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Cucrema remocra3za NpenCTaBiIIe€T COOOM COBOKYIHOCTh MEXaHU3MOB,
00EeCIeUnBAIOIINX COXPAHEHHUE >KUIKOTO COCTOSHHUS KPOBH, MPEAYNPEKACHUE U
OCTAaHOBKY KpOBOTEUEHHUM, a TaKXKe UEIOCTH KPOBEHOCHBIX cOCyldoB. B ee
(GYHKIIMOHUPOBAHUM  TNPUHUMAIOT  ydacTue  (DaKTOpbl  CBEPTHIBAIOIIEH,
IPOTUBOCBEPTHIBAIOIIEH (AaHTUKOATYJISIHTHON) M (UOPUHOIUTUYECKONW CHUCTEM
KpoBU. M3MmeHeHHe (YHKUMOHAJIBHOTO COCTOSIHMSI OJHOIO U3  3BEHBEB
COIPOBOX/IAETCA KOMIIEHCATOPHBIMU CABUTaMU B JCSTENBHOCTH JPYTHUX, H
HapylieHne (YHKIUOHAJIBHBIX B3aUMOCBSI3E€H MOXKET TPUBECTH K TSKEIbIM
NATOJIOTUYECKUM  IOCJIEJCTBUSM, 3aKIIOYAIOMIUMCA WIM B  IOBBIIICHHON
KPOBOTOYMBOCTH, UJIM TPOMOOOOPA30BAHUU.

[ledyenp urpaer KIIOUEBYIO pOJb B HOPMalIbHOM (YHKIIMOHUPOBAHUU
cucTteMbl remocrasza. [1o3ToMy mneyeHouHas HEIOCTaTOYHOCTh COIPOBOXKIAETCS
MHOTOUYHCIICHHBIMU U3MEHEHUSIMU B 3TON CHCTEME.

Jlerkass u yMmepeHHass TPOMOOLUTONEHUS (KOJIMYECTBO TpoMOOUUTOB S50-
150x10%/1m) MOKeT BCTpedaThest Kak IIPH XPOHHUECKOH, TaK H OCTPOil MEYCHOYHOMN
HEJOCTATOYHOCTH. Y TAIMEHTOB C IMPPO30OM TIE€YEHH OCHOBHOM MPUYHHOMN
TPOMOOILIUTOTICHUH SIBJISIETCSI TIOBBIIICHHE CEKBECTPAIIMM KPOBSIHBIX TUIACTUHOK
CEKBECTpAllUd B CEJIE3€HKE. YMEHBIICHHE BbIPAOOTKH TPOMOOIIOITHHA MOXKET
BHOCHUTb CBOW BKJaJ B pa3BUTHE TPOMOOIUTOINEHUHU y MAIIMEHTOB C MEYCHOYHON
HenocrarouHocTH [26]. Eme ogHMM MEXaHW3MOM YMEHBIICHHS KOJIUYECTBa
TPOMOOLIUTOB TMpPH MATOJOTUU TME€YEHH CIY)KUT Pa3BUTHE ayTOMMMYHHBIX
npoueccoB. Y  OONBHBIX C  QJKOTOJIBHBIM  IIUPPO30OM  TPOMOOIMTOINEHUS
pa3BUBAETCS BCIEACTBUE NPSIMOrO TOKCHYECKOTO BO3ACMCTBUS 3TaHOJIA Ha
MErakapHoIMTOI033, a TaKkke JeduuuTta GoaueBoOi KUCIOTH U BUTaMUHA By,

N3menenne GyHKIUK TPOMOOIIMTOB YaCTO BCTPEUYACTCS MPU XPOHUUECKHUX U
OCTpBIX 3a0oyieBaHMSX TedeHHU. [Ipu 3TOM MPOMCXOAUT HAPYIICHUS aare3udl U
arperaliii  KPOBSIHBIX  TUIACTHHOK, KOTOpbIe  OOYCJOBIEHBI  JedeKTaMu
TPOMOOILIUTAPHBIX MEXaHW3MOB TEpeaud CHUTHaia, Ae(GUIUTOM Tyja XpaHEHUs
IUIOTHBIX TpaHyJd, NPUOOPETCHHBIM YMEHBIICHHEM YPOBHS —apaxwI0HOBOM
KHUCTIOTHI B MeMOpaHe TpOMOOIIMTOB. YBEIMUYEHUE CHHTE3a KJICTKAMH DHIOTEIHUS
OPOCTAIlMKINHOB W OKCHAA a30Ta, SBISIIOIIMXCS MOIIHBIMM HWHTHOUTOpaMU
GyHKIHHE TPOMOOIIMTOB, yCyry0ssieT pyHKIIMOHAIBHBIN AedekT TpoMOoIuToB [5].
N30piTOUHOE KOJMMYECTBO LMPKYJIHUPYIOMIET0O B KPOBU IUIa3MHUHA MOKET
OPUBOJUTH K MPOTEOJIU3Y TPOMOOLMTAPHBIX PELENTOPOB C HApYyIIEHUEM HX
arperarmoHHON CITIOCOOHOCTH.



