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MaujerT 3 KpoBOTEHEID HEBIAOMOI MPUYKNHW (KHTT) MaloTb PI3HOMAHITHI ii CUMATOMM Ta CTYNEHI (BiA Nerkoro A0 NOMIPHOro), ane 6e3 NopyLIEHHS
KpOBOOOIry. Y KNiHIYHIN npakT1L rinepdibprHONI3 PIAKO OLIHIOI0TE 9K OCHOBHY MPUYMHY KPOBOTEY, & 3araibHOBIAOMIX aHanisis aHoOManbHOro
GIOPUHONIZY HE ICHYE.

MeTta — npoaHanizyBaTy BUHNKHEHHA aHOMaNbHOrO (hIOPUHOMIZY Ta BU3HAUNTI POSb CNeundiuHmx 6ioMapKepiB i KoaryIauinHmx TeCTiB y Moro
0iarHOCTYBaHHI, LWLO 4aCTb 3MOrY NONINWWTY JTIKYBAHHA KDOBOTEY Y NALIEHTIB 3i CKAa4HUMM NOPYLUEHHAMN 3ropTaHHA KPOBI.

OnwncaHo aekinbka BUNaaKia i3 BupasHumy GiOpUHONITUYHMMN PO3NaAamMu, 30KpeMa, 3 AediunToM a2-aHTMnnasminy, Aeiunutom iHridiTopa akTu-
BaTopa nnasmiHoreHy 1abo kBeOeKCbKMM PO3/1a40M TPOMOOLNTIB. ¥Y3aranbHEHO AaHi PO BCTAHOB/EH! (DIOPUHOMITVYHI pO31aan Ta 0OroBOPEHO
poNb PICPUHONIZY B KOropTax NaLEHTIB i3 nonepeaHiMy KpooTeuamn. Onmucano AOCTYNHI F100anbHi TeCT 3 NoTeHUIanom A1s BUMIPIOBaHHA di-
OpPUHONIZY, AK aHani3 KanamyTHOCTI PIOPUHOBOIO 3ryCcTka Ta poTaLliiHy TPOMOOeNaCTOMETPI, @ TaKOXX PO3MAHYTO IXHIO aKkTyasbHICTb B 00CTe-
KeHHI nauieHTis i3 KHIM. Y ctaHoBNEHO, WO Yepes BIACYTHICTb aAeKBaTHYIX rNo0abHVX TeCTIB rinepgioprHONI3 Moxe OyTh HeJOCTaTHbO AiarHoC-
TOBAHOIO MPUYMHOKO MOPYLUEHHA 3ropTaHHd KPoBi. [iarHoCTyBaHHA rinep@iopnHONITUHHUX PO3NaAIB 3ropTaHHs KPOBI Aa€e 3MOry MOINWNTK
pe3yNbTatv NiKyBaHHA NauieHTIB OCTYNMHUMY @HTUMIOPUHOMNITUHHMMK 3aCO0aMN.

BucHoBKM. BiasieHHs rinepdioprHONI3y € BaX/MBIUM 417 OLIHIOBAHHA NALLIEHTIB 13 KOArynonartieto, OCKINbKM BiH MOXE NPU3BOANTH A0 CEPNO3HMX
KPOBOTEY. 3aCTOCYBaHHS aHTU(MIOPUHONITUKIB € eheKTUBHIUM METOAOM NiKyBanHA. OAHaK CKNaaHi METOAN AIarHOCTYBaHHS, BIACYTHICTb AOCTYMHNMX
CKPWHIHIOBYIX TECTIB | HeJOCTaTHA IH(hOopMaLid NPO BPOAXKEHI AedeKTn PIOPUHONITUYHNX PAKTOPIB MOXYTb NPU3BOANTY 40 HEAOOLIHIOBAHHS LIEI
npoo6nemu. MaibyTHI AOCIKEHHSA Ta HOBITHI METOAN aHasi3y MOXYTb CIPUATY YAOCKOHANEHHIO AiarHOCTYBaHHA | NIKyBaHHA NALIEHTIB i3 NOpyLUEeH-
HAMI 3ropTaHHA KPOBI.

ABTOPV 3a9BNAI0TL NPO BIACYTHICTE KOHMNIKTY iHTepecis.

Knto4oBi cnoBa: KpoBOTEUi, NOPYLIEHHA 3ropTaHHA KPOBI, (DIOPUHONMIZ, aKTMBATOPW NNa3MIHOreHY, IHaKTMBATOPW NN1a3MIHOreHy.
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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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Beryn

POSIBM KPOBOTEY1 ITPU HE3HAYHUX PO3JIa-
Jlax 3ropTaHH4 KPOBi 3a3BUYail TOMipHI,
ajie BOHU MOKYTb OyTH HeGe3eqYHuMHU
JUIST SKUTTSI 32 TIEBHUX 00CTaBWH, HAPUKJIAJ, Y BH-
HaKax reMOCTaTUYHUX IIPoOJIeM YHACIII0K Xipyp-
riYHOTO BTpy4YaHHs abo moJoris [7]. Beauki crion-
TaHHI KPOBOTeYi BUHUKAIOTD pifko. [lepeBaskaioTsh

JIETKi CUMIITOMM KPOBOTEYi, 30KpeMa, He3HAYHi CHH-
1i i NIKIPHO-CJIM30Bi KPOBOTEYi. Y 3HAUYHOI YaCTKHU
MaIi€HTIB i3 KPOBOTEUEIO HEBiZJOMOI MIPUUNHU
(KHP) niartos He Moske OyTH BCTaHOBJIEHMUIA, He-
3Ba’KalOuy Ha peTe/ibHi 1abopaToOpHi JOCII[KEeHHS
[2,13]. [lux nmamieHTiB KaacuikyOTh SIK TAKUX, 110
maioTb KHII i3 mupokum criekTpomM cuMnTomiB (Bif
JIETKUX CHHI[IB, HOCOBOI KpOBOTEUi a0 MeHOparii 110
cepio3HUX YCKJITHEeHb, HAITPUKJIA], KPOBOTEYI TTiC-
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[Mpumitki: PAI — iHriGiTOp aktneatopa nnasmiHorexy; STM — po34mHHuiA TpOMO0-
moayniH; TAFI — TpoMGiHaKTBOBaHWH IHMOITOP iGprHONIZY; tPA — akTnBatop
NNasMiHOreHy TKaHUHHOrO TUNY; TXA — TpaHekcamoBa K1cnota; UPA — akTvBa-
TOP MN/183MIHOreHY YPOKIHa3HOI O TUMy.

Puc. CxemMaTU4HUA ornag akTuBaTopiB Ta iHribitopis
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a5t ontepaitii uu nosioris) [25,30]. [arientn 3 KHIT
He BiZIPi3HSAIOTHCS BiJl MAIliEHTIB i3 (heHOTUTIOM KPO-
BOTeYi JIETKOTO i TOMiPHOTO CTYTIEHIB Ta BCTAHOBJIE-
HUM /[iaTHO30M, TaKNM K fedeKkTn (hyHKIT1 TPOM-
6o1uTiB, gedinuT hakTopa 3ropTaHHsa KPoBi a00
HU3bKUI piBeHb (hakTopa ¢hon Bimreopanga (VWF)
[14,27]. Onnak HeMOXKJINMBICTb BUSHAYUTHU €Ti0JIOTI0
MOPYIIEeHHS 3TOPTaHHS KPOBI MEPEIIKO/’KAE 3aCTO-
CYBaHHIO IIJIbOBUX METO/IIB JIIKYBaHHS Ta CIPUYHN-
HsI€ 3HAYHE [ICUXO0JIOTIYHEe HaBaHTa)KeHHs Ha T1alli-
€HTIB i JIiKapiB.

Mema nocnifyxenHs — IpoaHaJlisyBaTl BUHUK-
HEeHHsI aHOMaJIbHOTO (hiOPUHOJIIZY Ta BUSHAUUTU
poJib crieruivHIX 6ioMapKepiB i KoaryIsaIinHux
TeCcTiB y HOTO AlarHOCTyBaHHI, 1110 ACTh 3MOT'Y I10-
JIUTIIITUTY JIIKYBaHHSI KPOBOTEY Y MAIIEHTIB 31 CKIIA]I-
HUMU ITOPYUIEHHSIMU 3TOPTaHHS KPOBI.

