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MauieHT 3 KpoBOTEYEID HEBIAOMOI MPUYMHK (KHIT) MaloTk pi3HOMaHITHI ii CUMATOMM Ta CTyneHi (Bif Nerkoro A0 NOMIPHOr0), ane 6e3 NopyLEHHS
KPOBOOOIry. Y KNiHIYHI npakTuui rinepdibprHONI3 PIAKO OLHIOIOTL AK OCHOBHY MPUYMHY KDOBOTEYI, a 3aralbHOBIAOMMX aHani3iB aHOManbHOro
QIOPUHONIZY HE ICHYE.

MeTa — NpoaHanisyBatvt BUHUKHEHHA aHOManbHOrO IOPUHONIZY Ta BU3HAUMTU POb CneumndiuHix GioMapkepiB i KoarynauiiHux TecTis y Moro
[iarHOCTYBaHHI, LLIO AaCTb 3MOrY MOMINLWKTM NIKYBaHHA KPOBOTEY Y NaUIEHTIB 31 CKNaAHMMM NOPYLIEHHAMMN 3rOPTaHHSA KPOBI.

OnucaHo aeKinbka B1NaaKis i3 BUpasHuMm hiCPUHONITUYHIMK PO31adaMuy, 30KpeMa, 3 AediUMTOM a2-aHTNNa3MiHy, AediunToM iHrGiTopa akTy-
BaTopa nnasmiHoreHy 1abo KBeOGEeKCbKMM PO3/1a40M TROMOOUNTIB. Y3arabHEHO AaHi NPO BCTaHOB/EH! (hIOPUHONITUYHI pO31aan Ta 0OrOBOPEHO
pO/b PIOPMHONIZY B KOrOpTax NaLEHTIB i3 nonepeaHiMmn kpooTeyamu. OnncaHo AOCTYNHI FNo6anbHi TeCTH 3 NOTEHLIaNoM ANA BUMIPIOBaHHA (i-
OPUHONIZY, AK aHanNi3 KanaMmyTHOCTI PiIGPUHOBOrO 3rycTKa Ta poTauiiHy TPOMOOE1aCTOMETPII, @ TAKOX PO3MAHYTO IXHIO aKTyanbHICTb B 00CTe-
XeHHI nauieHTiB i3 KHIM. Y cTtaHoBNEeHO, Lo Yepes BIACYTHICTE aAeKBaTHVX rNobasbHVX TeCTIB rinepdicprHONI3 Moxe 6yTh HeJOCTaTHLO AiarHoC-
TOB@HOIO MPUYMHOIO MOPYLLIEHHA 3ropTaHHsa KpoBi. JiarHoCTyBaHHA rinepdicpuHONITUYHIUX PO3NaAIB 3ropTaHHs KPOBI A€ 3MOTY NONINWKTY
pesynbTaty NikyBaHHA NaLieHTIB AOCTYNHUMU aHTUHDIOPUHONITUYHKMY 38CO0aMU.

BucHoBKM. BrisineHHs rinephicprHoNizy € BaxMBKM 419 OLIHIOBaHHS NaLEHTIB I3 KOarynonaTieto, OCKINbKM BIH MOXE NPU3BOANUTY A0 CEPHO3HIX
KPOBOTEY. 3aCTOCYBaHHs aHTUMIOPUHONITUKIB € €PEKTUBHIM METOAOM NikyBaHHs. OaHaK CkNaaHi MeToaun AiarHOCTyBaHHS, BIACYTHICTb AOCTYMHMX
CKPVIHIHFOBMX TECTIB | HeJOCTaTHS IH(POPMALIIA NPO BPOAXEH] AetheKTr hiGPUHONITUYHMIX (haKTOPIB MOXYTh NPU3BOANTY 10 HEAOOLIHIOBaHHS LIEl
npobnemu. MainbyTHi AOCNIAXKEHHSA Ta HOBITHI METOAM aHanisy MOXyTb CNPUATY YAOCKOHANEHHIO AiarHOCTYBaHHS | NiKyBaHHS NaLEHTIB I3 NOPYyLWeH-
HAMM 3ropTaHHs KPOBI.

ABTOPY 389BNAI0Tb MPO BIACYTHICTH KOH(NIKTY IHTEpecis.

Knto4oBi cnoBa: KpoBOTEU], NOPYLLIEHHS 3ropTaHHA KPOBI, (PIOPUHOIZ, aKTUBATOPY NNA3MIHOFEeHY, IHAKTMBATOPU N1a3MIHOreHY.
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Patients with Bleeding of Unknown Cause (BUC) have a variety of bleeding symptoms ranging from mild to moderate, but no circulatory disturbances. In clinical
practice, hyperfibrinolysis is not sufficiently evaluated as the main cause of bleeding, and there are no commonly known tests for abnormal fibrinolysis.

Aim —to analyse the occurrence of abnormal fibrinolysis and determine the role of specific biomarkers and coagulation tests in its diagnosis, which
willimprove the understanding and treatment of bleeding in patients with complex coagulation disorders.

Several patients have been reported with distinct fibrinolytic disorders, including a2-antiplasmin deficiency, plasminogen activator inhibitor 1 defi-
ciency, or Quebec platelet disorder. The review aims to summarize data on these established fibrinolytic disorders and discuss the assessment of
fibrinolysis in previous cohorts. In addition, we review available global tests with the potential to measure fibrinolysis, such as fibrin clot turbidity assay
and rotational thromboelastometry, and their relevance to screening patients with BUC. We concluded that due to the lack of adequate global tests,
hyperfibrinolysis may be an underdiagnosed cause of blood coagulation disorders. Diagnosis of hyperfibrinolytic coagulation disorders would improve
patient management because effective treatment with antifibrinolytic agents is available.

Conclusions. Detection of hyperfibrinolysis is important in the evaluation of patients with coagulopathy, as it can lead to serious bleeding. The use
of antifibrinolytics is an effective treatment. However, complex diagnostic methods, lack of available screening tests and insufficient information about
inborn defects in fibrinolytic factors can lead to underestimation of this problem. Future research and newer methods of analysis may improve the
diagnosis and treatment of patients with coagulation disorders.
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JIETKiI CUMIITOMU KPOBOTEU1, 30KpeMa, He3HAUHI CUH-
ITi i MKiPHO-CJIM30Bi KPOBOTEYi. Y 3HAUYHOI YACTKU

Beryn

POSIBU KPOBOTEYi ITPU HE3HAYHUX PO3Jia-
JlaxX 3TOPTaHHs KPOBi 3a3BWYall TOMipHi,
aJie BOHU MOXKYTb OyTH HeOe3edHuMU
JUIST SKUTTS 32 IEBHUX 00CTaBWH, HAPUKJIAJ, Y BY-
Ma/[KaX reMOCTaTUYHUX TIPOOJIEM YHACIIIIOK Xipyp-
rivHOro Brpydants abo mosoris [7]. Benuki crion-
TaHHI KPOBOTEUi BUHUKAIOTH pigKko. [lepeBaskaioTsh

MaIli€eHTiB i3 KPOBOTEYEI0 HEBIJ[OMOI MPUUYUHU
(KHP) niarnos ae Moxe 6yTH BCTaHOBJIEHUIA, He-
3BasKalouM Ha peTesIbHi 1abopaTopHi JOCITiKEHHST
[2,13]. Hux nmartienTiB KaacudiKyIOTh SK TaKUX, IO
matoTb KHII i3 mupokum criekTpoM cuMITOMIB (Bif
JIEFKMX CHHI[iB, HOCOBOI KpoBOTeui abo MeHoparii 110
Cepi03HMX YCKJIA/IHEHb, HAIIPUKJIAJ, KPOBOTEYI TTic-
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[pumitku: PAI — iHriGITOp akTnBaTopa nnasmiHoreHy; sTM — po3umHHuiA TpoOMOO-
moaynin; TAFI — TpoMOiHaKTVBOBaHWI HIOITOP iOpUHONIZY; tPA — akTnsatop
NNas3MiHOreHy TKaHWHHOIO TUny; TXA — TpaHekcaMoBa KMcnoTa; UPA — akTuBa-
TOP NNa3MIHOreHy YPOKIHa3HOro TUny.

Punc. CxemMaTu4yHUn ornan aktmBaTtopiB Ta iHribitopis
hibpuHonisy [29]

Jist oniepaitii uu nosioris) [25,30]. Marientn 3 KHIT
He BiJIPI3HAIOTHCS BiJl MAITIEHTIB i3 (PEHOTUTIOM KPO-
BOTEYi JIETKOTO 1 TOMiPHOTO CTYTIEHIB Ta BCTAHOBJIE-
HUM JIIaTHO30M, TaKUM $K JleeKTr HYHKITT TPOM-
GoruTis, gedinut Gakropa 3ropraHHg KpoBi a60
HU3BbKUIT piBeHb (hakTopa o Bimnebpanma (VWF)
[14,27]. Onnak HEMOXKIMBICTD BUSHAYUTH €TiOJIOTII0
MOPYIIEHHS 3TOPTaHHS KPOBi TIEPEIIKO/KAE 3aCTO-
CYBaHHIO 1[1JTbOBUX METO/IiB JIIKYBaHHS Ta CIIPUYU-
HsI€ 3HAUHE IICUXOJIOTIYHE HABAaHTAKEHHST Ha Talli-
€HTIB 1 JTiKapiB.