Hepunur ButamuH-K-3aBucumbix (axtopoB cBeptbiBanus (¢pakropos Il,
VII, IX u X) yacTo BCTpe4aroTCsl MPU OCTPHIX U XPOHUUYECKHUX MAPEHXHUMATO3HBIX
3a00JIeBaHUSAX TICYEHU B pE3ysbTaTe YMEHbBIICHHS UX cuHTe3a. OJHaKo Mpu
XKUPOBOU JUCTPOGUU TICUEHH, OCTPOM OTpaBJICHUHU aAJKOTroJeM, OWIHaApHOM
IIUPPO3€ YPOBHH 3TUX (PAKTOPOB MOTYT OBbITh HOpMaibHbIMH [12]. OOBIUHO
OJIHOBPEMEHHO PAa3BUBAETCS HEIOCTATOYHOCTh BCEX YETHIPEX ITHX (HAKTOPOB,
OJIHaKO HauOoiiee yacTo BbIABIsIETCs ae@uuut ¢akropa VII, Tak kak OoH HUMeeT
HAaUMEHbBIIMK mepuoj MNodyX u3Hu (526 YacoB) NO CpPaBHEHUIO C JPYTrUMU
¢dakropamu. Cumraercs, 4yTO CHUXKEHHE akKTUBHOCTH (aktopa VII menee 9%
CBSI3aHO C HEOJArompuATHBIM TMPOTHO30M Y OOJBHBIX C OCTPOH MEUYEHOUYHOM
HenocratouHocTH [7]. [Tokazano, uto 93% GONIBHBIX TUPPO30M IEUSHH U YPOBHEM
daktopa VII meree 34% ymepiio B Teuenne Ommkanmux 10 MecsieB HaOIO1eHUS
[34]. Takum oOpaszom, cojepkaHue u akTHBHOCTH ¢aktopa VIl cuwmrarorcs
PaHHUMU MIPEAUKTOPAMH BHKMBAEMOCTH MAIMEHTOB C 3a00JIEBAHUSIMU TICYCHH.

Xots (aktop V cuHTE3upyeTrcss B IE€UEHH, OH HE sBJseTcsl BUTaMHUH-K-
3aBUCUMBIM (hakTopoM. KpaiiHe HU3KME ero YPOBHU B KPOBH ObUIN BBISIBJICHBI IIPH
MOJIHUEHOCHOM NEYEHOYHOW HEIOCTAaTOYHOCTH, a YMEHBUIEHUE €TI0 COJEpKaHHUs
meHee 20% accolruupyeTcsi ¢ HeOJaronpusaTHBIM TporHo3oM [4]. KoHneHtparus
¢dakropa V MOXET BO3pacTaTh MpU HAINYUU y OOJBHOIO OCTPOHl MH(EKUHUU.
[Toaromy conepkanue ¢akropa V HeE SBISETCS JAUArHOCTUYECKUM IPU3HAKOM,
KOTOpbIA  mo3BOIMJI  Obl  JgudepeHuupoBaTh  MNEYEHOYHO-KIETOUHYIO
HEJOCTATOYHOCTh OT MEXAHWYECKOM OOCTPYKUMHU XKETYHbIX HyTed. Takxke ero
JMHAMUKa HE OTPa)KaeT B MOJHON Mepe CUHTETUYECKYIO (DYHKIMIO MEYECHH, TaK
Kak (pakTop V 4yBCTBUTENIEH K JEHCTBUIO IUIa3MHUHA M B 3HAYUTEJIbHOM CTENEHU
NOTPEOISIETCS PU aKTUBALMU TPOMOUHA.

®akrop VIl mocrynaer B KpoBb MyTEM MEYEHOYHOTO M BHENEYEHOYHOIO
cuate30B [13]. B omiamume ot apyrux (akTopoB CBEpTHIBAHHS KPOBH, IPH
3a0oneBaHusAX nedeHn koHneHtpanuu (axropos VIII u Bumnebpanga (OB), kak
paBuiIo, MOBbIMIEHB. O HAKO KOHIIEHTpanus anTureHoB K (akropy VI u ©B y
ATUX MalMEHTOB 3HAYUTEIHHO BBILIE, YeM OMOJIOTUYECKAsi UX aKTUBHOCTb, TO €CTh
CYLIECTBYET HENPONOPLUOHAIBHOE YyBEIWYeHHE (PYHKUNOHATIBHO HEAKTHBHBIX
KOMITOHEHTOB.

Camble BbICOKHE cofepkaHus B KpoBu kak ¢aktopa VIII, tak u OB
BCTPEYAIOTCSA y NALMEHTOB C aJKOTrOJbHOM OO0JIE3HBIO TMEYEHU MU XOJECTa30M.
Kpome Toro, moBbllIEeHHbIE MX YPOBHU ObUIM OMKMCAaHbl MPU OCTPOM BHPYCHOM
renaTuTe, ajJKOroJIbHOM LHUPPO3€ M JIPYTUX HEAIKOTOJIbHBIX LUPPO3aX MEYEHU
[11]. Taxkxe npu 3a00JIeBaHUSAX TEYCHH MOBBINICHHE KOHIIEHTparuu dakropa VI
B KPOBU MOXET ObITh OOYCJIOBIIEHO €r0 OCBOOOXKACHHUEM M3 HEKPOTHU3UPOBAHHBIX
renaToIUTOB WM M3-3a YBEJIWYEHUs] CKOPOCTH CHHTE3a Kak Oeyika ocTpoi (ha3bl
[25]. Emé omnum mexanu3mMoM ToBbIeHus: ypoBHs (aktopa VIII mpu OonmesHsax
MICUCHHU SIBISCTCS CHHTE3 HEHOpMalbHOro rumoakTuBHOro (akropa VI [17].
Bo3MOXXHO TakXke, 4TO MPOUCXOIUT CHIDKeHHEe nHakTuBaimmu (axropa VIII mpu
HesiocTaTouHoCTH TipotenHa C, mpuBoauT K yBenmuueHnuro dakropa VIII B kposwu.