TinepdiOpHHOIII3 POSIIISIAIOTE IK MOKJIUBHIT Me-
xaHiam, mo cripuanase KHIT, ockinbku rinepdiopu-
HOJTi3 He BUSIBJISIOTH ITiJ] 4ac 3araJbHOTO KOATYJIAIIiH-
HOTO TeCTyBaHHS, a mapametpu GibpuHOII3Y
3a3BUYAil HE BXOATH /10 6a30BOTO 1aGOPATOPHOTO
nocmimpkents mamienTis i3 KHII. 3a octanrivMm pexo-
MeH/IAIlisIMU, Ha JIPYTOMY eTarti 00CTesKeHHST OIliHIO-
I0Th HAsABHICTb PO3J1aiiB (hiGPUHOITUYHOI CUCTEMU
[1], omHak ToYHUX BKA3iBOK IM110/10 1TaGOPATOPHOTO
OlliHIOBaHH rinephibprHOIi3y He icHyE [5].
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Y 1boMy JI0CJIi/IZKEHH] y3arajbHeHO cyvacHi 3Ha-
HHS$I [TPO BCTAHOBJIEH] TintephiOpUHOTI THYHI po3Jia-
1 KpoBOTEYi Ta TinepdiOpuHOIIi3 SIK MOKIUBY IIPH-
YUHY CXUJIBHOCTI 10 KpoBoTed y maitienTiB i3 KHIIL.
KpiMm Toro, onrcano ysBJjeHHS PO CyYacHi IMiIX0a1
Ta mpobJieMu o1iHIOBaHHsT (PiOPUHOJIIZY B MAI[iEHTIB
i3 KpoBOTeyamu pizHoro crynens abo KHIIL.

BumipioBanus ¢pi6puHOI3Y

BasximBicTb hiOpUHOMITHYHOI CHCTEMU IS BijI-
HOBJICHHSI TeMOCTaTHYHOTO OalaHCy BU3HAHA [IABHO,
Ha paHHiX etamax gocrximxensd [18]. Onnak yepes
Bi/ICYyTHICTB 100pE BCTAHOBJIEHMX METO/IIB IJ100a/Ib-
HOTO oLiHIOBaHHS (HiOpuHOJI3y abo 3a1ydyeHnx di-
OpUHOMTUIHKX (HaKTOPIB i Opak KJIIHIYHUX TaHUX
H0T0 POJIb y pO3JiajiaX 3TOPTaHHS KPOBi He IIJTKOM
3’acoBana [29].

3asBuyaii giarHos rinepdibpuHOIII3Y IPYHTYETh-
cs1 a60 Ha gedinuTi hiGpUHOMI THYHIX iHTIGITOPIB,
a00 Ha ITiIBUIIEHH] aKTUBHOCTI (DePMEHTIB-aKTHBa-
TOPIB, AKi 10AATKOBO Mi/IBUIYIOTH YTBOPEHHS TLJ1a3-
Mminy [9].

[T1asMmiH € HieHTpaaIbHUM GiJKOM (iOPUHOIIIZY,
1 I0TO aKTUBAIIiSI JKOPCTKO PETYTIOETHCS CKIIATHOIO
CHCTEMOIO aKTUBATOPIB Ta iHribiTopis (puc.) [9,21].
[Tnazminoren, mpoepMenT TTa3MiHy, TPUEAHYET-
cst 1o C-KiHIeBUX 3aJIUIIKIB JTi3uHy HiOpuHY i mpo-
JYKTiB posmnajy (hiOpUHY I1iji 4ac yTBOPEHHS 3TyCT-
ka. [lsrasMiHOTEH MOXe TTepeTBOPIOBATUCS SK
AKTUBATOPOM IJIa3MiHOTE€HY TKAaHUHHOTO TUILY
(tPA), Tak i akTUBATOPOM TJIA3MiHOTEHY YPOKiHA3-
Horo turny (uPA) y mrazmin. O6uaBa akTuBaTOpU
TepeBa;KHO CEKPETYIOThCS eHI0TeTiaTbHUMU KJTiTH-
HaMU, HUPKOBUM erriTesieM i MoHonmTamu [10].
€ kisbKa iHmux KAiTHHHNUX JKepest tPA 1 uPA, aki
MO’KHA BBaskaTu BignmoBimaumu. Hanmpukian, rema-
TOIUTH CIPUSTIOTH Oa3aIbHii IUPKYJIIOI0Yiil aKTHB-
Hocti tPA [21], a miaBuiena cekperttist uPA BusBie-
Ha B MiKPOCYIMHHUX €H/I0TeTiaJbHUX KJIITUHAX
siereriB moauan [12]. KpiM TOTO, BCTAaHOBJIEHO, 11O
tPA KepaTWHOIIUTIB CIIPUSIE aKTUBATII1 TIJIa3MiHOTe-
HY, IOB’13aHOI 3 KJIITHHHOIO IIOBEPXHEIO B eKCIIePU-
MeHTax i3 kiaitnnanmu Jinigmu [ 13]. lesxi goci-
JUKEHHS Ha MUIIAX CBiUaTh, MO TaKi HEHPOHU, K
OJIITOIEHIPOIIUTH, eTeHUMOIIUTA i MACTOIUTH,
MEBHOIO Mipoio BUPoOistioTh tPA [24].

3B’a3yBanHd tPA i mmasminoreny 3 C-KiHIleBUMA
3aJIMIITKAMHU JIi3UHY Ha (hiOPUHI IPU3BONTS JI0 aK-
TUBAIlii MIa3Miny Ta gerpazaaiiii ¢piopuny. Ilei mpo-
1ec iHAYKY€ yTBOpeHHsI HOBUX C-KiHIIeBUX 3aJIHIII-
KiB JII3WHY, N0 iHIIIIOE MO3UTUBHY METJIIO
3BOPOTHOTO 3B’s13KY. 361/IbINYI0YN JOCTYIIHICTh
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OT'AJAAN
Tabruys 1
Fno6anbHi TecTy Ans BUMiptoBaHHA hi6puHonisy [16]
Tvn IHaykuis IHayKuia . MipBuweHniA .
Meron 3paska Koarynsuii nisucy BumiprosaHHs ci6puHonis Hyrnusicte
EHgorenHnii tPA ONTUYHa LLliNe- Hu3bka vyTam-
ECLT [Nnasma TpomOiH MICTUTBCS Y HICTb: Yac LLuo_L Bi3y- | ECLT <60-120 xB BiCTe 40 AediuuTy
bpakuii eyrno- aﬂbHoromgmc TAFITa
OyniHy Y oL2-aHTUNNa3MIHY
TKaHMHHWA d,pi%* IHAeKc nisncy
G;Op Kaﬂ.bL.“M (nponopuiriHa
occponinian amnnityza )
TEGIROTEM: UineHa i<ié¥EM) - 3MiHN B'ASKOCTI Bncot daiépmii/cc)/‘ﬂmwi
EXTEM i APTEM KpoB ANDOTUHIH MaKCVMasIbHOT (haKTopV
(AFIDDTEM MILHOCTI 3rycTka P
o yepes 60 abo
NPUrHIYEeHHS 30 xa) <85%
PIOPUHONIZY)
TypoianmeTpny- TKaHNHHUI hak- q;&u‘gab Hewmae
HWI @Hani3 yTBO- els) L BCTAHOB/1EHOT O Heuytnusni
[na3ma o tPA (TypbigmumeTpuy- !
DEeHHS 3rycTka dochoninian i aHania OOMEXEHHS vacy [0 3MiH tPA
Ta Nisucy Kanesuin . ' Ni3NCy 3rycika
AVIHAMIYHMX 3MIH)

[Mpumitkn: ECLT — uac nisucy eyrno6yniHooro srycrka; ROTEM — portauiiita pom6oenactomeTpis; TAFI — TpoMGiHaKTBOBaHWI iHIiGITOp hiGpuHonizy; TEM — Tpom-

6oenacrtorpacig; tPA — akT1BaToOp MAasmMiHOreHy TKaHVHHOMO TUMY.

MICITh /IJIsT 3B’ I3y BaHHSI, IHITIIOEThCA KOH(MOPMAITiii-
Ha 3MiHa IJIa3MIHOTEHY, sKa II0TiM IIPU3BOAUTD 10
aktuBailii tPA. Kpim toro, uPA Takox 3paTamii ak-
TUBYBATH IIJIA3MIHOT'€H, ajle BiH Ma€ MEHIITy CIIOPi/l-
HeHicTb 110 Gibpuny. IHribGiTOp aKTHBATOPA TLIA3Mi-
Horeny-1 (PAI-1) € BaxmBuM iHriGiTOpOM 060X
aktuBatopis, tPA i uPA. Cam miasmiH iHribyeTbes
SIK 02-aHTUIIIa3MiHOM, TaK i MEHIITOI0 Mipof0 —
o2-makporio6ysriHoM. [Hmmil TpoMbiHaKTUBOBA-
Huii inribitop ¢ibpunonisy (TAFT) akTuBy€eThCS
KOMILJIEKCOM TPOMOOMO/IYJIiH-TPOMOIH i BUATISAE
KapOOKC-TepMiHAJIbHI 3aJIMIIKK JII3UHY 3 (QiOpPUHY.
Ile o6MexRye yTBOPEHHS IIa3MiHy uepes mepepu-
BaHHS IIUKJIY IO3UTUBHOTO 3BOPOTHOTO 3B’SI3KY Ta
[PU3BOAUTD 10 CTaOLIBHIIINX (hiGPUHOBUX TPOMOIB
invitro [10,15].