Mema nociuijizKeHHsI — IPOaHAJi3yBaTH BUHUK-
HEHHST aHOMaJIbHOTO (hiOPMHOJII3Y Ta BUSHAYNTH
poJib crieriyHnx 6ioMapKepiB i KoaryaaiiiHux
TeCTiB y HOTO JiarHOCTYBaHHI, 110 1aCTh 3MOTr'Y T10-
JUTIIUATY JIKYBaHHS KPOBOTEY Y MAIIEHTIB 31 CKJIA/I-
HUMW TIOPYTIEHHSMW 3TOPTAHHS KPOB.

Tnepdi6bprHOIi3 PO3IISAAAIOTH SIK MOKINBUIL Me-
xaHism, 1o crpuunnste KHIT, ockibku rinepgibpu-
HOJII3 He BUABJISAIOTH I1i/] Yac 3araJibHOTO KoaryJIsiii-
HOTO TeCcTyBaHH$, a mapaMmeTpu (pibpuHOII3y
3a3BUYail He BXOASTH 710 6a30BOTO J1abOPATOPHOTO
nociprennd maiienTis i3 KHII. 3a octanaiMu pexo-
MEH/IAIlisIMI, Ha JIPYTOMY eTarti 00CTeKeHHST OIiHIO-
I0Th HassBHICTD Po3JiajiB (hiOPUHOIITUYHOI CCTEMU
[1], omHak ToYHKMX BKa3iBOK 1100 JaGOPATOPHOIO
OIiHIOBaHH rinephibpuHOIi3y He icHyE [5].
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Y npoMy focstijiKeHH] y3araJbHeHO cyJacHi 3Ha-
HHS$ [IPO BCTaHOBJIEH] TiephiOpUHOIITHYHI po3Jia-
M KpoBOTedi Ta TinepdiOpuHOIII3 SIK MOKJIUBY MTPHU-
YUHY CXUJIbHOCTI 10 KpoBoTey y nartienTin i3 KHII.
KpiMm Toro, onrcano ysBjieHHs PO CyYacHi I IX0M1
Ta MpobJIeMu OIiHIOBaHHsT (GiOPUHOJIIZY B MAIIEHTIB
i3 KpoBOTEYaMu pizHoro crynens abo KHII.

BumipioBanus ¢piopuHOIi3y

Baskusictb Gi6pUHOMITUYHOT CUCTEMM IS Bijl-
HOBJIEHHSI TEMOCTATHYHOTO OalaHCy BU3HAHA JIABHO,
Ha paHHIiX eTtanax gociaijpkens [18]. Onnak uepes
BiICyTHICTB 106pe BCTAHOBJIEHUX METO/IIB TI00aIb-
HOTO OIliHIOBaHHs (hiOpHHOJIi3y abo 3amydeHnx di-
OpuHOMTHYHUX (GaKTOPIB 1 OpaK KIIHIYHKUX AaHUX
1OT0 POJIb y PO3JaJIaX 3TOPTAaHHS KPOBi HE MIJTKOM
3’sgcoBaHna [29].

3asBuyalii giaruo3s rinepdidbpuHOII3Y IPYHTYETD-
cs1 a60 Ha gedinuTi Hi6PUHOMI THIHKUX THTIOITOPIB,
a00 Ha TIBUIIEHHI aKTUBHOCTI (hepMeHTiB-aKTHBa-
TOPIB, SIKi I0/IaTKOBO Mi/IBUIIYIOTh YTBOPEHHS I1J1a3-
Mminy [9].

[I1asmin € rieHTpaIbHUM GiKOM (hiOPUHOITIZY,
1 f10T0 aKTUBAIliSl JKOPCTKO PETYJIOETHCS CKJIALHOIO
CHCTEMOIO aKTUBATOPiB Ta iHribitopis (puc.) [9,21].
[TnazminoreH, mpodepMeHT TIa3MiHy, TPUETHYETh-
cs1 10 C-KiHI[eBUX 3aJIUIIKIB J1i3uHy (hiOpuHy 1 mpo-
AYKTiB po3iaiy dhibpuny 1ij yac yTBOPEHHS 3TyCT-
ka. [lsmazminoren Moke mepeTBOPIOBATUCS SIK
aKTUBATOPOM TJIA3MiHOTEHY TKAaHUHHOTO TUTTY
(tPA), Tak i akTUBATOPOM TIJIAa3MIHOTEHY YPOKIHA3-
noro tumny (uPA) y mrasmin. O6uaBa aKTHBATOPH
MepeBaKHO CEKPETYIOTHCS €HAOTETIaIbHUME KJIITH-
HaMu, HUPDKOBUM erriTesiieM i MoHonutamu [10].
€ ximpka inmmx KmTHHANX oKepen tPA i uPA, axi
MO’KHA BBaskaTH Bifnosianumu. Hanpukiasz, rena-
TOIUTHU CIPUSAIOTH OA3IBHII IUPKYJ/IIOI0Yill aKTHB-
Hocti tPA [21], a miaBuiena cexpertist uPA BusBie-
Ha B MIKPOCYJIMHHUX €H/IO0TeJialbHUX KJIITHHAX
JsiereniB moauny [12]. KpiM TOr0, BCTAaHOBJIEHO, 110
tPA KepaTWHOIUTIB CIIPUSIE aKTUBAIlil IJIa3MiHOTe-
HY, TIOB’SI3aHOi 3 KJIITHHHOIO TIOBEPXHEIO B €KCITepH-
MeHTaX i3 kiaiTnHHuMY JiHigmu [ 13]. Jleski gocari-
JUKeHHS Ha MUIIAX CBiYaTh, 10 TaKi HEHPOHU, K
OJIITO/IEHAPOIIUTH, €MEHANMOIIUTH 1 MAaCTOIUTH,
MIEBHOIO Mipoto BUpoOJistioTh tPA [24].

3p’a3yBanns tPA i niasminoreny 3 C-kiHnesumn
BaJIMIIKAMU JIi3WHY Ha (hiOpUHI TPU3BOIUTH /10 aK-
TUBAI1 IIa3Miny Ta gerpazaiii Giopuny. [eit mpo-
11ec iHYKY€ YTBOpeHHs HOBUX C-KiHIIeBUX 3aJIMIII-
KiB JIi3UHY, 1O 1HIIII0OE TO3UTUBHY TETJIIO
3BOPOTHOTO 3B’s13Ky. 361JIbIIYIOUN [OCTYITHICTD
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OI'AJAAN
Tabnuys 1
Fno6anbHi Tectu ana suMipoBaHHA piGpuHonisy [16]
Metopn Tun |HﬂyKL|,Iﬁm IH":WK“H BumiploBaHHSA I'Ilgaumemjm YyTtnueictb
3paska Koarynsauii nisucy hi6puHonis
EHoorenHui tPA ONTAUHE LiNe- Husbka vyTimn-
: MICTUTBCA Y I LI BICTb A0 AediunTy
ECLT [nasma TpomGiH HiCTb: Yac A0 Bi3y- | ECLT <60-120 xB
hpakuii eyrno- ANLHOrO iBnC TAFITa
Oyniny Y 0.2-aHTUNIa3MIHY
TKaHMHHNA d{aK’ [HOEeKC nisncy
GT)Op Ka”?u‘” (NnponopuinHa
O(%Q?EMW amnnityaa Ve
: ) : ci
TEGI RQTEM' UineHa i APTEM) - 3MiHN B'ASKOCTI gacotm PIGPUHONITNYHI
EXTEM i APTEM KpOB ARDOTHHIH MaKCVMasbHOI (haKTOpY
(A%TEM MILHOCTI 3rycTka P
S yepesz 60 abo
NPUrHIYEeHHS 30 xa) <85%
PIGPUHONIZY)
TypOianmeTpny- TKaHVHHWI hak- O”:Lﬁ;ab Hewmae
HWU aHani3 yTBO- Mnasva TOp tPA (r %l‘. METOU - BCTAHOB/IEHOIO Heuytnmsuii
PEHHS 3ryCcTka docchoninian yamMﬂaHaﬂ'\pg OOMEXEeHHA yacy 00 3MiH tPA
Ta nisucy Kansuin ! . nisncy 3rycrka
AVHAMIYHNX 3MiH)

[Mpumitkn: ECLT — vac nisucy eyrnodyniHosoro 3rycrtka; ROTEM — poTtauiiiHa Tpom6oenactomeTpia; TAFI — TPOMOIHaKTMBOBaHWIA iHIIGITOP hibpuHoniy; TEM — Tpom-

6oenactorpadis; tPA — akTBaToOp NNa3MIHOrEHY TKAHVHHOMO TUMY.