I[Ipu  maronmormum  meuenn  ypoBHH  (daktopoB XI u  XII,
BBICOKOMOJIEKYJISIPHOTO KHHUHOT€HA W MPEKAJUIMKPEHHAa B KPOBU CHIKEHBI U



KOPPEIMPYIOT C yMEHbIIEHHEM cuHTe3a Oenka B medeHu [19]. Huskume ypoBHH
budpuncradbunuzupyromniero ¢daxkropa XIII BbIABIAIOTCS NpU  OCTPHIX U
XPOHUYECKUX TEYEHOYHO-KJIETOYHBIX 3a00J€BaHUSAX, HO HE MpU OWIHMAPHOM
nyuppo3e nedeHu win xkentyxe. Hemocrarounocts ¢aktopa XIII moxer sBuThCA
NPUYMHON KPOBOTEUCHHUH y MAIMEHTOB ¢ 3a00JieBaHUsAMH ieueHu [32].

YMepenHasi runopuOpUHOreHEMUS XapaKTepHa ISl OCTPHIX U XPOHHUUECKUX
3a00JIeBaHUN TIEYEHU U TAKXKE aCCOIMUPYETCS C HEOIAronmpHUsTHBIM MPOTHO30M.
Ona pa3BHBaeTCs 32 CYET CHWKEHUS CHUHTE3a (PMOPHMHOIEHA, €ro MOBBILIEHHOTO
NOTPEOICHUSI TMPU XPOHUYECKOM BHYTPUCOCYIUCTOM CBEPTHIBAHUU KPOBH,
MOBBIMICHHOTO  pa3pylieHus Tpu  akTuBanuu  (HuOpuHOIM3a.  YPOBEHB
GbuOpUHOTEHA MOXKET TOBBIMIATHCS TPU JKENTyXe, OMIMAPHOM IHPPO3E TEUCHH,
rernaToMax, METacTaTUIECKOM paKe MEYCHH, OCTPHIX BOCTIAIMTEILHBIX MPOIIeccax
B TCUCHH, OOCTPYKIHMH SKCIYHBIX IyTeH. 3HAYMTEITHLHOE yMEHBIIICHHUE
KOHIIEHTpanuu (uOprUHOreHa B KPOBH OTMEUAETCSl Ha MO3JIHUX CTaAMSIX LUPPO3a
neueHu, mpu (yJIbMUHAHTHOM MIEYEHOYHON HETOCTaTOYHOCTH [35].

[Ipu 3a0osieBaHUSIX TEUEHU TaKXKE OTMEYAeTCs CUHTE3 (PUOpUHOTEHA C
HU3KOM MOJIEKYJISIpHOM Maccoi. JleiicTBre TpoMOMHA HAa TaKOW «HEHOPMAJIbHBIN
¢bubpUHOreH MNPUBOAUT K HAPYIICHUIO TIPOIECCOB OOpa3oBaHUs MOJIUMEPOB
¢bubpuna. Kpome toro, mpuobperennbiii nedpunur dakropa Xl npuBogut x
(GOpMHUPOBAHUIO PBIXJIOTO CTYCTKA, JIETKO TMOJBEPTralolIerocsi MPOTEOTUTHIECKOM
nerpamanuu [25].

Hucpubpunorenemuss omnucana y 50-78% mnamueHTOB € XPOHUYECKOM
MEYEHOYHOW marojoruel. DOUOPUHOTEH TMpPU DTOM COACPKUT YPE3MEPHOE
KOJIMYECTBO OCTATKOB CHAJIOBOW KHUCIIOTHI B - U P-1iensax. CHHTE3 aHOPMAaJIbHOTO
bubpuHOTEeHA PEAKO TPHUBOAWT K THKEIBIM KPOBOTECYCHHUSIM, KaK TIPABHIIO,
OOJIbHBIE CTPAAAIOT JIETKOW KPOBOTOYHBOCTHIO [21].

Bce Oenmku, ydacTByrommue B Tporiecce (UOpPUHONIM3A, 332 HCKIIOYCHUEM
TAIT u PAI-1, cunresupyrorcs B nedeHu. [lo3TomMy mpu mnaTosoruvd mNeYeHU
BBISIBIISIIOT ~ CHIDKEHHUE IJIA3MEHHBIX YPOBHEW TUIa3MUHOTEHA, Olp-aHTHUIIIa3MUHA,
TAFI. JlaGopatopHble TpU3HAKK aKTUBalUK (HUOPUHOJIM3A OOHAPYKUBAIOTCS Y
30-46% marueHToB C Tmarojorue mnedeHu. DOuUOpUHOIUTHYECKAsS AKTUBHOCTH
KPOBU YBEIMYUBACTCS IO MEpe MPOrpecCUpOBaHUsl 3a00JEBaHUS TICYCHH U
0JIBEPIKEHA 3HAYMTEIbHBIM MCKHHINBUAYaIbHBIM KoseOanusm [15]. Yckopenue
(GbubpHHOIM3a CBA3aHO MpeXAe BCero ¢ ymeHblueHuem kiaupeHca TAIl u npyrux
aKTUBATOPOB Tpouecca 0e3 yBennueHnus aktuBHoctedl PAl-1 u PAI-2. Hapymenue
cunteza 0p-AIl u  TAFI cnocoOGcTByer MOBBIIEHWIO  KOHLIEHTpALUU
HUPKYJIUPYIOUIErO0 B KPOBU IJIa3MHHA. YpoBeHb [AF| 3Haunmmo cHukaercs y
MAIlMEHTOB C IHUPPO30OM TICYEHU, W ITO CHUKCHUE KOPPEIHPYET C TIKECTHIO
3aboseBanus [8].

['uneppubpuHonM3 TpU  TATOJOTMM TEYEHH HE  COMPOBOXKIACTCS
CUHAPOMOM KPOBOTOYHMBOCTH. OJHAKO MPU XUPYPTUYECKUX BMEIIATEIHCTBAX Y
TaKUX TAIMEHTOB MOXXET Pa3BUTHCS TOBBINICHHAs KPOBOTOYMBOCTH B MECTax
HEMNOCPEACTBEHHBIX  MAHUIYISALUUN  xupypra. lIpexneBpeMEeHHbIA  JIM3UC
(GbUOPUHOBOTO CTYCTKAa MOXKET OBITh MPUYMHOW OTCPOUYCHHBIX KPOBOTCUCHUM B
paHHEM TIOCIICONIEPAIIMOHHOM TIEPHO/IE.