OcHOBHOTO (PYHKITIE€IO MJIA3MiHY K KIIOUOBOTO
dhepmenTy y (hiOPUHOII31 € PO3KIIaIaHHs OTIMEPIB
hibpuHYy, 10 reHepye MPOAYKTH po3nary hidpuHy
(mampukaan, D-gumep). CTpyKTYypHi BJACTUBOCTI
(i6PMHOBUX 3TYCTKIB BU3HAYAIOTH MIBUAKICTH (i-
OpuHOII3Y. 3a3BMYAll 3TYCTKU 3 OLIbII TOHKMMU BO-
JIOKHAMU TIIJIBHINT 1 Ji3yI0ThCst ToBiibHIMNIE. [TpoTe
3a HassBHOCTI epeKTiB y (hiOpUHOITUYHIN crcTeMi
TOHIIT BOJIOKHA MOKYTh OyTH JIi30BaHi IBU/IIIE 32
toBcrimmi [3,16,22].

JliarHocTyBaHHs TinephiOpUHOIIIZY € CKIaIHUM
yepes HecTayy J0CTYITHUX 1 peryJisipHO 3aCTOCOBY -
BaHUX crelugivnnx saboparopaux rectis. Ha Bij-
MiHYy BiJl KOAryJIAiiii, IKy MOKHa BUMIPSITH 3a J10TI0-
MOTOIO CTaH/IAPTU30BAHUX aHaJi3iB, HAPUKJIAJI,
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AKTUBOBAHOTO YaCTKOBOTO TPOMOOTLIACTHHOBOTO
gacy (aPTT) i mporpombirosoro yacy (PT), ominio-
BaHHS JUCPETYJIAIl HiOpUHOIIZY € CKIATHIM in
vitro [18].

3arajioM 3amporoHOBAaHO KiJbKa r106aJbHUX
CKPMHIHTOBUX aHAJI31B, SKi HOTEHIII1HO MOXYTb BU-
SBUTH Ti1ephiOPUHOMITHYHY aKTUBHICTh, 8 HAIIIO-
IIUPEHIIT 3 HUX HaBeleHo B Tabuuili 1.

OjHa 3 OCHOBHUX 11p0o0JIeM B OlliHIoBaHHi (ibpu-
HOJII3Y IOJIIra€ B TOMY, 110 GiOpuHOIi3 in vivo
€ IIy’Ke TIOBIJIBHUM, 1 /U151 iHAyKyBaHHsI hiOpuHOIi3y
in vitro ciix gogatu GiOPUHOIITUYHI AKTUBATOPH
ab0 3MEHIINTH KiJIbKICTh iHTIOITOPIB (hiOpUHOIIIZY
(tabu. 1). Hanpukiaz, 1yt TypOiiMeTPUYHUX BY-
MipIOBaHb Y CMCTeMaxX Ha OCHOBI TIJIa3MU JI0/IAI0Th
tPA, 1106 ingykyBatu (hibpuHOIII3 in vitro, MO 3r0-
JIOM 3HUIKYE UyTJIUBICTD JI0 PiBHIB €HJIOTEHHUX aK-
TUBATOPIB 11a3MiHoreny. HaBmaku, mpuroTyBaHHs
dpaxiiii eyrio6yriHy 3HUKYE PiBHI gesskux Gibpu-
HOJITUYHUX (DaKTOPiB, 30KpeMa, 0.2-aHTUTLIA3MiHy
(7,1% BigHOBMIOETHCS Y pakiiii eyrao0yainy),
TAFI (38,5%), PAI-1 (42,2%) i tPA (90,8%), mo
CXUJISIE TePe3n 10 iHIUX TPodiOPUHOTI TUIHUX
dakropiB. OTsKe, Iy TIUBICTH YaCy Ji3HCY €yrao0y-
airosoro aryctka (ECLT) no peditmry dibputodri-
TUYHKX iHTiGiTOPiB 06MeskerHa [9,20].

3a pe3yasTaTaMu HEMOAaBHO MTPOBEICHIX JOCJTi-
mkenb, Tpaauiiiina ECLT 3 aganToBanuMu crek-
TPOHOTOMETPUYHNMU ITOKA3AaHHSIMU KPAIIle OIliHIOE
rinepdiobpuHoIIi3. [[Oro T0CATHYTO MIISIXOM 3HH-
JKeHHsI PiBHs iHTiOiTOpa y dpakiuii eyraobyriHy
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HIUZKYE 32 TOPOrOBe 3HAUEHHS 3 METOIO BUSBJICHHS
(bibpuHOITHYHOT akTUBHOCTI. [TOpir 7Is1 aKTUBHOTO
PAI-1, HeobxizHuii 11st 36epeskeHHst HOro iHriGiTop-
Hoi (pynkiii ta ckopouenns: ECLT, cranosuts 20—
25 uM. Kpim Toro, Hu3bKuil piBeHb GibOpUHOTEHY
pasnimre 6yB OCHOBHUM OOMEKEHHSIM B aHasi3ax
ECLT, oxnak nomaBauust hibpuHoreHy 6e3 miasmi-
HOTEHY I {BUIINJIO Yy TJMBICTH 10 3MiH (hiOpUHOJII-
TUYHUX (PaKTOPiB, TaKUX IK HU3bKi piBHI PAI-1.
[aHi TakoX MOKa3yi0Th CUIbHY KOPEJISAIII0 MixX
ECLT i piBasimu tPA abo a2-antumia3miny, ajie He
Mmix piBHssMu TAFI [19].

THIITMM KTiHIYHO 3aCTOCOBYBAHUM /IiarHOCTUYHUM
TECTOM € poTalliiiHa TpoMboegacToOMeTpis
(ROTEM), sika 9acTo 3aCTOCOBYETHCS SIK KOHTPOJIb-
HUH TecT (HaITpUKJIa, I/ yac orepaitii) i He moTpe-
6ye nogaBatHHs HiOPUHOMITHYHOTO aKTHBaTOpa (Ha-
npukiaz, tPA). Oxnak 1eft TecT He BaTiIOBaHUN K
JIIarHOCTUYHUH iIHCTPYMEHT Y NAIIE€HTIB 13 JIETKUMU
KPOBOTEUaMU, OCKIJIbKU Pe3yJIbTaTh B MeKaX HOPMU
He 3aTePedyIOTh IIJIKOM TinepdiOpuHOMII TUIHOTO
posaany [1,9,18].

3arajioM He iCHY€ «30JI0TOTO» CTaHIapTy aHAIi3y
oliHOBaHHA (GiOPUHOIITUYHOI CUCTEMU, OCKIIbKH
KOJKHUI TeCT Ma€ 0OMeKeHHSsI, TOMY 11i aHaJIi3H Ie-
PEBAKHO 3aCTOCOBYIOTh SIK iHCTPYMEHTH JIOCJIiIKEeH-
Ha [21].

Bcranogieni kpoBoreui, cnpuuuHeHi rinepdio-
PHHOJIiI3OM

3Minu (hakTOPIB i peryasTopis (hiGpUHOTI THIHOT
CUCTEMU BUSBJIEHI SIK B OKPEMUX BUTIAJKAX, TaK
i IpU BiATEPMiHOBaHUX KPOBOTEYAX MiCJIsI TPABMY-
BaHHsI 200 XipypTiYHOTO BTPYUYaHHS Ta IITKiPHO-CJIU-
30B01 KPOBOTEUI, ajie ieTaJabHe PO3YMiHHS PO3JaliB
(hibpUHOTITUIHOT KPOBOTEUI 10CI HE TTIOBHE.

HemogasHo gociiiHuKaMu IIpoaHasi3oBaHo 110-
PYIIEHHS 3ropTaHHs KPOBi BHAC/IIIOK rinepgiopu-
HoJ1i3y B 14 romo3urotaux i 104 retepo3uroTHux
MaIiEHTIB i3 lediuTOM 0L2-aHTUTLIA3MinYy, Bussie-
Ho 36 martienTis i3 gedinmurom PAI-1, 23 namienTn
3 KBeOEKCHKUM PO3J1aloM TPOMOOIUTIB i 4 narieHTu
3tPA, 3 axux y 2 Bunasikax piBai antureny PAI-1 ta
aktuBHICTH PAI-1 € B Mekax HOPMU. 3aTUIIAETHCS
HEe3PO3yMiJINM, HACKiJTbKHU BILJTUBAIOTH iHIIT (haKTO-
pu Ha piBerb PAI-1y 36 mattieHTiB, BiTHeCEHUX 10
karteropii 3 fedimurom PAI-1, ockisibKku onrcano
JIUTIE KiJThKa TEHeTUIHWX TiATBepKeHb AeinTy
PAI-1[23].