MICITb /17151 3B’I3yBaHHs, IHIIII0EThCS KOH(pOpMAITiii-
Ha 3MiHa IJIa3MiHOTEHY, gKa MOTiM ITPU3BOAUTD /10
aktuBaiiii tPA. Kpim Toro, uPA Takos 3gaTHuil aK-
TUBYBATH IJIAa3MiHOTEH, aJie BiH Ma€ MEHTITY CIIOPi/I-
HeHicTh 10 GibpuHy. [HriGiTOp aKTHBATOPA MJIA3Mi-
Horeny-1 (PAI-1) € BaxiuBum iHribiropom 060x
aktuBatopis, tPA i uPA. Cam nasmin iHTi0y€eThes
SIK OL2-aHTUILJIA3MiHOM, TaK i MEHIIOI0 MipO0 —
a2-MakporoOyainoM. Inmmii tpoMbiHakTHBOBA-
Huil iHri6itop dibpunonizy (TAFI) aktuByeThes
KOMILJIEKCOM TPOMOOMOIYIiH-TPOMOIH 1 BUAJISAE
KapOOKC-TePMiHAJbHI 3aTUIITKY JH3UHY 3 (DiOpUHY.
Ie o6MexRy€e YyTBOPEHHS IJIa3MiHY Yyepes Imepepu-
BaHHS ITUKJTY TTO3UTUBHOTO 3BOPOTHOTO 3B’SI3KY Ta
IPU3BOAUTD /10 cTabibHIMNX HiOPUHOBUX TPOMOIB
in vitro [10,15].

OcHoBHOW0 (QYHKITIEIO TJIA3MIHY K KJIIOUOBOTO
dhepmenTy y (hbiOPUHOIII3I € PO3KJIaZaHH HOJTIMePiB
(bibpuHy, 110 reHepye MPOAYKTH po3naxy Gpibpuny
(manpuxriaan, D-nmumep). CTPYKTYpHI BJIaCTUBOCTI
(hiOpMHOBUX 3TYCTKIB BU3HAYAIOTH MIBUAKICTD (i-
O6puHOJII3Y. 3a3BUYail 3TYCTKY 3 OiJIbII TOHKMMHU BO-
JIOKHaMU IIJIbHINT i J1i3yI0ThCs noBiabHie. [IpoTe
3a HasIBHOCTI iedhekTiB y hiOpuHOMITHYHII cucTEM]
TOHII BOJIOKHA MOKYTh OyTH JIi30BaHi IBU/IIIE 32
ToBcrimi [3,16,22].

JliarHocTyBaHHs rinephiOpUHOIIZY € CKIaIHUM
Yyepe3 HecTavyy JIOCTYITHUX 1 PeryJIsSpHO 3aCTOCOBY-
BaHUX crieludiyHux jaboparopHux rectis. Ha Bij-
MIiHY BiJl KOAryJidilii, SKy MOKHA BUMIPSITH 3a JI0TIO-
MOTOI0 CTAaH/IAPTU30BAHUX aHaJi31B, HAITPUKJIAJ,
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AKTHBOBAHOTO YaCTKOBOTO TPOMOOTLIACTHHOBOTO
vacy (aPTT) i mporpombirosoro gacy (PT), ominio-
BaHHsI ucperysiii Gi6puHoI3Yy € CKIaIHUM in
vitro [18].

3arajioM 3ampornoHOBAHO KiJbKa r106agbHUX
CKPUHIHTOBUX aHAJi3iB, SIKi MOTEHITIHHO MOKYTh BU-
ABUTH TinephiOpUHOTITHYHY aKTUBHICTD, a HAITIO-
M PEHili 3 HUX HaBeAeHo B Tabmiti 1.

OjHa 3 0CHOBHUX TIPO6JIeM B OIliHIOBaHHI hibpu-
HOJII3Y ToJisiTae B TOMY, 1110 (hibpuHOII3 in vivo
€ JIy’Ke MOBIIbHUM, 1 U151 iHAYKyBaHHs (hiOpuHoIi3y
in vitro cix gogatu GiOPUHOTITUYHI AKTUBATOPH
a00 3MEHIINTH KiJIbKiCTh iHTiOiTOPIB (hiOpUHOIIZY
(tabm. 1). Hanmpukiaz, 17ist TypOiiMMETPUYHUX BH-
MipIOBaHb y CUCTeMax Ha OCHOBI IJIa3MU /I0/IAI0Th
tPA, 1106 ingykysatu (hiOpUHOII3 i vitro, MO 3r0-
JIOM 3HMIKYE Uy TJIUBICTD /10 PiBHIB €HJOT€HHUX aK-
TUBATOPIB M1a3Minoreny. HaBmaku, mpurotyBaHHs
(dpaxiiii eyrio6yriHy 3HUKYE PiBHI Hestkux Gibpu-
HOJITUIHUX (haKTOPIB, 30KPEMa, 0L2-aHTUTLIIA3MIHY
(7,1% BigHOBIIOETHCS ¥ (hpakiiii eyraobyminy),
TAFI (38,5%), PAI-1 (42,2%) i tPA (90,8%), o
CXUJISIE Tepe3un 10 iHIUX TPOodiOPUHOMI THIHIX
(dakropiB. OTKe, 4y TIMBICTD Yacy Ji3ucy eyriaody-
airosoro aryctka (ECLT) no geditmry ibputori-
TUYHUX iHTIOITOPiB 0OMeskeHa [9,20].

3a pesyJbraTamMy Hell[o/[aBHO IPOBeIeHUX JI0CJIi-
ukenb, Tpagutiina ECLT 3 agantoBannMu CIiex-
Tpo(hoTOMETPUUHNMHU [TOKA3AaHHSAMU Kpallle OL[iHIOE
rinepdibpuHoIIi3. [[bOro OCATHYTO MIISIXOM 3HH-
JKeHHs PiBHsI iHTiIOITOpaA y (dpakiiii eyriobyainy

77



UYntamTte Hac Ha canTi: https://med-expert.com.ua

REVIEWS

HIZKYE 32 IOPOrOBe 3HAYCHHS 3 METOIO BUSBJICHHS
GbibpunomiTHYHOT akTHBHOCTI. [TOPIT 17Ist aKTUBHOTO
PAI-1, HeoOxinHuii aist 36epeskeHHs Horo iHribiTop-
Ho1 (yHKiIii Ta ckopouerHsa ECLT, cranoButh 20—
25 uM. Kpim Toro, Hu3bKuii pisers hibpuHOTEHY
pawinre 6yB OCHOBHUM OOMEKEHHSIM B aHasi3ax
ECLT, onnak nonaBanus ¢hibpuHoTeHy 6e3 mia3mi-
HOTEHY TIi[BUIINJIO Yy TJUBICTH /10 3MiH (hiOpuHOJIi-
TUYHUX (DAKTOPIB, TAKUX K HU3bKi piBHI PAI-1.
[laHi TaKoX MOKa3yIOTh CUJIbHY KOPEJSIII0 MiX
ECLT i piBusimu tPA abo a2-aHTuIuiasminy, ajie He
mizk pisasgmu TAFI [19].

[H1mM KJIiHIYHO 3aCTOCOBYBAaHUM JIiarHOCTUYHUM
TeCTOM € poTaliiina TpomboesacToMeTpis
(ROTEM), sixa 4acTo 3aCTOCOBYETBCS SIK KOHTPOJIb-
HUM TecT (HAIPUKJIAJ, ITi]] 9ac oriepaitii) i He moTpe-
Oye nogaBanis HiOPUHOMITHYHOTO aKTHUBATOPA (Ha-
npuknaia, tPA). OnHak 11eii TecT He BaJIiJIOBAaHUM SIK
JiarHOCTUYHUN IHCTPYMEHT Y NAIli€HTIB i3 JIETKUMU
KPOBOTEUaMHU, OCKiJTbKU Pe3yJIbTaTh B MeKaX HOPMHU
He 3a1epedyioTh IIJIKOM rinepdiOpuHOII THYHOTO
posnany [1,9,18].

3arajioM He iCHY€E «30JI0TOT0» CTaH/IapPTy aHali3y
oliHIOBaHH (PiOPUHOIITUYHOT CUCTEMU, OCKIIBKU
KOKHUI TeCT Ma€ OOMeKEeHHsI, TOMY I1i aHAJII3N T1e-
PEBaKHO 3aCTOCOBYIOTH SIK IHCTPYMEHTH JIOCJTi/IZKEH-
na [21].