IloBbIlIeHHBI ypOBeHb D-guMepa B KpOBHM YKa3bIBA€T HA IJIA3MUHOBBIN
JU3UC TIOTIEPEYHBIX CIIMBOK (PuOpHHA, TO €CTh NpPH 3TOM TunepGuOpUHOIU3
SBJIIETCSI BTOPUYHBIM IO OTHOIICHHWIO K aKTHUBAIMHM KOAryJsiuuu. BolpakeHHBIN
runep@uOpMHONIM3 TPU TMEYCHOUYHOM TATOJIOTMH  COMPOBOXKIAETCA  TaKkKe
CYILIECTBEHHBIM CHUXEHUEM KOHLEHTpaluil ¢udpuHoreHa u o,-All 3a cuer
YCWJICHHOTO UX TOTPEOJICHHS U HAPYILICHHs CHHTE3a B IICYCHHU.

Hanuuwe npu marosoruu TMeYEeHW CHUHIPOMA BHYTPHUCOCYAMCTOIO
CBEPTBIBAHUS SBIIICTCA JIO CHUX Top JucKyTabenpHBIM BompocoMm  [30].
Vcronp30BaHWe COBPEMEHHBIX BBICOKOYYBCTBUTEIBHBIX TECTOB, TaKHX Kak
¢parmenT nporpomOuHa 1+2 (Mapkep reHepamnuu TpoMOUHA), ypoBeHb D-aumepa
(Mapkep TpOMOWHEMHMHM ¥ AaKTHUBAIlMM TUIA3MUHA) BBIABISIOT  YCKOPCHHE
BHYTPUCOCYAUCTON Koarymsiuuu U guOpuHonun3a npaktudecku y 30% OGOJbHBIX C
UPpPO30M  TICUYEHH, KOTOPOE KOPpEIUpPyeT C TSKECTbIO  TMEYCHOYHOMH
HepocTaTouHOCTH [16].

VYcunenue UWHTPABaCKYJSIPHOTO CBEPTHIBaHMS KpoBU U (uUOpUHOIM3A
OTMEUYAeTCAd y TMAaIMeHTOB C YMEPEHHOW U TSDKEIION CTENEeHbI0 MEeYCHOYHOU
HEJIOCTATOYHOCTH W HE BBISBIACTCA y KOMIICHCHUPOBAHHBIX OOJIbHBIX. Takoe
COCTOSIHUE BO3HUKAET B PE3yJIbTaTe 00pa30BaHMs PHIXJIOTO CTycTKa (UOpUHA TIpU
HejoctatoyHoctd  ¢akropa Xlll, KoToppli BOCIPUUMYUB K IJIA3MHUHOBOM
Jierpajalum, a TaKke HaTndus JuchuOpuHOreHEMUU.

Eme oaHuM JOMONHUTENBHBIM (DAKTOPOM aKTUBAMU (PUOpHUHOIIN3A
SBJIICTCSl HAJIMYWAC SHIOTOKCMHEMHUHU IaXKe B OTCYTCTBHE OYaroB WH(MEKIUU WU
cencuca. OHJIOTOKCMHEMHS pa3BUBAaeTCA 3a CYET HapyueHus (QyHKIUU
PETUKYIIOIHIOTEINATLHON CUCTEMbl W/WIIW HAJWYHUS MOPTAIBHBIX HIYHTOB. [Ipm
JIEKOMITCHCAIIMH ITUPPO3a TIEYCHN BBICOKHE YPOBHU IHUPKYJIUPYIOMIETO B KPOBU
SHJIOTOKCMHA  KOppEIUpOBAIM ¢  3Kcopeccuer  MoHomutapHod  M-PHK,
KOHIIEHTpanueit (¢parmenta mnporpomOura 142 u D-mumepa [33]. Ilocne
MPUMEHEHUsI HEBCACHIBAIOIINUXCS AHTUOMOTUKOB JUIsI CTEPHIIM3AIUU KUIICYHUKA
OTMEUYAeTCS YMEHBIIICHHE BBIPAKEHHOCTH JHIOTOKCMHEMHH Ha (POHE CHIDKCHHS
(bUOPUHOTUTHYECKON aKTUBHOCTH KPOBH.

[Inazmennsie ypoBHu TFPl y mamueHnToB c 3a0oieBaHUSIMH TE€UYEHU, KaK
MpaBUJIO, HAXOJATCA B Mpezesnax HOpMbl. Jlake Mpu 3HAYMTEIBHOM HapyIIEHUU
cunte3a TFPI B remaronurax, ero mia3MeHHas KOHIICHTPALHS TOAICPKUBACTCS 3a
CUeT MPOAYKIIMH YHI0TSITHATBLHBIMU KJIeTKaMu [7].

Konnenrpauuu anturpombuna Il (AT 1ll), nporemnoB C u S, ay-
MaKporiIo0yarHa Tpy 3a00I€BaHUSX TTEYCHH YMEHBIIIAIOTCS, YTO COMIPOBOXKIACTCS
CHI)KCHHUEM HMHTHOMpOoBaHHWS TpomOwHA. [loMuMO HapymieHWs WX CHHTE3a, TPH
OCTPOM ¥  XPOHWYECKOW TMATOJOTMH TI€YEHH MOTYT CHHTE3HPOBATHCS
HernoyiHoIeHHble npotenHbl C u S ¢ orcyrcTtBueM C-KapOOKCHIMPOBAHHUS HX
MOJIeKYyJ. Taxke y JaHHOW KaTerOpHH MAallMeHTOB OTMEUYAETCs HEIOCTATOYHOCTh
npoTrerHa Z, HO B HACTOSIIEE BPEeMs STOT HAXOJWUTCS Ha CTAAUU WHTCHCHBHOTO
usyuenus [18].