[HmmuMy rocmiiHuKaMH i1eHTUiKOBaHO B POJIH-
Hi 3 TPOMOOMO/TY TiHO-aCOITOBAHUM PO3JTaZloM KPO-
BOTEY1 MyTalliio stop-gain (CTON-TIOCUJIEHHS ) B TEH1
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CPB2, axuii koxye TAFI, mo npusseso 0 3HMKEH-
Hs Hioro piBHs Ha 50%. 3a pe3yIbraTaMu eKCrepu-
MEHTIB Ha MUIIaX He BUSIBJIEHO BIIUBY edilluTy
TAFI Ha reMocTaTUyHy 31aTHICTD, 26 cy0’€KTiB
JIUIIIE 3 II€I0 TeHeTUYHOIO Bapiallieio, aie 6e3 3MiH
TpoMbGoMOLy TiHYy, Oy GescummnromMHrME. Hackinb-
KU HaM BiJIOMO, He OMKUCAHO PO3JIa/liB 3TOPTAHHSI
KPOBI, OB’ I3aHNX 13 My TAIli€I0 MOCUJIeHHS (DYHKITI
IJIa3MiHoOTeny, y Jiojeii [25].

JliarHocTyBaHHs 3MiH (DiOPUHOTITHIHUX (haK-
TOPIiB 9acTO € AyKe CKJAAJHUM, OCKIJIbKU CKPU-
HIHTOBI TECTU HE JIaI0Th 3MOTHU JIOCTOBIPHO BUSI-
BUTH BCi MOPYIIeHHs. 3aCTOCOBYIOUM 3aJIe;KHUH
BiJl TOpOTY MeTO hpakilii eyrao0yainy, miasma
MaIieHTiB i3 Bpo/pkeHnM aedinurom PAI-1 npu-
3Besia 10 3HadHoro ckopodenns ECLT, xoua
ECLT mae HU3bKY UyTJAUBICTH A0 AediliuTy
o2-antuniazminy. Kpim Toro, He icHy€ BCTaHOB-
JIeHUX TJ100aJIbHUX METO/IiB aHAJIi3Y, sKi 6 HaIiii-
HO BUABJIAIN HaAAUIIOK tPA abo kBeGeKChbKY
XBOPOOY TPOMOOIUTIB, 10 XapaKTEePU3YETHCA
Ha/IMipHOTO eKkcripecieio UPA B a-rpanyJsiax Tpom-
GOIUTIB 1 MABUIEHUM YTBOPEHHSAM ILJIa3MiHY.
Ckpuninarosi koaryssaniiai tectu (aPTT, PT,
MIa3MaTudHi piBHI aKkTOPiB Koaryadmii Ta ¢i-
O6puHOMiTHIHUX akTOPiB (30kpema uPA), a Ta-
KO JIi3ric TpoMOY 3a JaHUMK TpomboeaacToMe-
Tpii 3a3BU4ail mepeOyBaOTh y MEKaX HOPMU.
[locaixkeHHs KiCTKOBOTO MO3KY, MOP(OJIOTis
TPOMOOIIHUTIB i KiJTbKIiCTh O-TPAHYJI T MIIJTBHUX
rpanyJi € HopmasibHuMu. @aktop V (FV) i Tpom-
6onurapuuii FV MOXyTh OyTH €110 3HUKEHUMH,
i arperaiisi 3 aipeHaJiHOM Ta BUBiJIbHEHHS
o.-TpaHyJi 3a3BUYail mopymryotbes [18,27,28,29],
o € HexapakTepHuMu pesysabratamu. [Ipote mo-
crikeHHst mepdyaii TpoMOOIUTIB CBIYATH, IO
JoaBaHHA TPOMOOIUTIB Bijl AIi€HTIB i3 KBEGEK-
CBbKUM PO3J1aIoM TPOMOOIIUTIB y hopmytoumit
3TYCTOK PU3BOAUTD 0 PyHHYBaHHS GiOpUHY Ta
TPOMOOIUTAPHUX arperaTiB. 3arajoM, OCTATOY-
HU iarH03 KBeOEKChKOTO po3yasy TPOMOOIUTIB
norpebye BU3HaueHHS HigBuigeHoro uPA
B 0.-TPaHyJIaX TPOMOOIIMTIB i TEHETUIHOTO TECTY-
BaHHS, 1110 BKa3y€ Ha MyTallilo AYILJIiKaIlil B TeHi
akTUBaTopa miradMminoreny ypokinasu (PLAU)
[4,17].

3a3Buyail GeHOTUTT KPOBOTEYi B TAIIEHTIB i3
rinepi6pPUHOII30M MPOSBISAETHCS Yy BUTJISIII
BiITepMiHOBAaHOI MOCTTPAaBMAaTUYHOI KPOBOTEUI,
micasgonepariiHol KpoBOTeYi, KPOBOTEYI TicCJs
CTOMATOJIOTIYHUX MPOIEIyP, MEHOParii Ta HOCOBO1
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OT'AJAAN
Tabnuys 2
Pe3ynbTaTtu gocnipXeHHs rinepciépuHonisy B nauieHTiB i3 nopyLeHHAMM 3ropTaHHA KpoBi [16]
ABTOpHK Cumntom AHTHreH PAI-1 Komnnekcu a2-aHtunnasmiH | TA®I | D-gumep
KpoBoTeui tPA tPA-PAI-1
DeHoTNN KpoBOTE-
:gﬁl?Baﬂbﬂ Ui NPU TAXKI BPO- n = =3 = f =N
[KERIn remodinir
y (ﬂﬁHODVI KDO-
Arpen Ta iHWi | Jlerka kposoTeua nd Bi) ¥ (310pOsi = nd nd nd
eNemMeHTN Ke-
pDyBaHHS)
Q3c_>mHa Ta Kpoaon?qa nicns nd U U nd nd 0
IHLLI onepauii Ha cepuli
Sz;:ze_pamak PacHa MeHcTpyans- U U nd nd nd -
T8 IHLWI Ha KPOBOTEYA
Wiewel- PacHa MeHCTpyasb-
Verschueren by =3 = nd f TT nd
o Ha KpoBOTEYa
Ta IHLWI
MaTycC Ta iHLWi CHaﬂKO.B‘ HIKIPHO- nd nd nd nd TT nd
CIM30BI KPOBOTEY]
Sz_czepamak PAacHa MeHcTpyanb- U U nd nd nd N
Ta IHLWI Ha KpoBOTEYa
fe@xapT Ta KD"OBOTeqa HeBigo- - - U 0 0 -
IHLLI MOT MPUYVIHN
' o i > -
DOpi3 T8 IHLWi Maujerm 21 crmn nd U nd f (== nd
TOM KPOBOTEYI
[pUMITKN: & — BIACYTHICTE CTATUCTUHHOI DISHWL; fl — cratnetnuHo 3HauyLLe 30iNbLIEHHS; U — cratuctiumo 3HauyLLe 3HKeHHS; Nd — He 3po6neHo; PAI-1 — iHriGiTop

aktusatopa nnasmitoreny T, TAFI — iHrioiTop (iOprHONIZY, WO aKTUBYETLCA TPOMOIHOM; tPA — akTMBaTOPR NNA3MIHOreHY TKaHUHHOrO TUMY.

kpoBoreui. [[ikaBo, 1o rinepdibpunodiTHUHI
poO3JaJy 3rOPTaHHS KPOBi MOB’S3aHi He JIUIIe
3 IposIBAaMU KPOBOTeUi, ajie i 3 akylnepCbKuMMI
YCKJIAHEHHAMM, TAKUMU SK BUKHU/HI, TPO O
MOBIZIOMJISIETHCS TPU AeDilINTI 0L2-aHTUTIIIA3MIHY Ta
PAI-1[18].