BcraHosiieHi KpoBoTeui, cipuunHeHi rinepgio-
PUHOJII30M

3MiHu hakTOPiB i peryasaTopiB GiOpUHOM TUIHOT
CHUCTeMU BUSBJIEH] sIK B OKPEMUX BUTIAJKAX, TaK
i TIpY BiZITEPMIHOBAHUX KPOBOTEYAX TTICIIS TPABMY-
BaHHs 200 XipyPriyHOro BTPyYaHHSs Ta IIKiPHO-CJIU-
30BOI KPOBOTEUI, ajie ieTajibHe PO3YMIHHS PO3JIa/IiB
(hi6pUHOITUYHOT KPOBOTEUI 10CI HE TOBHE.

HermoziaBHo octiiHMKaMu IIPOaHaJi30BaHO 110-
PYIIEHHS 3rOpTaHHsT KPOBI BHACJIIOK riepdibpu-
HOmi3y B 14 romo3urotuux i 104 retepo3uroTHux
MAIENHTIB i3 mediuToM 02-aHTUTIIa3MinYy, Busisie-
HO 36 martienTis i3 nedinmurom PAI-1, 23 namienTn
3 KBEOEKCHKUM PO3JIaJIOM TPOMOOIIUTIB i 4 MAIlieHTH
3tPA, 3 axux y 2 Bunajikax pisai antureny PAI-1 ta
aktuBHICTb PAI-1 € B Meskax HOpMU. 3aIUIITAETHCS
HE3PO3yMIJTNM, HACKIJTbKH BILTMBAIOTH 1HIIT (paKTO-
pu Ha piBerb PAI-1y 36 naiienTis, BilHeCEHUX IO
kareropii 3 nedimurom PAI-1, ockiJbKU oncano
JITIIE KUIhKA TEHETUYHUX Mi/ITBEP/KEHD 1epilnTy
PAI-1[23].

[HmmrMuy focaigarKaMy ieHTHdIKOBAaHO B POIT-
Hi 3 TPOMOOMO/IY I HO-aCOIII0BAHIM PO3JIaZloM KPO-
BOTEY1 MYTallito stop-gain (CTOIN-TIOCUJIEHHS ) B TeHi
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CPB2, axuii konye TAFI, o npussesio 0 3HMKEH-
st fioro piBuas Ha 50%. 3a pe3yJsibraTaMu eKCIiepu-
MEHTiB Ha MUIIIaX He BUSBJIEHO BILTUBY eilluTy
TAFI na remocraTudHy 31aTHICTD, 26 cy0 €KTiB
JIMIIIE 3 [[I€I0 TeHeTUYHOIO Bapiallielo, aue 0e3 3MiH
TpoMboMO Ly iRy, Oy 6e3cumnTroMmurMu. Hackinb-
KW HaM BiZIoOMO, He OIMCAHO PO3JIajiiB 3rOPTaHHs
KPOBI, MOB’SI3aHNX 13 My TAIli€0 MOcUIeHH (DYHKITI
IIa3MiHOTeny, y Jiozei [25].

JliarHocTyBaHHs 3MiH (HiOPUHOMITHYHUX PaK-
TOPIB YACTO € /1y’Ke CKJIAJHUM, OCKIJIbKU CKPU-
HIHTOBI TECTU He AI0Th 3MOTHU IOCTOBIPHO BUS-
BUTH BCi MMOPYIIEHHS. 3aCTOCOBYIOUH 3aJIe;KHUI
Big mopory meto/ dhpakiiii eyrso6yJiiny, miazma
MarieHTiB i3 BpopkennM gedinurom PAI-1 npu-
3BeJsia 10 3HauHoro ckopoyennsda ECLT, xoua
ECLT mae HU3BKY UyTAUBICTDH 10 AedinmuTy
o2-aaTuIia3Miny. KpiMm Toro, He icCHY€ BCTaHOB-
JIEHUX IJI006aJIbHUX METO/IIB aHai3y, siKi 6 HaIiii-
HO BUSBJISIN Hauuiiok tPA a6o kBebGeKChbKY
XBOPOOY TPOMOOIIMTIB, 1[0 XapaKTEePU3YEThCS
HaaMipHOIO ekcripecieio uPA B o-rpanyax Tpom-
GOIUTIB 1 MiABUIIEHUM YTBOPEHHSIM IIJIa3MiHY.
Ckpuninrosi koarysaainitiai tectu (aPTT, PT,
MJa3MaTUIHI piBHI hakTOPiB Koaryadiii Ta ¢i-
O6puHoMTHYHUX hakTopiB (30Kkpema uPA), a ta-
KO JTi3uc TpoMOy 3a JaHUMU TpoMboeIacTome-
Tpii 3a3Bu4ail mepedyBaOTh y MeKaX HOPMU.
JlocnixenHd KiCTKOBOTO MO3KY, MOpdosioris
TPOMOOIMTIB i KiJIbKiCTh QL-TPaHyJI Ta MIJIbHUX
rpanyJ € HopmaabHumu. MakTop V (FV) i Tpom-
6orurapanit FV MOXXyTh OyTH €110 3HUKEHIMH,
i arperaiid 3 aJjpeHa/iiHOM Ta BUBiJIbHEHHH
o-TpaHyJI 3a3BUuail mopymryoTscs [18,27,28,29],
1110 € HeXapakTepHuMu pesyJbratamu. IIpote no-
caimpkerns nepdysii TpoMOOIUTIB CBiYATh, 110
JI0JJaBaHHS TPOMOOIIMTIB Bij MAIi€HTIB i3 KBEOEK-
CHKHUM PO3JIaZioM TPOMOOIUTIB y GOpMyounii
3TYCTOK MPU3BOUTD /10 PyHHYBaHHs GiOpUHY Ta
TPOMOOIMTAPHUX arperaTiB. 3arajioM, 0CTaTOY-
HUI iarH03 KBeOeKChKOro po3J/iasy TPOMOOIUTIB
notpebye BU3HAYEHHs HigBUIIeHOTO uPA
B 0L-TPaHyJIaX TPOMOOIIMTIB i TEHETUIHOTO TECTY-
BaHHS, 1[0 BKA3y€ HA My TaIlifo AYyTJIiKaIlii B TeHi
akTHBaTopa niaasminoreny ypokinasu (PLAU)
[4,17].

3a3Buyaii GeHOTHUIT KPOBOTEUl B MAII€EHTIB i3
rinepdiOpUHOMIZOM POSABIAETHCS Y BUTJISALL
BiZITepMiHOBaHOI MMOCTTPaBMaTUYHOI KPOBOTEMI,
micasonepaliiioi KpoBoTedi, KPOBOTEYi MicCJis
CTOMATOJIOTIYHUX TTPOLEYP, MEHOParii Ta HOCOBOI
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OI'AJAAN
Tabnuys 2
PesynbtaTt pocnigxeHHs rinepci6pnHoNisy B NauieHTiB i3 NopyLLEeHHAMW 3ropTaHHSA KpoBi [16]
ABTOpPMN Cumntom AHtnreH PAI-1 Komnnekcu a2-aHtunnasmiH | TA®I | D-gume
P KpoBoTeui tPA tPA-PAI-1 P
[ DioHeBanba DeHOoTNN KpoBOTE-
PIOHE Yi Npm TEXKIN BPO- f f=4 = f= ] =3
Ta IHLWI o A
LDKeHIV remodini
Y (ﬂﬁHopm KpO-
- Bi) U (300pOBiI
ArpeH Ta iHWi | /lerka kposoTeya nd CREMOHTY Ko- = nd nd nd
pPYyBaHHA)
ngmHa Ta KpOBOT?qa mcnq nd U U nd nd 0
IHLUI onepauil Ha cepui
Sz;zepaniak PAacHa meHCcTpyanb- U U nd nd nd PN
7@ IHLI Ha KpOBOTEYA
Wiewel PscHa MeHCTpyasb-
Verschueren by P2 = nd n N nd
o Ha KpoBOTEYa
7@ IHLI
Martyc Ta iHuWi CHaﬂKO.B‘ LKIPHO- nd nd nd nd N nd
C/IM30BI KDOBOTEU]
Szgzepamiak PAacHa MeHcTpyanb- U U nd nd nd PN
7@ IHLWI Ha KpOBOTEYa
_Feé_xapT Ta KpQBOTeqa HeBino- PN PN U 0 0 PN
IHLLI MOT MPUYMHM
: _ | [MauieHtn >1 cumn-
Opi3 Ta iHWiI TOM KpPOBOTEU nd U nd f = nd

TIPUMITKU. <> — BIACYTHICTb CTATUCTUYHOT PISHNULL; ff — cratvicTuHo 3HauyLLe 30iNblUEeHHS; U — cramvictnuro 3HauylLe 3HKeHH:, nd — He 3pooneHo; PAI-1 — iHriGiTop
akTvsatopa nnasmiHoreny 1; TAFI — iHri6iTop (hiOpUHONIZY, LLO aKTUBYETLCH TPOMOIHOM; tPA — akTMBaTop NNa3MiHOreHyY TKaHUHHOIO T1MY.

kpoBorteui. IlikaBo, mo rineppidpunoMTiTUIHI
po3JiaJin 3TOPTAaHHS KPOBI NOB'A3aHi He Julle
3 IPOsIBAMU KPOBOTEYi, ajie i 3 aKylIepCbKUMU
YCKJIaJHEHHSAMM, TAKUMU K BUKU/HI, 1IPO 1110
MOBIIOMJISIETHCS TIPH 1eDITNTI 0L2-aHTUTIIA3MIHY Ta
PAI-1[18].