HenoctatouyHOCTh €CTECTBEHHBIX aHTHKOATYJISIHTOB, B MepByIo ouepeap AT
I1l, HecmocoOHO B TOJMHOW Mepe WHTHOMPOBATH TMOBBIMICHHBIH YPOBEHB
TPOMOWHEMHH, YTO MOXKET Pe3yJbTHPOBATHCS TPOMOOTHYECKUMH OCIIOKHEHUSMHU.



XoTst TpoMO03bI BOPOTHOM UJTM TIEUEHOYHOM BEH — PEeIKOe COOBITHE y MAlMEHTOB C
MATOJIOTHEH MEeUeHU, OHO 3a4aCTyI0 MOXKET SIBUThCS (DaTabHBIM /1711 OOJIBHOTO.

bamanc Mexay COCTOSSHUEM TIpO- W AHTUKOATYJISIHTHOM  CHUCTEM
ONpeNeNsieT PHUCK KPOBOTEUEHUH WM TPOMOO30B. XOTS KpPOBOTCUYECHHE
BCTpEYaeTCsl Tropas/lo 4allle, reMOCTaTHYeCKUuM aucOanaHc npu 3a00JeBaHUIX
NEYEeHU MOXKET NPUBOAUTh K  ¢aTanbHbiM  TpoMOo3aMm. [loBbiieHHas
TpoMOOTHYECKasE aKTUBHOCTb CBsI3aHa, NPEXKIE BCEro, C HEIOCTATOUYHOCTHIO
€CTECTBEHHBIX aHTHUKOATYJISIHTOB, KOTOpasi KOPPEIUPYET € TKECThIO MOPAKEHHUS
nedyeHd. Yarie BCEro aKTHMBHOCTh AHTHKOATYJSHTOB Y IIE€UYEHOYHBIX OOJBHBIX
HaxoauTcs Ha ypoBHE 30-65% OT HOpMaITbHBIX 3HAaYCHHH [29].

Taxkxe pa3BUTHIO THIEPKOATYIISIIMOHHOTO CTaTyca MOXET CIocoOCTBOBATh
YBEJIIMYCHUE COJIEP’KaHUsI B KPOBH MPOKOAryJISHTHBIX (axTopoB — (akropa VIII,
®B. boibpHbIE ¢ HUPPO30OM MEUYEHU U HAJTUYUE MYTallUd F'€Ha TPOTPOMOHHA UMEIOT
HOYTH 6-KpaTHOE YBEIMUYCHHE PHCKA Pa3BUTHS TPOMOO03a OPTAIbHOMN BeHbI [2].

Ha BckpbITUM OOJBHBIX, YMEpPUIMX OT MaTOJIOTUU IE€YEHH, TPOMOO3bI B
OJIHOM WJIM HECKOJIbKUX OpraHax oOHapyxwuBatorcs B 54 u 22% ciydaes,
cooTBeTCTBEHHO [23]. TpomOoTHueckue GpakTopbl pUCKa HE3aBUCUMO CBSI3aHBI CO
CTENEHbIO TMOPAXKEHUs IE€YEHH, U MHOTOYUCICHHbIE (DAKThl MOATBEPHKIAIOT
YCKOPEHHE NPOrPECCHUPOBAaHUs IEYEHOYHOW HEIOCTATOYHOCTH IPU Pa3BUTUU
OOCTPYKIIUU COCYIOB IicueHu [24].

JUJIsl OLIEHKM COCTOSIHUSI CUCTEMBI F'€MOCTa3a y MalMeHTOB ¢ 3a00J€BaHUAMHU
NEYEHU HCHOJB3YIOT  CTaHJIApTHbIE (CKPUHHMHOBBIE) H  CHEHUPUUYECKUE
(YTOUHSIIOIIUE) TECTHI.

Huskuii ypoBeHb TpPOMOOLIMTOB, KaK MpaBWJIO, CBS3aH C KJIMHUYECKOM
MaHHu(]ecTanrel NopTaabHON TMIEPTEH3UH, BKIIOYAs aCUUT U CIUICHOMETaJMIO.
VI30/IMPOBAHHOE CHIDKCHHE YHCICHHOCTH TPOMOOIHTOB 10 50-70 Thic/MM®
OOBIYHO XOPOUIO MEPEHOCUTCS MALMEHTAaMU U HE MPUBOAMUT K FeMOpparuyecKuM
NPOSIBIICHUSIM TPU  YCJIOBUM OTCYTCTBUS CONYTCTBYIOIIEH KayeCTBEHHOMN
MaToJIOTUH TpOMOONMTOB. [lpu BBHIIBIEHUU TPOMOOIMTONICHUH Y OOJBHBIX C
NaTOJIOTHEH TMeYeHH HEOOXOIMMO HCKIIIOYUTh TaKKE W JIPYrUe BO3MOXHbBIE €€
IPUYMHBI, BKJIKOYAs YMEHBIIEHHWE MX NPOAYKLUHU BCIEICTBHE HENOCTATOYHOCTH
TPOMOOTIOATHHA, TOKCUYECKOT'O BO3JIEHCTBUS AJKOT0JIsA, JEKApCTBEHHBIX CPE/ICTB,
a TaK)X€ NOBBIIICHHYI) CEKBECTPALMIO IPHU TUIEPCINIEHU3ME. Y MalHUEHTOB C
BUPYCHOW 3THOJIOTMEN MOPaKEHUs MeUYEHU, 0COOCHHO Mpu BUpYycHOM remnarute C,
1EJ1eCO00pa3HO ONpeaeIeHUE YPOBHS aHTUTPOMOOIUTAPHBIX AHTUTEN ISl OLIEHKU
ayTOMMMYHHO-OIIOCPEI0BAHHOT'O Pa3pylleHus TPOMOOIIUTOB.