Tinep¢iOpnHOJII3 y Nali€HTIB i3 KPOBOTEUEIO He-
BiJIOMOI IPUYHHU

CucreMaTudHi 10CIiIKEHHS rinepdiOpUHOIIZY
K IPUYMHN CEPUO3HIMMUX (PEHOTHITIIB KPOBOTEUI
B MMAITiEHTIB 31 BCTAHOBJIEHUM PO3JIaJIOM 3rOPTaHHSI
KPOBi 200 sIK OCHOBHOI MPUUYUHKI KPOBOTEYi B TTAIli-
entiB i3 KHII npoBoanmics piako. /lani momo 3Ha-
ueHHs1 (hiOPUHOJII3Y B TPyIaX MaI[i€HTIB i3 KPOBO-
TeyaMu HaBejeHo B Tabuuni 2. Yepes 3HauHi
BIIMIHHOCTI B KJIIOUOBUX acIleKTaX I[UX JOCJIIKEHb,
TaKuX SIK (PeHOTUTTN KPOBOTEYI, AN3AITH JAOCTIIZKEeH-
Hs1, leMorpadiuti TOKa3HUKHU Ta PO3MIip BUOIPKH,
MOPIBHSHHS JAHUX TIPO TiepdiOprHOII3 y KoropTax
KPOBOTEY OOMEKEHE.

Pisni kommmexcy PAI-11tPA-PAI-1 BumiproBaim
y 88 marieHTiB /10 i Tics1 KapAioXipypriuuoro BTpy-
YaHHs, a HKYI iepeonepartiiini pisui PAI-1 1 mic-
Jgonepatiiinoro komiiekcy tPA-PAI-1 acomioBa-
JIVCST 31 301IBIEHHSIM TTiCJISTOTIepaltiiiHoi KpOBOTEYi.
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OpnHuM 3 0OMEREHD I[bOTO JIOCTIIKEHHS € Te, M0
anTureny PAI-1 BuMipioBajicst B IOy JIAIii Kap/iio-
XipyprivuHuX Maii€eHTiB, 10 He BizoOpaskae MaIlicHTiB
3i CIIQJIKOBUMU KPOBOTEUAMU Pi3HOI OTYKHOCTI.
Orxe, piBai PAI-1 y Bcix narmienTis 6y B MesKax
Hopmu — 1—25 ur/mu. 3a3Buuaii Bucoki pisui PAI-1
MIOIOBKYIOTh Yac JIi3uCy TPOMOY Ta TTOB’sI3aHi 3 TIi/I-
BUIIIEHUM PU3MKOM BEHO3HOTO Ta apTepiajJbHOTO
TpoMOO03Y, a OTKE, MOKYTh 3alI0OIITH TicsIonepa-
miiHii kposoreui [21,30].

Y nocaifskeHHi, B IKOMY OIIHIOBAJIN HU3bKI PiB-
Hi PAI-1 gk mpuyuny KpoBoTeui, BUSIBJIEHO HUXKYI
piBni akTuBHOCTI PAI-1y 586 marienTis, mepeBax-
HO 3 HU3bKOIO CXUJIBHICTIO 10 KpoBoTed. [Tommupe-
HicTh HU3bKUX piBHIB PAI-1 (<1 Op;/Mir) BcTaHOB-
JeHo y 23% mami€eHTiB, 10 BHUIE, Hi)K B 000X
KOHTPOJIBHUX Ipynax i3 mokaszuukamu 13% i 10%
(y 10HOPIB KPOBi Ta 3/I0pPOBUX NAIi€EHTIB, Bi/ITOBI/I-
HO). Y 1IbOMY JIOCJIJIXKEHH] He BUSIBJIEHO PI3HUIL
B piBHAX KoMIiekcy tPA-PAI-1 mix rpymamu.
Husbki pisai PAI-1 He Oysm oB’si3aHi 3 6116111010
KiJIbKICTIO TIPOSBIB KpOBOTEYi /260 i TAKKICTIO.
[Tomynsiiss focaifsKeHHs cKaananacs 3 BeIUKOi,
aJie TeTePOTeHHOT IPYIIU MallieHTiB, 75% 3 SKUX
MaJIu KJIiHIYHO 3HAUYIIY CXUJIBHICTD 10 KPOBOTEY.
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REVIEWS

Yci nmaiienTu 3aaydanucs 10 J0CHiKeHHS He3a-
JIESKHO Bijl IXHBOTO /1iarHO3y Ta MaJId Pi3Hi OpY-
meHHs: PYHKIIIOHAIbHI IIOPYIIEeHHS TPOMOOIIUTIB
(24,4%), xBopoby dou Binredpanmza (VWD)
(10,1%), Tpomboruronenio (1,2%), nedimur dak-
Topis 3roprauus kposi (2,7%) 1 KHII (57,0%). Ha
JKaJib, IaH1 TPO 4acTOTYy HU3bKOI akTuBHOCTI PAI-1
y TIAIi€HTIB 31 crenuivHUMH TTOMiPHUMHU KPOBO-
teuamu i/a60 KHII re naBeneno [17].

OpuriHaJIbHUM € AOCTI/PKEHHS 13 3aIy4eHHIM
34 270 nmauientiB i3 KHII y Vienna Bleeding
Biobank (VIBB). 3a iioro pesysisratraMu He BHsIB-
JIEHO 3MiH y piBHSX aHTUreHy tPA a60 akTUBHOCTI
PAI-1 nopiBHsiHO 3 98 310pOBUMI OCOOAMU KOHT-
poabnoi rpynu. Huspkuii pisenbp PAI-1 criocrepi-
raBcst y 34% maiieHTiB i 34% KOHTPOJIBbHOI TPYTIN.
[Ipore B moctiaKeHHi BU3HAYEHO KiJIbKa BIIMIHHIX
acniekriB. [To-niepiiie, 01Hi aBTOpU He 3aTy4aiin Ma-
I[IEHTIB i3 HOCOBOIO KPOBOTEUEI0, KPOBOTEUEIO
3 siceH i cyOKOH IOHKTUBAJIbHOIO KPOBOTEYEIO,
OCKIJIBKY He KJIacu(piKyBaIH 11i KPOBOTEUi SIK KJTi-
HIYHO 3HAUYIIi. B iHIINUX AOCTIKEHHAX 3aIy4ain
MaIfiedTiB 31 3MiHaMu B remocTasi. [lo-apyre, 3 10-
CJIJKeHHS BUJIyYaJsIy TTalliEHTH, SIKi MaJIy Olepalio
a0b0 HapOMIIU TIPOTSITOM OCTaHHIX 6 THIKHIB, HaKTe-
piasbHY iH(EKIIII0 TPOTITOM OCTAaHHIX 2 THUXKHIB,
AKTUBHY 3JI0SIKICHY ITyXJIMHY, BariTHiCTh 00 TPOM-
6ormronewnio. Came 11i GakTOpu He BPAXOBYBAUCS
rorepeaHbo. KpiM Toro, a5t BUMiploBaHHSI PiBHIB
kommiekcy PAI-11tPA-PAI-1 3actocoByBasu pi3Hi
aHaJIi3u, 10 MOTJIO BIUTMHYTH HA MTOPiBHIHHS MiXK
UMy koroptamu [ 15,26

B onrOMY 3 0CTi/IKEHb, SKe BUTY4aso Malli€HTiB
i3 MMaTOJIOTiE€I0 MAaTKU, TPOAHAJIi30BaHO KiHOK 13
CUJIBHOIO MEHCTPYAJIBHOIO KPOBOTEUET0, TeBHUM
posiazom kposoredi (3okpema, VWD abo nedirm-
TOM (paKTOpa 3rOPTAHHS KPOBi ), SIKi 3aCTOCOBYBAJIN
HECTEPOIIHI TPOTU3anaIbHi 3ac001, Maji TPOMOO-
mroneniio (<100 I'/x), rocrpi indexiii abo cepiios-
Hi CyIIyTHI 3aXBOPIOBaHHS (HANIPUKJIA/I, 3JI0SIKICHI
MyXJIMHU a0 HUPKOBY HemocTaTHicTh ). IToBigomire-
HO PO 3HWKeHH piBHs anTureny tPA (5,96 Hr/mi
npotu 9,72 ur/mu) Ta antureny PAI-1 (8,54 ur/mu
npotu 11,89 ur/mir) mopiBHSHO 3 52 30POBUMU I1a-
mientamu. OHAK 1[i BUCHOBKY He TIi/ITBEPKEHO
B IIUPIIOMY JOCJIZKEeHHI, 10 SKOTO 3aJy4yeHO
102 xiHOK i3 CMJTBHOIO MEHCTPYATHHOIO KPOBOTEUETO
6€3 BiJIOMOT0 po3Jiajly 3rOPTaHHsI KPOBIi Ta OIIIHKOTO
kposi >100 3a rpadiunoro mkamnoro. /locaignukammn
BU3HaueHO HUxk4i piBHiI anTureny PAI-1y narmienris
JIVIIIE 32 Pe3yJibTaTaMU MMOPiBHAHHS sKiHOK i3 MEHO-