Tinep¢iopuHOIIi3 y ManieHTis i3 KPOBOTEYEIO He-
Bi/IOMOi IPUYHHU

CucreMaTuyHi J0CIiKEHHS rinepdiOpuHoIizy
SIK TPUYUHY CePHO3HIMUX (HEeHOTUIIB KPOBOTEU1
B MAII€EHTIB 31 BCTAHOBJIEHUM PO3JIa/I0M 3rOPTAHHS
KpOBi a00 SIK OCHOBHOI IPUYMHK KPOBOTEYI B Ialli-
entiB i3 KHII mpoBoamaucs piaxo. Jlani momo 3Ha-
yeHHs GiOPUHOJIIZY B TPyIIaxX MAII€HTIB i3 KPOBO-
TeyaMu HaBeAeHO B Tabuuii 2. Yepes sHauHi
Bi/IMIHHOCTI B KJIFOYOBUX ACHEKTAX IIUX IOCTI/KEHb,
TaKUX K (PEHOTUTIN KPOBOTEYI, N3AMH TOCIIiIKEH-
Hs, eMorpadivHi MOKa3HUKK Ta PO3Mip BUOIpKH,
HOPIBHAHHS JaHUX TIPO TirepdiOprHOI3 y Koroprax
KPOBOTEY 0OMEIKEHE.

Pisni kommexcy PAI-11tPA-PAI-1 BumiptoBasin
y 88 martienTiB /10 i Micas KapioXipyprivHOTrO BTPY-
JaHHs, a HIKYI 1Tepegonepaiiiiii pisai PAI-1 1 mic-
sggonepariinoro komiiekcy tPA-PAI-1 acorioBa-
JIALCST 31 30LIBIIEHHSIM TTCJISTOTIEPATTiiTHOT KPOBOTEYI.
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OmHuM 3 0OMeKeHB IIHOTO JOCIIKEHHSI € T€, M0
anTurenn PAI-1 BuMipioBasicst B IOy ST Kap/iio-
XipyprivHMX MaIieHTiB, 0 He BioOpasKae maiieHTiB
31 CIMMAJIKOBUMU KPOBOTEUAMU Pi3HOI TTOTYKHOCTI.
Otxke, piai PAI-1 y Bcix natmieHTiB 6y B MesKax
Hopmu — 1—25 Hr/mut. 3azBuyaii Bucoki piai PAI-1
HOIOBKYIOTh Yac JIi3ucy TPOMOY Ta IOB’sI3aHi 3 I1i/I-
BUIEHUM PU3NUKOM BEHO3HOTO Ta apTepiaJbHOTO
TPOMOO3Y, a OTKe, MOXKYTh 3alI00IITH TicsIonepa-
minHi kpoBoreyi [21,30].

Y nocrikeHHi, B SKOMY OIliHIOBAJIX HU3bKI PiB-
Hi PAI-1 gk mpuyuHy KpoBoTeui, BUSIBJIEHO HUKYI
piBui aktuBHOCTI PAI-1y 586 narienTis, nepeBax-
HO 3 HU3bKOIO CXUJIBbHICTIO 10 KpoBoTeu. [lomupe-
HicTh HU3bKUX piBHIB PAI-1 (<1 On/Mir) BecTanos-
JeHo y 23% marieHTiB, mo BHIe, Hi’K B 000X
KOHTPOJIBHUX Ipynax i3 mokazuukamu 13% i 10%
(y IOHOPIB KPOBI Ta 3/10POBUX NAIIEHTIB, BIIITOBI/I-
HO). ¥ 1IbOMY JIOCJi/IXKEHH] He BUSIBJIEHO Pi3HUIIL
B piBHAX Kommiekcy tPA-PAI-1 mix rpymamu.
Husbki pisai PAI-1 He 6y oB’si3aHi 3 6isib1ioo
KIiJTbKiCTIO TPOSIBIB KPOBOTEYi 1/200 ii TSIKKICTIO.
[Momyndamist ocaizKeHHs CKIAIATacs 3 BEIUKOI,
ajie TeTepPOTEHHOI IPYIIH Malli€HTiB, 75% 3 AKUX
MaJIi KJIIHIYHO 3HAUYILy CXUJIBHICTD /10 KPOBOTEY.
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REVIEWS

¥Yei manienTtu 3aayvanucs 10 JOCTiKeHHs He3a-
JIEKHO BiJl IXHBOTO JIiarHO3y Ta MaJIu Pi3Hi OPY-
meHHst: QYHKIIOHAIbHI TIOPYIIEHHST TPOMOOIIUTIB
(24,4%), xBopoby don Bimnebpanga (VWD)
(10,1%), rpombonmroneito (1,2%), nedimut dax-
TopiB 3ropranHs Kposi (2,7%) i KHII (57,0%). Ha
JKaJTb, JIaHi PO YacTOTY HU3bKOI akTuBHOCTI PAI-1
y TAII€HTIB 31 crienuivyHUMA ITOMiPHUMU KPOBO-
teuamu i/a60 KHII ne naBeneno [17].

OpuTiHATBHUM € OCTiKEHHS 13 3aIyIeHHIM
34 270 namientis i3 KHII y Vienna Bleeding
Biobank (VIBB). 3a iioro pesysibraramu He BUSIB-
JIEHO 3MiH y piBHSX aHTUTeHY tPA a60 akTUBHOCTI
PAI-1 nopiusiHo 3 98 30poBUME 0cOOaMU KOHT-
posbHOI Tpymu. Huspkwuit pisens PAI-1 criocrepi-
raBcs y 34% mnarienTiB i 34% KOHTPOIBHOI TPYTIN.
IIporte B gocifKeHHI BU3HAYEHO KiTbKa BiAMIHHUX
acnekris. [lo-niepite, o101 aBTOPU He 3asrydasy na-
IIEHTIB i3 HOCOBOIO KPOBOTEUEI0, KPOBOTEUEIO
3 siceH i CyOKOH IOHKTHBAJbHOI KPOBOTEUYETO,
OCKIJIbKY He KJaacuiKyBau 11i KpOBOTEYUI SIK KJIi-
HIYHO 3HAUyIIi. B iHIUX JOCTiKEeHHIX 3ayvain
MaIi€HTIB 31 3MiHaMu B TeMocTasi. [lo-apyre, 3 10-
CJT/IKEHHS BUJIYYJIU TTAIIEHTH, SIKi MaJIv oTlepallito
ab0 HapPOIMJIN IPOTATOM OCTaHHIX 6 TUKHIB, baKTe-
piasbHy iH(EKITII0 TPOTITOM OCTAaHHIX 2 THUXKHIB,
aKTUBHY 3JI0SIKICHY MYXJIMHY, BariTHICTh 200 TPOM-
6oruronetniio. Came 11i hakTOpPH He BPAXOBYBAJIHCS
nonepeiHbo. Kpim Toro, /7151 BUMipIoBaHHS PiBHIB
komiuiekcy PAI-11tPA-PAI-1 3actocoByBamnu pi3Hi
aHaJli34, 0 MOIJIO BIIMHYTU HA ITOPiBHSHHS MiXK
1mu Koropramu [15,26]