VYanuHeHre BpeMEHU KpOBOTEYEHHS W/HUIWM HalW4YUe TeMOpparuyecKkoro
CHUHJIpOMa MOKET ObITh OOYCJIOBJICHO HapylleHueM (PyHKIUU TpoMOOIuTOB. Jljs
UCKIIIOUEHUSI TPOMOOLIUTONATUU HCIOJB3YIOT H3Y4YEHHE MPOLECCOB arperanuu
KPOBSIHBIX TUIACTHHOK C MCIIOJIb30BAHUEM PA3IMUHBIX UHIYKTOPOB [3].

B kadectBe wHHAYKTOpOB wucCHonb3yoT AJlI®, KoJareH, pUCTOLETHH,
aJipEHaJIH, apaxUJOHOBYIO KHCIIOTY, CEPOTOHHH U Ipyrue. PUCTOLIETHH BBI3BIBAET
arTIIOTUHAIIAI0 TPOMOOIIUTOB C POPMUPOBAHUEM TPOMOOIMTAPHBIX CTYCTKOB 0€3
akTuBaluu TpoMOouuTOoB. OH HCMNONB3yeTCs [UIsl BBISIBICHUS HapyLICHUM
B3aMMOJICUCTBHUI TPOMOOITUTAPHBIX TIIMKONPOTenHOB Ib u dakTopa Bunebpanna.



Kommaren mo3BoJisieT BBIABUTh HEJOCTATOYHOCTH CEKPEIMH TPOMOOITMTOB, B
HU3KUX KOHLEHTpALUSAX MOXKET HPUMEHAThCA M Hu3ydeHus >((PeKTUBHOCTU
Tepanuyd acnUpUHOM W aHTaroHucramu P2Y12-penentopoB. ApeHannH
MPUMEHSIOT JJIs ONPEACIICHUs TUIIEPEAKTUBHOCTH TPOMOOIIMTOB, B MAJIbIX J103aX -
MOHUTOpPUHIA JIEYEHUS AacOHUpUHOM U aHTaroHuctamu P2Y12-peuentopos,
JUArHOCTUpOBaHUs ~ OOJIE3HWM  IyJia  HakoIuleHus, cuHapoma  Ksebek.
Hcnonb3oBaHnEe HECKOJIBKUX arOHMCTOB arperaiuy B pa3IMuHbIX KOHIIEHTPAIUIX
MO3BOJISIET AUATHOCTUPOBATh MHOTHE (DYHKIIMOHAJILHBIC HAPYIIICHUS TPOMOOITUTOB
[22].

[TporpomouHoBoe Bpems (I1TB) m MexayHapoaHOe HOPMAaTU30BAaHHOE
orHomenne (MHO) wucmonb3yroTCsl JUIsl OINCHKH KOAryJIOMaTHH U TSDKECTH
MOBPESXKIICHUS TICYeHOYHOW TKaHu. OJHAKO O3TH TIOKa3aTelid MOTYT HMETh
CYIIIECTBCHHBIC BHYTPH- U MEXIIA00pATOPHBIC PA3INYHS JaKe Y OJHOTO U TOTO XKe
nanueHTa. B uccnemoanun M.J. Kovacs u ap. (1994) Obu10 1OKa3aHo, 4TO MpHU
MATOJIOTUH TIEYEHHU DPa3IU4HbIe TPOMOOILIACTUHBI MOTYT JaBaTh CYIIECCTBEHHBIN
pa3dopoc MHO B oxnux u Tex ke obOpasmax mia3msl [20]. KW.E. Denson u ap.
(1999) y GONBHBIX € MEUYCHOYHO-KJIETOYHON HEAO0CTATOUYHOCTBIO MOMyuuian 25%
pazauily B MHO 1npu uHCHOIB30BaHUM  YEOBEYECKOTO U KPOJIUYBETO
tpomboruiacTiHOB [9]. Meron ompenenenus IITB mo Quick y mammeHTOB C
MATOJIOTHEN MEYeHU MOKET ObITh MeHee MPUroAHbIM, yeM onpenenenue [ITB mo
Owren [14].

Bpemst cBepThIBaHUS KpPOBH OOBIYHO OCTAIOTCS B TMPEACIax HOPMBI
JUTUTEIIbHOE BpeMs, TTOKa YPOBHH (PaKTOPOB CBEPTHIBAHMS KPOBH HE CHUBSITCS JI0
30-40% ot wHopmel. Ymmnenue IITB npu HOpManbHOM  3HAYCHUH
AKTUBUPOBAHHOTO  YaCTHYHOrO  TpoMmoOoruiacTuHoBoro  BpemeHn (AUTB)
CBUIETENBCTBYET 00 M30JaupoBaHHOM neduumte ¢dakropa VII, koTopslid BiauseT
tonbko Ha [ITB. Ilo wmepe mnporpeccupoBaHusi OCHOBHOTO 3a0o0JeBaHUsA
npoucxonut ypenuuenue kak [1TB, tak u AUTB, uto oTpaxkaer Oonee riryookuit
nedunut BuTaMuH-K-3aBHCHMBIX (DakTOpOB cBepThiBaHusg. OmHAKO YAJIMHEHUE
AIITB moxeT ObITh HUBEJMPOBAHO MPH MOBBIIIICHUN YpoBHs (dakTopa VIII [27].