80

parieio 6e3 TriHeKOJIOriYHUX aHOMaIiii i3 JKiHKaMu
3 TiHeKOoJIoTiYHUMY aHoMautisiMu. HaBraku, y Butiie-
3ralaHOMY JIOCJII/IPKeHH] 3a/Iy4eHO KiHOK 13 TIHEKO-
JorivHUME aHoMasigmu. [IpumitHO, M0 B HOCJTI-
JUKeHHAX 3acTocoBano aHamisu ELISA Bix pisaunx
kommaniit (American Diagnostica, Ctemdop, mrat
Konnekrtukyr, CIITA; Asserachrom Diagnostica
Stago, Asnieres-sur-Seine, @paniist), siki MalOTh
pi3Hi pedepeHTHi ialla30H! i, OTKe, He MiIITal0Th
IPSIMOMY TIOPiBHSIHHIO. ABTOPaMU iHTEHCUBHO 00-
TOBOPEHO Yac TecTyBaHHs (DIOPUHOMITUIHIX apa-
METPiB y MeKaxX MEHCTPYaJIbHOTO UK. O HUMU
HayKOBIISIMU [TPOAHATI30BaHO KPOB mpoTsirom 10 1i6
TicJIst MEHCTPYyaIlii, iHIuMU BUMipsiHO (hibprHOTI-
TruHi (hakTopu 3a 1 THKIEHD TTicasg MeHcTpyartii. e
TePioI TPOTSATOM MEHCTPYATBHOTO ITUKJTY, KOJIH pe-
3€pBU MPOKOATYJISTHTHUX (PAKTOPiB BUKOPUCTAHI
JI7II KOMTIEHCAITi1 KpOBOBTPATH, 1110, HA [yMKY aBTO-
PiB, MOTJIO TPU3BECTH JI0 KOMIIEHCATOPHOTO 30i7Th-
HIeHHS TPOAYKIi HiOpUHOMTHYHKUX (HAKTOPIB i,
TaKUM YMHOM, MOTJIO Oy TH 4aCOM MEHCTPYaTbHOTO
IUKJY 3 HAUBUIIUMU PiBHAMK (iOPUHOMI THIHIX
akTopis [16].

3araJsiom, piBeHb PAI-1 pigko mocaiiskyoTh
y MAaIi€HTIB i3 KPOBOTEUEI0, a KOMEPIIHHO AOCTY-
uuii ELISA nepeBakHO 3aCTOCOBYIOTH JIJIST OT[iHIO-
BaHHS TPOMOOTUYHUX PO3JIAJIiB, 1€ OTIMCAHO KOpe-
Jig1iio 3 BucoknM pisaeMm PAI-1. 3anumraernbes
HE3PO3YMIJINM, UM HUXKHS MeXa /s piBHIB PAI-
1 yitko BusHauena B ELISA i uu moxe OyTu Bu-
KOPUCTAHA JIJIs1 BU3HAYEHHS ATOJOTIYHUX PiBHIB
PAI-1. Kpim Toro, nmpkajiHi Bapiaiiii, Bik Ta iHIeKC
macu tima (IMT), a Takosx reHeTHYHI moiMopdis-
MW MOKYTb BIJINBATH Ha akTUBHicTh PAI-1y na-
mientis i3 KHIT [40]. To6oBi Bapiariil BUIux pis-
HiB PAI-1 i auxuoi aktuBHocti tPA Bpanmi
POBTJISHYTO B O1JIBIIOCTI JOC/IIIZKEHD HIJISIXOM 3a-
60py KPOBi B OJINH i TOW camuii gac go6m. Y 6iyb-
HTOCTI OCTi/I?>KeHb TaKOK BPaXOBaHO BILJIUB CTATi,
BiKy, IMT Ta ecTporeHy Ha pe3yJbTaT CTATUCTUY-
HOTO aHami3y [6,11].

Toxi ik y GiBIIOCTI JOCTIIKEHb BUBYEHO PiBHI
anTureny tPA, xouai3 cynepeugnBuMuU pe3yJbTaTa-
MY, akTUBHICTH tPA 3adikcoBaHo uie B KOTOPTI
martienTiB i3 KHII. ITpore migBuniera ak TMBHICTD
tPA i 3Hmskene iioro inribysannst PAI-1y marienris
i3 KHII, mo npeacraBjieHo HUKUYUMU PiBHAMU
komtnekcy tPA-PAI-1, moske BkazyBaru Ha I1i/1BU-
eHui (piOPUHOIII3 K MOKIMBY IIPUYKHY CXUJIb-
HocTi 710 kpoBoTey y nanienTis i3 KHII [34]. Iligsu-
nmeHa akTuBHIiCTh tPA B moenHanHi 3 HUKUUMHU

ISSN 2663-7553 Modern pediatrics. Ukraine 1(145)/2025



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

piBHaMu kKomIiekciB tPA-PAI-1 Bka3ye na mopy-
NIEHHST KOHTPPETYJISTOPHOTO MEXaHi3MY, 0 MOXKe
IPU3BOAUTH JI0 BUIIOI (PiOPUHOITHYHOT aKTUBHOC-
i (Tabm. 1) [13].

3a pesysibraraMy BUBYEHHST (iOPUHOMITUYHIX
mapaMeTpiB y MAIi€HTIB i3 TAKKO0 TeModiiero
BCTAHOBJIEHO, 1[0 (DEHOTUT KPOBOTEUi KOPEJTIOE 3 T1a-
pamerpamut HiOpUHOMITHYHOT cucTeMU. 30KpeMa,
BUSBJIEHO Mi/iBUTIIeHHS piBHIB anTureny tPA i TAFI
y HaIi€HTiB i3 6isbIn cepito3HUME (PeHOTHITAMU KPO-
BoTedi. ¥ 1mmboMy gocikenti aktuBHicTh TAFI Bu-
3HAY€HO 3a JI0IIOMOr0I0 KOMEPIiiHO A0CTYITHOTO
ELISA, axuii Bumipioe saTeHTHUH (aKTUBOBAHUIA )
i ke inakTuBoBanuit TAFI. IIpunyieno, 1mo Bia-
CYTHICTb aKTHBHOTO TPOMOIHY B JIO/IEi i3 TSIKKOIO
reMoitieio, HeOOXiHOTO IS IEPETBOPEHHS Pro-
TAFI B aktuBHY (hopmy, epemKo;Kae eheKTUBHO-
My mpurHideHHio GhibpuHOIi3y [ 24].

[Tapamokcanbue nigBunienuss TAFI takox Bu-
SBJIEHO B fociskenHi 193 maiienTis i3 KpoBoTe-
yamu, 30kpema, y 81,1% narientis i3 KHII Bikom
4—48 poKiB, SgKi MaJTH MMKiPHO-CJTU30BY KPOBOTEUY.
Y nocaiizkeHHi TpoBeIeHO MOPIiBHAHHS MAIlIEHTIB
i3 KpoBOTEUEH 31 3/I0POBUMM IMAIiEHTAMU KOHT-
posibHoi Tpymin. Y 143 cy6’eKTiB BUSIBJICHO MTi/IBY-
meni pisai TAFI, gaki He 3anexanu Biji AiarHO3Y
(KHIIT, tunr 1 VWD abo nopymuienHst GyHKILT TpoM-
6oruTiB). Il pisHUI He 3ajesKajia Bijl [iarHO3y Ta
crioctepirajacs B aHaJi3i migrpymnu 3i 116 naiieH-
tiB i3 KHII. B inmomy gociimxeHi B marieHTiB i3
KHII BugBieHo napagokcaabHe 36ibIIeHHS 1HTi-
6itopis ¢i6punomizy TAFI ta a2-anTumniasminy
MOPIBHSIHO 31 3J0POBUMHU 0COOAMU KOHTPOJIBHOT
rpymu [12].