B ognomy 3 nocifiskenn, sike BUIY4Yaslo Malli€eHTiB
i3 TTaTOJIOTIEI0 MAaTKU, TPOAHaJi30BaHO KiHOK i3
CUJIBHOIO MEHCTPYaJIbHOIO KPOBOTEYel0, IIeBHUM
posnazoM kposotedi (3o0kpema, VWD abo gedimu-
TOM (paKkTOpa 3rOPTAHHS KPOBI ), 5IKi 3aCTOCOBYBAJIU
HECTEePOIIHI PoTU3aaibHi 3ac001, Majii TPOMOO-
rrorenito (<100 I'/i), roctpi indexirii abo cepiios-
Hi CyITyTHI 3aXBOPIOBaHHS (HATIPUKJIAI, 3JIOSKICHI
nyxJuHE 260 HUPKOBY HeZoCTaTHICTD ). TToBigomire-
HO ITPO 3HWKeHHsT piBHst aHTUTeHy tPA (5,96 Hr /Mt
npotu 9,72 ur/mur) Ta antureny PAI-1 (8,54 ur/mu
npotu 11,89 Hr/mMu1) MOPiBHSIHO 3 52 3/I0POBUMMU Tia-
mientamu. OIHAK 1[I BUCHOBKY He TIi/ITBEPKEHO
B IMUPIIOMY JOCJIKeHHI, 10 SKOTO 3aJy4eHO
102 »kiHOK 13 CUJIBHOIO MEHCTPYaJIbHOIO KPOBOTEUEI0
6e3 BiZIOMOT0 po3J1aLy 3rOpTaHHs KPOBi Ta OI[iHKOIO
kpoBi >100 3a rpaciunoio mkasoio. JlocmiganKaMmn
BU3HAYeHO HUZKYI piBHI anTureny PAI-1y mamienTiB
JIMTIIE 32 Pe3yJIbTaTaMy MOPIBHIHHS KiHOK i3 MEHO-
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parieio 6e3 TiHEeKOJIOrYHUX aHOMaJIiil 13 JKiHKaMu
3 TiHEeKOoJIOriYHUMU aHoMastisiMu. Hagraku, y Butiie-
3rajlaHOMY JIOCJII/KEHH1 3a/1y4eHO )KiHOK i3 TiHEeKO-
JIOTIYHUMU aHoMaJsissMu. [IpumiTHO, 1110 B 1OCTi-
JTUKeHHSX 3acTocoBano anamisnm ELISA Bix pisnux
komaniii (American Diagnostica, Ctemdopa, mrtat
Konnekrtukyr, CIITA; Asserachrom Diagnostica
Stago, Asnieres-sur-Seine, Mpamiiisi), siki MalOTh
pi3Hi pechepeHTHI /lialla30HM i, OTXKe, HE T IJIITaioTh
MPSIMOMY TIOPiBHSIHHIO. ABTOpaMU iHTEHCUBHO 00-
TOBOPEHO Yac TecTyBaHHs (hiGpPUHOTITHYHUX Mapa-
METPiB y MeKax MEHCTPYaabHOTO KJIY. OHUMHT
HAyKOBIIMU ITPOaHaIi30BaHO KPoB 1poTsirom 10 z1i6
micJist MEeHCTpyalliil, IHIuMY BUMIpSIHO Gi6prHOIII-
TuaHi pakTopu 3a 1 TKIEHD micas meHcTpyaitii. [le
1epiojl MPOTSATOM MEHCTPYATbHOTO IUKITY, KOJIU pe-
3epBU MPOKOATYITHTHUX (haKTOPiB BUKOPUCTAHI
JUUIS1 KOMITeHcallil KpOBOBTPATH, 1110, HA [yMKY aBTO-
PiB, MOIJIO TPU3BECTH 10 KOMIIEHCATOPHOTO 3061/1b-
HIeHHsI TPOAYKIii HibpuHOMTHYHUX (HAKTOPIB i,
TaKUM YHHOM, MOTJIO OYTH YaCOM MEHCTPYaIbHOTO
UKy 3 HAUBUIIMMY PiBHIMU (hiOPUHOMI THIHUX
dakropis [16].

3aranowm, piBeab PAI-1 pifko mocaiKyOTh
y MAIEHTIB i3 KPOBOTEUEI0, 3 KOMEPITIIHO J0CTYII-
nuit ELISA nepeBakHo 3acTOCOBYIOTD /11 OIIiHIO-
BaHHST TPOMOOTHUYHUX PO3JIA/IiB, /i€ OTMCAHO KOpe-
J1io 3 BUucokuM pisHem PAI-1. 3anumaernes
He3PO3YMIiJINM, Y1 HUKHS Meska i piBHiB PAI-
1 yitko BusHavena B ELISA i uu Mmoske OyTu BU-
KOPHUCTaHa /IJisl BU3HAYECHHS [1aTOJOTIYHUX PiBHIB
PAI-1. Kpim Toro, iupKaaHi Bapiallii, Bik Ta iHIEKC
Macu Tisia (IMT), a Takosk reHeTH4HI TTOJTIMOP(i3-
MU MOKYTb BIJIUBATU HA akTuBHicTH PAI-1y ma-
mienTis i3 KHII [40]. lo6oBi Bapiaiii BUmux pis-
miB PAI-1 i amxkyoi aktuBHOCTi tPA BpaHIi
POBIJISTHYTO B GiJIBIIOCTI OCTI/KEHD MIJISIXOM 3a-
60py KpOBi B 0/11H i ToiT camuii yac gobu. Y 6isb-
ITOCTI TOCJIi/IPKEHD TAKOK BPAX0BAHO BILJIUB CTATi,
Biky, IMT Ta ecTporeny Ha pe3yJibTaTh CTaTUCTUY-
Horo anajizy [6,11].

Tomi stk y GiTbIIOCTI OCTIIPKEHb BUBYEHO PiBHI
anTureny tPA, xoua i3 cymepeusmBUMHU pe3yibTaTa-
MH#, akTuBHICTH tPA 3adikcoBano muie B KOTOPTI
marienTis i3 KHIL. I1pore migBuinena ak TMBHICTH
tPA i 3HmKkene ioro inriGysatus PAI-1y naiieHTis
i3 KHII, mo npexacraB/ieHo HUKYUMU PiBHAME
komiiekcy tPA-PAI-1, Moske BkasyBaTu Ha TiABU-
meHni (hiOPUHOII3 SIK MOKJIMBY TIPUYUHY CXUJTh-
HocTi 710 kpoBotey y nartienTiB i3 KHII [34]. [Tigsu-
meHa aktTuBHicTh tPA B mmoegHanHl 3 HUKUYNMU
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piBHsaME KomIiekciB tPA-PAI-1 Bkasye Ha mopy-
MIEHHST KOHTPPETYJISTOPHOTO MEXaHi3MY, 110 MOXKe
MPU3BOIUTH /10 BUIIOI (DiOPUHOI TUIHOT aKTHBHOC-
i (Tabm. 1) [13].

3a pesysbratraMu BUBYEHHST (iOPUHOMI TUIHUX
napaMeTpiB y MaIli€HTIB i3 TAXKO0 reModisieio
BCTAHOBJIEHO, 10 (heHOTUT KPOBOTEU1 KOPEJTIOE 3 T1a-
pamerpamu (hiOPUHOMITUIHOT crcTeMU. 30KpeMa,
BUSIBJIEHO TTi/[BUIIeHHS piBHIB anTUTeHY tPA i TAFI
y MAIi€HTIB i3 OiIbII cepito3HIMEU (heHOTUTTAME KPO-
BoTeYi. ¥ 11boMy gocipkerHi akTuBHicTh TAFI Bu-
3HAUYEHO 32 JI0IIOMOI0I0 KOMEPIIHHO OCTYITHOTO
ELISA, axuii Bumipioe nateHTHUN (AKTUBOBAHUI )
i Bxke inaktTuBoBanuit TAFI. Ilpunyteno, mo Biz-
CYTHICTb aKTHBHOTO TPOMOIHY B JTFO/IEN 13 TSIKKOIO
reMo(ditieto, HeOOXiHOTO JIJIs TEPETBOPEHHS Pro-
TAFI B aktuBHY (hopMmy, ieperiko/Kae epeKTUBHO-
My HpUrHiYeHHIO (hibpuHOMi3y [24].

[Tapanokcanpue migsuinenas TAFI takox Bu-
SIBJIEHO B jlocyijpkenni 193 naiieHTiB i3 KpoBOTE-
yamu, 30kpema, y 81,1% narnientis i3 KHII Bikom
4—48 pOKiB, IKi MaJI1 MKiPHO-CJTU30BY KPOBOTEUY.
Y mocaipKeHHi IIpOBeAeHO ITOPiBHSHHS TAIliEHTIB
i3 KpOBOTEUEIO 3i 3/J0POBUMU TAI[iEHTAMU KOHT-
poJibHOI Tpymin. Y 143 cy6’€KTiB BUSIBJIEHO MiABU-
meni pisai TAFI, aki #e 3amexanu Bij AiarHO3yY
(KHII, tut 1 VWD abo nopytieHHs QyHKITT TPOM-
6ouutiB). 15 pisHuIs He 3aj1eKana Bijt JiarHosy Ta
criocTepiranacs B aHasi3i miarpymu 3i 116 mamien-
tiB i3 KHII. B inmomy gocmizzkeHi B NaIi€HTIB i3
KHII BusiBiieno napasokcajbHe 30iIblIeHHs 1HI1-
6iTopiB pibpunoaizy TAFI Ta a2-anTunmasminy
HOPIBHSHO 31 3[0pPOBUMHU 0cO6AMHU KOHTPOJIbHOT
rpymu [12].

