30JIOTHYECKUX (hopMax.
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