B wucciaemoBanuun  S.A. Siddiqui uw  ap. (2011) ymnunenue IITB
ACCOIIMHPOBATIOCH C KEITYJOUYHO-KUIIEYHBIMH KPOBOTEUCHUSIMU B 72% ciyuaes, a
yBenuuenHoe AUTB — B 70% wnabmomenuit [31].  Hecmotps Ha 370,
OTHOCHUTEIBHBIA  PHCK  pa3BUTUS  KPOBOTECUCHHUH  TPH  BBISBJICHHUH
nposionrupoBanHbix I1TB u AUTB 6bu1 HeBbicok — 1,02 (0,49-2,10) mns I[ITB u
0,83 (0,47-1,145) nnss AUTB.

YpoBeHb (GuOpUHOreHa B KPOBU MPU KOMIICHCHPOBAHHOM 3a00JieBaHUU
MEYCHU MOXKET OBITh HOPMAJIBbHBIM WM Ja)Ke TOBBIIICHHOM. YMEHBIICHUE
KoHIleHTparuu (pudpuHorena Hmwke 0,80 /71 3HAYUTENBHO YIITUHSACT PE3YIbTaThI
CKPUHHUHTOBBIX  KJIOTTUHTOBBIX  TECTOB  BCIEJACTBHE  HECIMOCOOHOCTH
dbopMHpOBaHUS NIETEKTHPYEMOTO (HUOPUHOBOTO CTYCTKA, KOTOPBIA SIBIISETCS
KOHEYHOM TOYKOW MPU BBITIOJHEHUU 3TUX aHAIU30B.

CuHTE3 HEMOJIHOIEHHOTO (UOPUHOTEHA MPU TMATOJOTHH TIEYCHH TaKkKe
MOXKET SIBUTHCS TMPUYMHOU YJIMHEHHS JIa0OPATOPHBIX KIOTTHHTOBBIX TECTOB.
JmarHoctuka auc(uOpUHOTECHEMHUI 0a3upyeTcs Ha HMCCIECIOBAHWU CBEPTHIBAHUS



IUIa3Mbl KPOBU C HCIIOJNB30BAHHEM SJIOBBIX TECTOB — TPOMOMHOMOJOOHBIX
(bepMEeHTOB 3MEUHBIX SJ0B (PXUTOKC, aHIMCTPOH, pEeNTHia3a, apBUH U Ap.). B
OTIIMYME OT TPOMOHWHA, ATH PEAreHThl OTHICIUIAIOT OT (UOPUHOTEHA TOJBKO
nentuabl A u He aktuBupyioT ¢aktop XIII [28]. Ilpu ¢yHKIMOHAIBHO
MOJHOIICHHOM  (pUOPUHOTEHE U OTCYTCTBUM  JCHEKTOB  MNPOTPOMOMHA
UCIIOJIb30BAHUE SJIOBBIX TECTOB MPHUBOAUT K OBICTPOMY U TOJHOIIEHHOMY
oOpa3oBaHuI0 cryctka (uOpuHa. YJIMHEHHWE BpPEMEHM CBEPTHIBAHUS B OTHUX
TEeCTaX YKa3plBae€T HAa COCTOSHHE, CBS3aHHOE C TUNOPUOPUHOTEHEMHEH,
nucuOpUHOTEHEMUEH, AeMCTBUEM TemapuHa WM HaJIMdueM B KpPOBOTOKE
OOJBIINX KOJUYECTB PACTBOPUMBIX (HUOPUH-MOHOMEPHBIX KOMIUIEKCOB W/WIN
IPOAYKTOB Aerpananuu GuOpuHOTeHa.

[IMunepdubpunomms quardoctupyercs y 30-40% OGoJbHBIX ¢ 3a00J€BaHUSIMHU
MIEYCHU, U €r0 BBIPAKEHHOCTh KOPPEIUPYET C TSHKECTbIO OCHOBHOTO 3a00JIEBaHUS
[6]. [ToBbitieHne (GUOPUHOTUTHUYCCKOW AKTHBHOCTH KPOBU dYallle OTMEUACTCS Y
JUIl C YMEPEHHON U TSDKEJIOW IEeYEHOYHOM HEeIOCTaTOYHOCTh, HO PEIKO
BBISIBIISIETCA Y KOMIICHCUPOBAHHBIX MAIMEHTOB. JlaHHOE COCTOSIHME pa3BUBAETCS B
pe3ysbraTe 0O0pa30BaHMs HEMOJHOIEHHOTO (UMOPUHOBOIO CryCTKa BCJIEIACTBHE
nuchuOprUHOreHEMUU, HEIOCTATOYHOCTH akTUBHOCTH (akTopa XIlI, xoTopsIit
CTAaHOBUTCSI 00Jiee BOCHPUUMUHMBBIM K JIETpaJlallii TUIA3MUHOM TIPH YBEIUYCHUU
YPOBHSI TKAaHEBOTO aKTHBaTopa IUIa3MuHOreHa. CHUXKEHUE aKTUBHOCTEU
MHTUOUTOpaA aKTHBATOpa IUIa3MHUHOTeHAa | THMa M Oy -aHTHIUIa3MHUHA TPUBOAMT K
BTOPUYHOW akTuBaIu GpuopuHomm3a [10].

JUist BeIsiBIIeHUsT rurniepuOpHHOIN3a UCHOIB3YIOT JIM3UC 3YTI00YIMHOBOTO
CTYCTKa, TUTa3MEHHBIE YPOBHU [[-nrMepa u MpoayKTOB Aerpaganuu (uOpuHOTeHa,
KOHIICHTPAIIMI0O TKAaHEBOTO AaKTHUBaTOopa IUIa3MHUHOTEHA, a TakkKe METOJ
TpomOorIacTorpaduu.