[TTozo riobanbHUX TECTiB HiGPUHOIIIZY B mMalli-
entis i3 KHII ganux mMaso, ocKinbKu OigbnIicTh
JOCJIKEHb 30Cepe/PKEeHO Ha T00pe OMUCAHUX PO3-
JlajlaX 3ropTaHHs KPOBi, TaKUX K remodisis abo
VWD [11,23,27]. ABTOpH BifiI3HAYAIOTH ITi/IBUTILE-
HY NPOHUKHICTD 3TYCTKA 1 CHPUUHATIAUBICTD 10
JII3WCY B MAIIEHTIB i3 CUJABHOIO MEHCTPYaAJIbHOTIO
KPOBOTEYeIO 3a /I0IIOMOT0I0 aHaJi3y KaJaMyTHOCTI
3rycTka miazmu 3 fogaBanssam tPA. Ile Binkputts
Ta Oro 3B’S130K 13 CUIIbHOI0 MEHCTPYATbHOI KPO-
BOTeUel0 JIEMOHCTPYE MOKJIUBUI BHECOK 3MiHEHUX
nmapaMeTpiB 3TyCcTKa B pe3yJbTraTax KPOBOTEYi.
Y Hamomy AOCJiPKEHHI BUSABJIEHO MOBIJIbHITIIE
yTBOpeHHs TpoMOy B mia3mi mamientis i3 KHII mo-
PIiBHSTHO 31 3710POBUMHU 0cOOaAMK KOHTPOJIBHOI IPY-
1, 0COOJIMBO TiCJIS 0/laBaHHS eK30TeHHOTo tPA,
ajie Pi3HUIL y MBUIKOCTI JIi3UCY Tp0M6y He BCTa-

OTAJIAM

HOBJIeHO. B iHmoMy focizkensi 3a ydacti 382 na-
nienTis i3 KHII BusgBIeHO HUKYY IMBUKICTD YTBO-
peHHst TPOMOIB 1 KOPOTIINIA Yac JTi3ucy TpomMOiB
y Malli€HTiB MOPiBHSAHO 3 KOHTPOJIBHOIO IPYIIOIO,
1[0 BKa3y€ Ha MiBUIIICHY Yy TIUBICTH TPOMOIB 110
bibpuHoizy. HemogaBHO MOBiZIOMIIEHO TTPO TIO0-
BJKEHUI yac Jiizucy TpoMOy B MEHIIiit KoropTi 3i
109 namienTis i3 KHII nopiBHsaHO 3i 310poBUMHI
0cob6aMu KOHTPOJILHOI IPYITH, TAKOK HE BUSIBIIEHO
pisuutii B napamerpax ROTEM. Tommanaceknmm
JIOCJIITHUKAMU HEellloJIaBHO He BUSBJIEHO CYTTEBUX
BizMiHHOCTE#T Y (hopmyBaHHi TPOMOY a60 MiI[HOCTI
Tpom6Oy 3a gormomoroio ROTEM, a Takosx BigmiH-
HOCTel B aHasi3i KajaMyTHOCTI Mixk 240 marienTa-
MU 3 KPOBOTEYEIO, PO SKY TOBIIOMIISIIN caMi, Ta
95 mamierTamu 6€3 CUMIITOMIB KpoBOTeYi, 00cTe-
JKeHHS SIKWX 3allJIaHOBaHe, 30KpeMa, 3 TPUBOIY
MJIAHOBMX XipypTiyHUX BTPydYaHb. Po36iKHOCTI
MIK IIUMU JOCJIIKEHHIMU MOKHA YaCTKOBO I10-
SICHUTU MEHIIMMU PO3MipamMu BUOIPOK Y JeSIKUX
KOTOPTax, HEOJAHOPIHICTIO OCII>KyBaHUX TIalli-
€HTiB i MizkIabopaTopHuMU Bapiattisimu [4,17,28].
OHUMY BUEHUMU 3aJIy4€HO TAIIEHTIB BIKOM BiJ|
12 pokiB i3 KpoBoTEUaMU, IKUX 0OCTEKYBAB €KC-
MepT i3 TEMOCTA3Y, TO/li SIK IHITUMY — MAI[iEHTIB Bi-
KOM Bix 18 pokiB, siki Masiu ogus a6o Oisrbiie Bu-
MaJIKiB, KOJU He OYJIO TIPOSIBIB KPOBOTEUi TEepes
IJTAaHOBOIO oTiepariieio. B 000X rosmanacbKux /10-
criReHHax mpoanasizoBano nani ROTEM, orpu-
MaHi 33 OJIHAKOBUX YMOB IIPOTSATOM 2 TOJAMH TTiCJIs
3200py KPOBi. Y BCIX TPHOX AOCIIIKEHHSX IIPOaHa-
JII30BAHO YTBOPEHHS 3TYCTKIB IJIa3MU 3 JI0/IaBaH-
HsM pekoMOinanTHoro tPA st inaykiii ¢hibputo-
JIi3y Ta BiJIMOBIZTHO 10 OCTAHHIX peKOMeH a1l [ 7].
Opnak HenoZaBHO BUSBJIEHO, 1110 JIJIS aHAJi3y
KaJIaMyTHOCTI 3TYCTKiB TIJIa3MU iCHY€E BUCOKA MiXK-
smabopatopHa BapiabenbHIicTh (3 KoedimieHTaMU
BapiabesabHOCTI 10 50% ), HABITD SIKIIIO 32CTOCOBY-
I0ThCS OJTHAKOBI TTpoTOKOJM [19].

Kpim Toro, HeBifioMi hakTOpU MOKYTb BILJIUBATH
Ha OTIIHIOBAaHHS CXUJIBHOCTI /0 KPOBOTEY. 30KPEMa,
ePUTPOLUTH MOKYTb BIJINBATU HA HPOHUKHICTD
TpoMOY, IPUTHIYYBaTH iHAyKOBaHy tPA aKTHBaIlio
TIa3MIHOTEHY Ta 3MiHIOBATH CTPYKTYPY (hibprHOBOI
Mepeski. HermoiaBao Busnaueno rpyiy kposi O, He-
3anexkno Bix VWF i piBriB daxropa VIII (FVIII),
K (aKTOP PU3UKY TTOCUJIEHHS TSKKOCTI KPOBOTeY1
Ta KPOBOTEUi 31 CJIM30BOT 0OOJOHKY TIOPOKHITHI
pota B nanienTis i3 KHII. Ik e He mapagokcaibHO,
y TAIi€HTIB i3 TPy1noio KpoBi O BUSABJIEHO 3HAYHO
BUIILY MiltHicTb 3rycTKa. [1i ani cBimyaTh mpo He3a-
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anexxauii Bix VWFE ta FVIII mexaniswM, 1110 38’3y€
rpyity kpoBi ABO 3 yTBOpeHHsIM TPOMOY B I1a3Mi,
aJie TOYHi Mo (iKaTOPH B IJIa3Mi, SIKi IPU3BOASATH
J10 TIi/IBUIIIEHOTO PU3UKY KPOBOTEYi Ta IXHIi TOTEH-
HIiTHKI 3B’430K 13 (DIOPUHOITUYHOIO CUCTEMOIO, He
BU3HaueHi [27].

KniniyHi HACJI/IKU Ta NEPCNEKTUBH

Bcranosienns KOHKPETHOrO JiiarHo3y Nalli€HTiB
i3 KHII € ckmagnum 3aaanuam. [liarpyma ux na-
I[iEHTIB He Ma€ iIeHT(iKOBaHNX aHOMAJIiH, He3Ba-
JKAl0uM Ha peTesibHi Ta GaraToerarti 1abopaTopHi
NOCHKeHHs, i Kmacu@ikyeThess K NMali€eHTn
3 KHII. Mexani3amu, 1110 Jie;KaTh B OCHOBI KpOBOTEUi
B nartienTiB i3 KHII, He Bu3naueni ta, iMOBipHO, BijI-
PI3HSOTHCS MIOJI0 KOKHOTO 3 HUX. KpiM ToTrO, Taki
(hakTOpU PUBHKY, SIK IPyIa KPOBi, MOXKYTb BIJINBATH
Ha (PeHOTUII KPOBOTEUi, IMOBIPHO, uepes OaraTodax-
TOPHICTb PUBUKY BUHUKHEHHS FeMOPariyHoro CuH-
apomy [5,16,27].

Jlocimkents rinepdiOpuHOMIITUYHUX PO3IAIiB
peKoMeH I0BaHe Ha IPYTOMY eTalli /[iaTHOCTUYHOTO
AJITOPUTMY /IS TTAITIEHTIB 13 JISTKUMU Ta IIOMipHUMH
MOPYyIeHHAMU 3ropTanfs Kposi [1]. OxHak Ha 11eit
Jac He icHy€ eheKTUBHUX METO/IiB 200 IHCTPYMEHTIB
JUIST IiarHOCTYBaHHs ab0 POBeIeHHS] CKPUHIHTY
IIUX PO3JAJIiB.