Moo rmo6aabHKUX TecTiB (HiOPUHOIIZY B Malli-
entiB i3 KHII manux mMajo, ocKiJibKHU OiJIBIIICTD
JOCJIIKEHB 30CePeKeHO Ha I06pe OIMUCaHUX PO3-
JlaJlaX 3TOPTaHHs KPOBi, TaKUX K reModiis abo
VWD [11,23,27]. ABTOpU BiZi3HAYAIOTH ITiABUIIIE-
HY IPOHUKHICTh 3TyCTKA i CHPUUHSATIUBICTD 10
JIIBUCY B MAIIEHTIB i3 CUJIIBHOIO MEHCTPYAJIbHOIO
KPOBOTEYEIO 32 /I0TIOMOTOI0 aHai3y KaJaMyTHOCTI
3rycrka miaa3mu 3 jofaBanHam tPA. Tle Bigkpurts
Ta Ooro 3B’130K 13 CUJIBHOIO MEHCTPYATBHOIO KPO-
BOTEYEIO IEMOHCTPYE MOKJINBUM BHECOK 3MIHEHUX
napaMeTpiB 3TyCTKa B pe3yJbTraTaX KpoBOTeui.
Y Hamomy AOCHiKEeHH]I BUSBJIECHO TOBIJbHIIIE
yTBOpeHHs TpoMOYy B muiasmi namienTis i3 KHII mo-
PIBHSIHO 31 3Z[0POBUME 0COOAMK KOHTPOJILHOI IPy-
1, 0COOJIMBO TIICJ 0TaBaHHA eK30reHHoro tPA,
aJie PisHUIIL Y IMBUAKOCTI JIi3ucy TpoMOy He BcTa-

OTAJAU

HOBJIeHO. B inmmomy nociakeni 3a yaacti 382 ma-
mienTiB i3 KHII BusiB/ieHO HUKYY MBUAKICTH YTBO-
peHHst TpOMOIB 1 KOPOTIINI Yac Ji3ucy TpoMbiB
y MAIi€HTIB MTOPiBHSIHO 3 KOHTPOJILHOIO TPYIIOIO,
1110 BKa3y€ Ha IMiJIBUIIEHY Yy TJUBICTh TPOMOIB 10
bi6bpunoizy. HemogaBHO OBiIOMIIEHO TTPO TIO/I0-
BJKEHWUIT Yac Ji3ucy TpoMOy B MEHIIIiil KOTOPTi 3i
109 namientis i3 KHII nopiBusaHo 31 310poBUMI
0cobaMu KOHTPOJIbHOI IPYIIN, TAKOK HE BUSIBJIIEHO
pisauii B napamerpax ROTEM. Tonnanachkumu
JOCJTi THUKAMU HETOaBHO He BUSBJIEHO CYyTTEBUX
BiZiMiHHOCTEH Y hopMyBaHHi TpPOMOY a60 MilTHOCTI
TpoMOy 3a gonomoroio ROTEM, a Takosx BiamiH-
HOCTel B aHaJi31 KaslaMyTHOCTI Mix 240 namienTa-
MU 3 KPOBOTEUEIO, TIPO 4Ky MOBIIOMJLIN caMi, Ta
95 nanienramu 6€3 CUMIITOMIB KpoBOTeYi, 06cTe-
JKeHHs$ SIKMX 3allJlaHOBaHe, 30KpeMa, 3 IIPUBOJLY
IJIAHOBUX XipyprivHux BTpy4anb. Po36ikHOCTI
MIXK IIUMHU TOCTI/PKEHHSIMU MOKHA YaCTKOBO T10-
SICHUTU MEHIIMMU PO3MipaMu BUOIPOK Y JIeSIKUX
KOTOPTaX, HEOJHOPIHICTIO OCII/IKYBAHUX TMAITi-
€HTiB i MizkIabopaTopHUMU Bapiatiisimu [4,17,28].
OnHUMY BUEHUMHU 3a7Ty9€eHO TAIiEHTIB BiKOM Bij
12 pokiB i3 KpoBOTEUAMH, SIKMX 00CTEKYBaB €KC-
MepT i3 reMocTa3y, TO/i AK IHIITUMU — TAIIEHTIB Bi-
KoM Biz 18 pokiB, ki Maiu oxuH abo Gijblie BU-
HaJKiB, KOJU He OYJIO IPOSBIB KPOBOTEYi Hepej
IJIAHOBOIO omepariieio. B 060X ro/maHachbKux 10-
cJliKeHHsx mpoanajiizoBato gani ROTEM, orpu-
MaHi 32 OTHAKOBUX YMOB ITPOTSATOM 2 TOJINH TiCJIS
3a00py KpoBi. Y BCiX TPHOX JTOCIIIFKEHHSIX TIPOaHa-
JII30BaHO YTBOPEHHS 3TyCTKIiB IJIa3MU 3 JIOJ/[aBaH-
HsM pekoMOiHanTHOTO tPA st iHayKIii hibputo-
JIi3y Ta BiJIMOBIIHO /10 OCTAHHIX peKOMeH/Ialti [7].
Onnaxk Helo/MaBHO BUSABJIEHO, 1O g aHATI3Y
KaJIaMyTHOCTI 3TYCTKIB TIJIa3MH1 ICHY€ BUCOKA MizK-
naboparopHa BapiabenbHicTb (3 KoedimieHTaMu
BapiabespHOCTI 10 50% ), HABITH SIKIIIO 3aCTOCOBY-
I0ThCS OJTHAKOBI TTpoTOKOJM [19].

Kpim Toro, HeBioMi (haKTOPH MOKYTh BIIUBATH
Ha OIIiHIOBAaHHS CXUJIBHOCTI /10 KPOBOTEY. 30KPeMa,
epUTPOIUTH MOKYTD BIJINBATU HA TPOHUKHICTD
TpoMmOy, ipurHiuyBaTH iHAyKOoBaHy tPA akTHBaIiio
IJIa3MiHOTE€HY Ta 3MiHIOBAaTH CTPYKTYPY (hibprHOBOi
mepexi. HernogaBao Bu3Haveno rpymy kposi O, He-
3asexHo Big VWF i piBais pakropa VIII (FVIII),
K (haKTOp PU3UKY TTOCUJIEHHS TSKKOCTI KPOBOTEUi
Ta KPOBOTEYi 31 C/IM30B01 0O0JOHKU TIOPOKHUHU
pora B namienTis i3 KHII. Ak 1e He mapagokcanbho,
y Hali€enTiB i3 rpynoio Kposi O BUABIEHO 3HAYHO
BUIILY MillHiCTb 3rycTKa. L{i 1ani cBiguars mpo Hesa-
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nexuunit Bix VWF ta FVIII mexaniswm, 1110 38’3y€
rpyity kpoBi ABO 3 yTBOpeHHsIM TPOMOY B T1/1a3Mi,
ajie TOUHi MO/I(iKATOPH B IJIa3Mi, SKi TPU3BOISTh
10 TIIBUIIIEHOTO PU3UKY KPOBOTEYi Ta IXHii TOTEH-
LITHUI 3B’30K i3 (hiOPUHOMIITUYHOIO CUCTEMOIO, HE
BU3HaueHi [27].

KaniniuHi HaCHiIKKM Ta NEPCNEeKTUBU

BcranossieHHSA KOHKPETHOTO /1iaTHO3Y MAIliEHTIB
i3 KHII € ckmagnum 3apganusaM. [ligrpyna nux na-
I[IEHTIB HEe Ma€ 1/IeHTU(IKOBAHNX aHOMAJIi i, He3Ba-
JKAIOYW Ha PeTesIbHI Ta OaraToeTarnHi JabopaTopHi
NOCTHIIKeHH, 1 Kaacu@ikyeThcsl 9K NAi€HTH
3 KHIIL. Mexanismu, 1110 Jie3kaTh B OCHOBI KPOBOTeYi
B mamienTis i3 KHII, He Bu3HaueHi Ta, iMOBIpHO, Bijl-
PIBHSIOTHCS MIOJI0 KOKHOTO 3 HUX. KpiM Toro, Taki
(hakTOpU pU3MKY, SIK TPYIIa KPOBi, MOKYTb BIJIUBATH
Ha PEeHOTHUII KPOBOTEYi, IMOBIpHO, yepes baratodak-
TOPHICTb PU3UKY BUHUKHEHHSI TeMOPAriyHOro CUH-
apomy [5,16,27].

Jocmimpkenns rinepiOpuHOTITHYHIX PO3JIa/IiB
PEKOMEH/IOBAHE Ha JIPYTOMY eTalli /[iarHOCTUYHOTO
AJITOPUTMY JIJI1 TAIIEHTIB 13 JIETKUMU Ta IIOMipHUMU
nopyIeHHaMu 3ropTants Kposi [1]. Oxanax Ha 11ei
Jac He icHye eeKTHUBHIX METO/iB 200 iIHCTPYMEHTIB
JIIS ilarHOCTYBaHHs ab0 IIPOBEIEeHHS CKPUHIHTY
IIIX PO3JIaJIiB.