JIJisi TMarHOCTUKHM HEOCTATOYHOCTH €CTECTBEHHBIX AHTUKOATYJISTHTOB, U B
nepByto ouepens AT Ill, ucnons3yror ompeneneHue WX ypOBHEW aKTUBHOCTH
(pyHKIIMOHANBHBIA TECT) M KOHIICHTPAIIMM AHTUKOATYJISHTa B KpOBH. Tak Kak
naxe 3HauutenbHoe cHmkeHue ypoBHs AT Il mpu ero ¢yHkimoHanbHOU
MOJIHOIEHHOCTH HE TPHUBOJUT K KAKUM-TUOO OCJIOKHEHUSM, B KIMHUYECKOU
IpaKTHKE HanOoJIee YacTo OMPENESIOT €r0 aKTUBHOCTD B IJIa3Me KPOBH.

['emocTatuueckre HapylieHHUs] MPU TATOJOTUU TEYEHU B3aMMOCBS3aHBI C
pPa3sTUYHBIMA KJIMHUKO-OMOXMMHUYECKHUMH CHHIPOMAaMH TATOJIOTHH TiedeHu [1].
Tak na3MeHHbIE YPOBHM TPOMOOMOAYJMHA, [-TpoMOOrino0yinHa, TKAaHEBOIO
aKTUBaTOpa IUIa3MHUHOTE€HA TIPU XPOHUYECKOM TeMaTUTe U  TOoKa3aTeau
suporenuHa-1, [-tpomOornodynuna, AT Ill, aktuBHOoCcTH M comepxkanus TAIIL,
PAI-1 B cnydasgx unuppo3a TNe€4eHH OBbUIM COIPSKEHbl C BBIPAXKEHHOCTHIO
UTOJUTHYECKOTO CcUHApoMa. [Ipu TsHKEToM Me3eHXHMalbHO-BOCTAIUTEIHFHOM
CUHIpPOME  coOJepkaHue B  KpPOBU  JHAOTEeIMHa-1, TpomOouuToB, [3-
tpombornodynuna, AT Ill, TkaneBoro aktmBaTopa miasmuHoreHa, Bpems Xlla-
3aBUCUMOTO  (UOpPHHONMM3A  U3MEHSIUCh  OOJiee  BBIPAKEHO, YeM IpHU
KOMITICHCUPOBAHHOM CTaJWy TATOJOTUM TICYCHH WM YMEPEHHO BBIPAKEHHOU
JIEKOMIICHCALIHH.



XOJeCTaTUYEeCKU CHHIPOM CONPOBOXKIAETCS YBEIMYEHUEM 3HAYEHUU
[ITB, TkaHeBOro aKTUBATOpA TUIA3MUHOTEeHa U OoJiee HU3KUMHU YpoBHAMHU AT |1 u
nporerHa C y O0JbHBIX HUPPO30OM MEUEHHU, TOT/Ia KaK MPU XPOHUYECKOM TeraTuTe
aHAJIOTMYHAsl JMHAMHKA PErMCTpUpOBANACh TOJIHKO B OTHOIICHHM COJEPKAHUS
TKaHEBOTO aKTHBATOpa IJIA3MUHOTE€HA U MHTUOMTOpA aKTUBATOpa MIa3MUHOTeHa |
TUIIA.

[IporHoCTHYECKH TsHKENble BapHaHThl IUPPO3a TMEUYEHU XapaKTEePU3YIOTCS
MaKCUMaJIbHBIMA  TIOKa3aTeSIMH  JHIOTeNWHa-1,  TpoMmOomomymuHa,  [3-
tpombOornodynuna, I[ITB, AUYTB, TpoMOMHOBOro BpeMEHH, AaKTHUBHOCTH U
cCollepKaHUsl TKAaHEBOI'O aKTUBAaTOpa IUIa3MUHOreHa, anureiabHoctn — Xlla-
3aBUcUMOro ¢uoOpuHonmusa, D-aumepa, a Takke MUHUMAIbHBIMH BEJIMYMHAMU
konuuectBa TpomOouuToB, AT |1, nporenna C u nina3MuHOreHa.

3aKIOUCHHE.

Takum oOpa3oMm, OoJibHbIE € 3a00JICBAHMSIMU II€YEHU, OCOOEHHO Ha
KOHEYHBIX CTaJMsSIX TICYCHOYHOM HEJOCTaTOYHOCTH, HUMEIOT pa3HOOOpa3HbIe
reMOCTaTHYECKHE JEPEKThI, KOTOpPBhIC 3aTpParuBalOT BCE 3BEHBS CHCTEMBI
reMOoCTa3a, U TSHKECTh KOTOPBIX 3aBUCUT OT CTEIICHU MOBPEXKACHUS NIeUeHH. Takue
MAIMEHTHl UMEIOT Y3KYIO TOJIOCY TMOAJEpKaHUS TeMOCTaTHYECKOro OaaHca, U
CYIIIECTBYIONIE PABHOBECHE JIETKO MOXET TPAHC(POPMUPOBATHCS B THIO- WA
runepkoarymsiuioo.  Kak  mpaBwio, 3TH  HApYymICHUS  COMPOBOXKIAIOTCS
MOBBIIMICHHONH KPOBOTOYMBOCTHIO, HO Y HEKOTOPHIX OOJBHBIX Pa3BUTHE CHHApPOMA
BHYTPHUCOCYAUCTON KOATYJISIITUU MOKET MPUBOJIUTH K TPOMOOTHYECKUM DITHA30/1aM.
CBoeBpeMeHHOE J1a00OpaTOPHOE BBISBIICHUE HUMEIOIMIUXCS JAEPEKTOB CUCTEMBI
reMocra3a CHOCOOCTBYET WPENOTBPAIICHUIO KaK TIeMOpparniyeckux, TaKk U
TPOMOOTHYECKUX OCJIOKHEHUHM, YIydllaTh KayeCTBO J>KU3HH TAIMEHTOB U
PE3YNbTATHI JICUCHUSI OCHOBHOTO 3a00JICBaHMUSI.
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