Ha namry nymky, crif 3amigospuru rinepdiopu-
HOJITUIHUN po3Jaji KpoBoTeui B maiieHTis i3 KHII
i3 penMANBHUMHU, aHOMAJTbHUMU TTOCTTPAaBMATHY-
HUMH, TicasonepariinuMu i/a60 mKipHO-CAN30-
BUMU KPOBOTEUAMU; NO3UTUBHUI CiIMEHUI aHaM-
He3; PeNmpoAYKTUBHUN 306iii; i/a60 KpoBOTEUa
B HE3BUYAWHUX MICISIX, HATTPUKJIAJ, IHTpaMeyisip-
Ha KpoBoTeua abo KpoBoTeya 3 mmynosunu [18,21].
CrouaTky MoskHa 3amigosputu gedinut PAI-1 abo
02-aHTHUTLIA3MIiHY, OCKLIbKY ePiruT 1ux GaKkTopiB
BCTAHOBJIEHO K MOPYUIEHHS 3TOPTaHHSA KPOBI.
Y narienTis i3 mizo3poro Ha rinephibpuHOMI THYHY
KPOBOTEYY MOKHA JIOCJI/KYyBAaTH I0IATKOBI (hak-
TOpH, 1110 6epyTh y4acThb y (hibpuHOIIi31, 30Kpema,
anTturen ta akTuBHicTb tPA i TAFI. 3 nocrymnnx
METOJIIB OC/Ii/[KEHHS 3arajibHOro hiOpuHOIITHY-
HOT'O CTaHy CJIi/] 3aCTOCOBYBATH aHasi3u (hiOpUHO-
JIi3y, Yy TJUBI JI0 aKTUBATOPIB TJIa3MiHOTEHY (Ha-
npuKJIaL, TpoMboesracToMeTpito, TabJr. 1), ocKiJIbKu
«30JI0TOTO» CTAH/IAPTY A1aTHOCTUKY He icHye. Kpim
TOTO0, MOTPiOGHO BUMIipIOBaTH (hiOPUHOITIYHI (hak-
Topu 3a roriomoroto ELISA abo komopuMeTpruaHuX
aHAJi3IB y MAIliEHTIB HA TPETbOMY PiBHI HaJlaHHS
MeJIMYHOI IOTIOMOTH, KOJIM He MOYKHA 3a1lepeynuTn
rinepdibpuHOIi3.

82

CroziBaEMOCs, M0 B MaiiOyTHIX KOMILJIEKCHUX
JNOCJIIKEHHSX OI[IHIOBATUMYTh (HiOPUHOII3 He
JIVITITE 32 JIOTIOMOTOTO IJI00ATbHUX TECTIB, ajie i IS
XOM KiJIbKICHOTO BU3HAYEHHSI BiAOBIIHUX (DiOpH-
HOMIiTUYHUX (haKkTOPiB 3a gonomoroio ELISA abo
KOJIOPUMETPUYHMX aHasi3iB. L{i BumiproBanus aa-
I0Th YiTKe ySIBJIEHHS PO 3MiHU (hiOPUHOITHYHOT
CHICTEMH, 1110 He 320€e311e9y€EThCsI TII00ATbHUMI aHa-
mizamu, Takumu sk ECLT, siki MOKyTh OyTH HEuyT-
JIMBUMU 710 AedinuTy pibpuHOIITHIHOTO (haKkTopa.
Xoua gedinut hibpuHOMTHIHNX (HaKTOPIB TPAILIs-
€ThCs PiZIKO, BUMIPIOBAHHS LUX O1/IKIB € BasKIMBUM
JUIST OIIHIOBAaHHS CXMJIBHOCTI 10 KpoBoTed. Kpim
TOTO, SIK 3a3Havayiocs paniiie, Bik, IMT, ognonyxJe-
OTH/IHI TToJIiMOPdI3MU Ta TUPKAJHUI PUTM BILJINBA-
10Th Ha PiBHI crenudivHnX hi6PUHOMITHYHUX (DaK-
TopiB. ToMy Jisi Kpanioro po3yMiHHS IXHbOTO
BILUIMBY Ha MAIIE€HTIB i 3/[0POBUX Cy0 €KTIB MOTPIOHI
IIOBHIIII J1aHi.

TinepibpuHOIIi3 MOKHA JTiKyBaTH aHTH(hIOPUHO-
JITUKAaMM, TAKUMU K TPaHeKcaMoBa KHUCJOTA
(TXA), axa € CHHTETUYHUM aHAJIOTOM JIi3UHY, IO
6JIOKY€ MicCIIsl I0TO 3B’I3yBaHHSI Ha TJ1a3MiHOTEHI,
3MEHIIYI0YH TIePeTBOPEHHS TJIa3MiHOTEHY B TJ1a3-
MiH i 3am06iraoun B3aeMoIii rasMiHoreHy 3 hiopu-
HoM [11,24]. I1s1 KxucsioTa BXOAUTD /10 CHUCKY OCHO-
BHUX JIiIKapChKUX 3ac006iB BeecBiTHBOI opranizarii
oxopoHu 3710poB’4 [3] (puc.). Hesaxkatoun Ha Te,
mo TXA mae 6e3neuannii podisb, ii MpU3HAYAIOTH
Y BUCOKMX /103aX JIJIs1 JIIKYBaHHS CUJIBHUX KPOBOTeEY,
OB’ 13aHKX i3 OLIBIIT CepPto3HUMU MOGTYHUME eheK-
TaMH, 30KpeMa, CyIOMaMu Ta rinep30y/IuBicTO
[14]. OcTanniMu pokaM¥ HOBI JIiTaHIU CAUTy
3B’13yBaHHs JIi3UHY, TaKi K MOXI/IHI TTIepUIIIII30K-
€a30JI0JIy Ta 3aMillleHi mipUMizToiHIa3010H 200 TIi-
Pa30JIOM PUMINHOHY, Y TOKJTIHIYHUX TOCIIIXKEH-
Hsx € edpexruBninmumu 3a TXA [25]. Kpim Toro,
PO3p006JIEHO YOTUPHU IHTIGITOPY AKTUBHOTO LEHTPY
mia3minoreny. O/1HaK JKOJIeH i3 HUX He TIOTPAIuB /10
JOCJTi/IKeHb Ha TBapuHaxX, NIBU/IIE 32 BCe, yepe3
HU3LKUI iHTEpec 13 60Ky (hapMarieBTHIHOI TPOMUC-
JIOBOCTI Ta Bike 1106pe Bigomuii i Hegoporuii TXA.

TpanekcaMOBY KUCJIOTY PEKOMEHAYIOTb IIPU Ti-
nepiOpUHOII3I, CIPUYUHEHOMY TPaBMYBaHHSIM ab0
XipypTiYHUM BTPYUYAHHSM, IIPU TIKKIH MiCAATONO0-
TOBIM KPOBOTEYi, a TAKOK 11 MOKHA 3aCTOCOBYBATH
B JTIIKYBaHHi TAI[iEHTIB i3 HE3HAYHUMM a00 CEPEHBO-
ro CTyIIeHsT KpoBoTeuamu, a Takox nipu KHII, na-
IIPUKJIAJ, T1iJ] Yac MeHoparii i/abo 110 Ta micJist reMoc-
TATUYHUX TPOOJIEM, TAKUX SIK XipYPridHe BTPYUaHHS
abo mosoru. AHTUDIOpUHOTITHKY ePEeKTHBHO
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KOHTPOJIIOIOTH a60 3a1o0biraroTh KpOBOTEUi B IAI[i€H-
TiB i3 gedinurom PAI-1 [17].

Tenernuni myTartii, 110 JieskaTh B OCHOBI rinepdi-
OPUHOJIITUYHOI KPOBOTEY], 1IeHTH(hIKOBaH] JnIIe
B MAIi€HTIB i3 fedinuToM o2-aHTUTIIAa3MinY, 1edi-
rrroM PAI-1 i kBeOeK-TIOPYIIIEHHS 3rOPTaHHST KPOBi
(pospaxoBana nomupenicts y Ksebexy, Kanaza:
1:220 000; ayTocoMHO-1OMIHaHTHA Bapiallisl Kijb-
kocTi koriit) [18,22,30]. /liarrocTrune Bucokoedek-
TUBHE CEKBEHYBaHHS, y T.4. (DiIOPUHOMI TUYIHI TEHH,
MOJKe JIOTIOMOITH 1IeHTU(DIKyBaTH 104aTKOBI (hiOpu-
HOJIITUYHI po3naau. TuM He MeHTII, BUCOKOTTPOIYK-
THUBHE CEKBEHYBaHHS T'eHiB, IOB’I3aHUX 31 3TrOpTaH-
HAM KPOBIi, BKa3y€ Ha 3HAUyIUN TeHEeTUUYHU U
BapianT suiie B 3,2% i3 617 narientis i3 KHII.
Y bomy nocauimxenni namient 3 KHII He matoTh
3HAUyIIUX BapiaHTiB (ibpuHOmiTHYHUX TeHiB PLAT
(komytoth tPA), SERPINE1 (xonytors PAI-1),
SERPINF2 (koxyiors a.2-anTuiiiasmin) abo PLAU
(xonytors uPA) [20].

BucHoBku

BusiBsients rinepdiObpuHoIIi3y Ma€ BUpPilIaib-
He 3Ha4YeHHs B oIiHioBanHi namienTis i3 KHII,
OCKIJIbKM BiH MOKe IIPU3BOJIUTHU 10 CEPHO3HOI
KPOBOTEUi, TOMY JIOIIJIBHUM € JIOCTYITHE 1[iJIbOBE
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