Ha nanny aymKy, ciij 3amigospuru rinepgiopu-
HOJIITUYHUN po3Jaj KpoBoTedi B maitienTis i3 KHII
i3 pellMIMBHUMHU, aHOMAJbHUMU IIOCTTPaBMaTHY-
HUMH, TicasIonepaliiHuMu i/a60 mKipHO-CIn30-
BUMM KPOBOTEUaMMU; TO3UTUBHUI CiIMENTHUIT aHaM-
He3; pelpoAYKTUBHUI 36iii; i/a60 KpoBOTEUua
B HE3BUUAWHUX MIiCIISIX, HATIPUKJIAI, iIHTPAMEIYJISP-
Ha KpoBoTeda abo KpoBoTeya 3 mynosunu [18,21].
CnouaTky MoskHa 3amigo3putu gedinut PAI-1 abo
0.2-aHTUTLIA3MiHY, OCKiIIbKY fedinuT nux (hakTopis
BCTAHOBJIEHO SK TOPYIIEHHS 3TOPTaHHS KPOBI.
Y martieHTiB i3 1mi103poto Ha rinepiOpUHOTI THIHY
KPOBOTEUY MOKHA JIOCJI/IKYBATH JIOAATKOBI (hak-
TOpH, 10 6epPyTh yIacThb y (hibpuHOIIi3i, 30Kpema,
anTtured ta akTuBHicTb tPA i TAFI. 3 noctymunx
METO/IiB OCIIZKEHHSI 3arajJibHOTO (hiOPUHOJITHY-
HOTO CTaHy CJIi/ 3aCTOCOBYBATH aHaJi3u (hiOpUHO-
JIi3y, Yy TJIUBI IO aKTUBATOPIB TJIa3MiHOTeHY (Ha-
PUKJIAJ], TpoMOOeIacToMeTpito, Tabir. 1), OCKiIbKY
«30JI0TOTO» CTAH/IAPTY A1aTHOCTUKY He icHy€. Kpim
TOrO0, HOTPiGHO BUMiptoBaTH (hibpuHOMITHYHI (haK-
Topu 3a gornomoroto ELISA abo kolopuMeTpudHux
aHaJi3iB y MaIliEHTIB HAa TPETbOMY PiBHI HaJlaHHSA
MEJUIHOI IOTIOMOTH, KOJI He MOKHA 3aITepednTh
rinepgidpuHOIi3.
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CrogiBaemocs, 1o B MailOyTHIX KOMILJIEKCHUX
JOCTIUKEHHSAX OIMIHIOBATUMYTH (hibpuHOII3 He
JIMIIIE 32 JIOTIOMOTOIO IJI00aTbHUX TECTIB, ajie i ILId-
XOM KUJIbKICHOTO BU3HAYEHHSI BiMOBITHUX (HiOpu-
HosliTHYHKUX (pakTOpiB 3a mornomoroo ELISA abo
KOJIOpUMETPUYHHUX aHasi3iB. Ili BuMipioBaHHs na-
I0Th YiTKe ySIBJIEHHS PO 3MiHU (hiOPUHOMI TUYHOT
CHCTEMH, IO He 3a0€e311eUy€EThCs TII00aIbHUMK aHa-
mizamu, Takumu sik ECLT, stki MoKy Tb OyTH HedyT-
JBUMH 210 fedituTy hiOpUHOTITHIHOTO (haKTopa.
Xoua nedinut bibpunomiTHIHIX (HAKTOPIB TPAILIS-
€ThCS PIJIKO, BUMIPIOBAHHS IIUX OIJIKIB € BasKJINBUM
IS OT[IHIOBAHHSA CXUJIBHOCTI 10 KpoBOTed. Kpim
TOTO, K 3a3Havyasocd padinie, Bik, IMT, omHoHYKIe-
OTH/IHI TTOJIiMOP(]i3MU Ta IUPKAHAN PUTM BILJINBA-
10Th Ha PiBHI crienudivHrx GibpUHOMI THIHNX (haK-
TopiB. ToMy /JisT Kpamoro po3yMiHHS IXHBOTO
BILUIUBY Ha MAIi€HTIB i 3710poBUX Cy0'€KTIB MOTPiOHI
IOBHIIIII ZIAHI.

TnepdibpuHOIIi3 MOKHA JIiKyBaTH aHTU(DIOPUHO-
JITUKaMU, TAKUMU SK TpaHEKcaMOBa KUCJIOTa
(TXA), dka € CHHTETUYHUM aHAJIOTOM JIi3WHY, 1110
6JIOKY€E MicCIIs 0r0 3B’sI3yBaHHS Ha ILJIa3MiHOTEHi,
3MEHIIYI0YU IIepeTBOPeHHS 1JIa3MiHOTeHY B I1J1a3-
MiH i 3a1106iraoun B3aeMo/Iii 1iasmitoreny 3 hiopu-
HoM [11,24]. Il kucsioTa BXOAUTD /10 CIIUCKY OCHO-
BHUX JIiIKapChKKX 3ac06iB BeecBiTHBOT opranizaiii
oxoponu 310poB’s [3] (puc.). He3Baxkarouun Ha Te,
o TXA mae 6e3neunuii mpodiib, il IpU3HAYAIOThH
Y BUCOKWX JI03aX JIJIS1 JIIKYBaHHS CUJIbHUX KPOBOTEY,
TIOB’SI3aHNUX i3 OL/IBII CepHO3HUMU TTOOTYHIMU edek-
TaMU, 30KpeMa, CyJ0MaMU Ta rinep30yIIuBicTio
[14]. OcTanHiMu pokaM¥ HOBI JraHAu cauTy
3B’sI3yBaHH JII3WHY, TaKi SIK TIOX1/IHI MTEPUINITI30K-
€a30J10J1y Ta 3aMillleHi M puMiToiHAa30I0H! ab0 TIi-
Pa30JIOM PUMIIMHOHY, Y JOKJIIHIYHUX JIOCJII/IPKEH-
usx € epexrunimumu 3a TXA [25]. Kpim Toro,
PO3p006JIEHO YOTUPH THTIGITOPY AKTUBHOTO EHTPY
masminoreny. OTHaK JKOJIEH 13 HUX He MTOTPAIWB JI0
MOCTiKeHb Ha TBapWHAX, NMIBU/IIE 32 BCe, Yepe3
HU3bKUH iHTEpeC i3 60Ky (hapMaIleBTUYHOI TPOMUC-
JIOBOCTI Ta BKe 00Ope Bigomuii i Hegoporuii TXA.

TpanekcaMOBY KMCJIOTY PEKOMEHIYIOTH TIPH Ti-
nepdibpUHOII3I, CHPUYNHEHOMY TPaBMYBaHHSAM 200
XipYpriuHuM BTPYYaHHAM, TIPU TSKKIHN MTICISATIO0N0-
TOBilf KpOBOTEUI, a TAKOK 11 MOKHA 3aCTOCOBYBATH
B JTIKyBaHHI TAI[IEHTIB i3 HE3HAYHUMU A00 CEPETHBO-
ro CTyleHst KpoBoTedamH, a Takox npu KHII, Ha-
IPUKJIAJL, ITiJ] Yac MeHoparil 1/a6o 110 Ta micjis reMoc-
TaTUYHUX TPOOJIEM, TAKUX SIK XipYPridHe BTPYYaHHST
a60 nosorn. AHTUGIOPUHOTITUKN ePEKTUBHO
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KOHTPOJIIOIOTH 200 3a11006irailoTh KpOBOTEY] B MAIli€H-
TiB i3 medpinmrom PAT-1[17].

lenernuni myTartii, 1110 JieskaTh B OCHOBI Tintepdi-
OPUHOJITHYHOI KPOBOTEY, i1eHTH(hIKOBaHI JIHIIe
B MAIi€HTIB i3 /leinuToM o2-aHTUTIIa3MinHYy, 1edi-
rutom PAI-1 i kBeGeK-1IOpyIIeHHS 3TOPTaHHS KPOBi
(po3paxoBana nomupenictb y Kebeky, Kanama:
1:220 000; ayTocoOMHO-IOMiHAHTHA Bapiallisi Kijib-
kocrti koriit) [18,22,30]. /liarHocTnune Bucokoedex-
TUBHE CEKBEHYBaHHS, y T.4. (iOPUHOIITUYHI TeHH,
MO3Ke JIOIIOMOITH iIeHTH(DIKyBaTH 10AaTKOBI (hibpu-
HOJITUYHI po3saau. TuM He MeHIIl, BUCOKOIIPOJIY K-
TUBHE CEKBEHYBAaHHS TeHIB, TIOB’I3aHUX 31 3TrOPTaH-
HSIM KPOBIi, BKa3y€ Ha 3HAUYYIIUHU TeHETUYHUN
BapiaunT suimre B 3,2% i3 617 manientis i3 KHIIL.
Y mbomy pocaimxkenti marientn 3 KHII ve maroTh
3HAuUyMMX BapiaHTiB pibpuHOTI THYHKUX TeHiB PLAT
(xonytotp tPA), SERPINE1 (xonytors PAI-1),
SERPINF2 (koxyiors a2-anTrmiasmin) abo PLAU
(xomytotb uPA) [20].

BucnoBku

BusiBsienns rinepdiOpuHoIi3y Ma€ BUpIIab-
He 3HaYeHHH B oliHoBaHHI naiienTis i3 KHII,
OCKIJIbKY BiH MOXKe PU3BOJUTU 10 CePHO3HOI
KpPOBOTEYi, TOMY JIOIIJIbHUM € JIOCTYTIHE I[1JIbOBE
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