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JEKIIIT

Jeknis 1.
Tema: 3HaYeHHS] CKPMHIHTOBHX METOXIB JOCJIKEeHHS TeMOCTa3y B JAiarHOCTHUILI
reMOpPOriYHMX 3aXBOPIOBAHb.

B rpymy reMmopariuHuXx 3aXBOpIOBaHb O0’€IHAHI CHUHAPOMH, OCHOBHUM
NpOSIBOM SIKMX € TIJIBUIICHA KPOBOTOYMBICTH, 3YMOBJICHA pO3JaJaMH B CHCTEMI
reMoctady. BpaxoBywouum TeHe3 KpOBOTOYHBOCTI, T'€MOparidHi 3axBOPIOBAaHHS
NPUIHSITO JUTHTH HA TPU TPYIIH:

1. Koarynonatii (KpOBOTOUMBICTh 3yMOBJICEHA PO3JIaJlaMU B CHUCTEMI 3CIJaHHS
KpoBi 200 (h10puHOII3Y).

2. TpomOonuTomneHii 1 TpomOouMTONAaTIi (MPUUMHOIO KPOBOTEY € edinuT abo
aToJIOT1st TPOMOOIIUTIB).

3. Bazomnarii (reMopariuHi nNposiB, 3B’s13aHi 3 TATOJOTTYHUMHU 3MiHaMH OyJ0BH
1 GyHKLIT ApIOHUX CyIUH — apTepio, KanuisipiB, BEHYII).

Taxuit moain € BimHOCHMM, 00 B 0araTb0X BHIMAJKaX PO3JIAJIM TE€MOCTa3y
MOXYTh OyTHM 3yMOBJIEHI KOMOIHAI[I€l0 BKa3aHUX MEXaHI3MIB  (CHHIPOM
JTMCEMIHOBAaHOTO BHYTPINTHBOCYAMHHOTO 3CIJJaHHS KpOB1). B KOXHIi#l 3 TphOoX rpym
BUIUISIOTE:

1. 'emopariuni 3aXBOpIOBaHHS CITAIKOBI.

2. 'emopariuni 3aXBOproBaHHS HAOYTI.

Koarynomarii, TpomOonuTtorneHii Ta Ba3omarii BiIPI3HAIOTHCA KITHIYHOIO
KapTUHOI 1 mepebirom mporecy. Pi3HOIO € TakoXx JIiKyBaJlbHAa TaKTHKa MPHU ITUX
3axBOpioBaHHAX. [Ipu TEpBUHHOMY 3BEpHEHHI XBOpPOi 30KpeMa B YPreHTHHX
BUIIAJIKaX, BaXJWBa 3arajlbHa Opi€eHTaIlliHa audepeHIiaJbHa JlarHOCTHUKA
reMOPAriyHOro CHHAPOMY.

CyTreBe 3HaYCHHS Mae JIOKJIAIHO 310paHuii aHamHe3. B mepiny depry cmin
BUSICHUTH TI0OYAaTOK 3aXBOPIOBaHHS Ta #oro TpuBamicTe. llpu cmagkoBux
reMOpariyHuX 3aXBOPIOBAHHSAX MPOSIBU KPOBOTOYMBOCTI MOXKYTh B SIBISITHCH BiZpa3y
MICJIsT HApOJKEHHS a00 B PaHHbOMY IUTHHCTBI, TaKOX CIOCTEPITaTHCh y pPiAHI
xBoporo. HabyTti ¢opmu XxapakTepus3yrOThCS HAXHIOM JO TeMoparii y Oulbil
MI3HHOMY BiIli. Ba/IMBO BUSCHUTH MOXIIUBHM 3B’ 30K BUHUKHEHHS T€MOPATi4YHOTO
CUHAPOMY 3 TIEPCHECEHUMHU TMONEPEeNHbO 1HQEKIIHHUMU 3aXBOPIOBAHHSIMH,
npoUTAKTUYHUMH  INETUICHHSMH, 10 € XapakKTepHUM I IMyHHUX ¢opM
TpoMOoruTorneHii. HeoOXigHO Takok 3BepHYTH yBary Ha MpUKAOM MEIUKAMEHTIB, SKi
MOXXYTh 3yMOBUTH BUHUKHEHHS TEMOPATTYHOTO CHHIIPOMY.

Jis  gudepeHmianii  reMoparidHoro  CHHApoMy  “‘Sui  generis”  Bix
CUMIITOMATHYHUX (OPM BAXKIMBO BHSICHUTH HASBHICTH Yy XBOPOTO IHIIHAX
3aXBOPIOBaHb, SIKI ~ MOXYTh  CyNpOBO/DKYBaTHCh  a00  yCKJIaJIHIOBATHCH
KPOBOTOYMBICTIO.



B nudepenuianpHiid 11arHOCTULII TPOMOOLMTONEHINA Ta KOAryjaonaTiii CyTTeBe
3HAUEHHS Ma€ XapaKTep reMopariyHuX MposiBiB.

JUist maTosyorii MerakapioquMTapHOro amnapary XapakTepHE BHHUKHEHHS Ha
IIKIpI XBOPUX JpIOHOTOYKOBUX TNETEX1d Ta HEBEIUMKHX CHHSKIB, CIIOHTaHHA
KPOBOTOYMBICTh 31 CJIM30BUX OOOJOHOK (HOCOB1 KpOBOTEYl, KPOBOTEY1 3 SICEH), a Y
KIHOK — PSICHI 1 TpuBasi MeHcTpyarii. Lle — Tak 3BaHuil “rpomOouUTONEHIYHUI” 200
“MIKpOLUPKYIATOPHUI TUI KPOBOTOUHBOCTI.

HaityacTimumu mposiBaMu KoarysionaTtidi € BUHUKHEHHS OOIIMPHUX TeMaToM,
KPOBOBWJIMBH B CYTIJ100M, TpUBaJl KPOBOTEU1 MICISA MOPI3iB, TPaBM, €KCTpakKIiii 3y0a,
OMEpPAaTUBHOIO BTpPy4YaHHA. Takuil THUI KPOBOTOYMBOCTI BIJOMHMH il Ha3BOIO
“reMaToMHUN”.

ToyHuit niarHo3 reMopariyHOro 3axBOPIOBAHHS MO’Ke OYTHM BCTaHOBJICHHUM
TUTBLKH MICIS TPOBEACHHS BIAMOBITHUX JJAOOPATOPHUX TOCIIIKEHb.

JlaGopaTtopHe 0OCTEXEHHSI XBOPOrO0 TMOYMHAETHCA 3 MPOBEIEHHS JEKUIbKOX
POCTUX CKPUHIHTOHUX TECTIB, K1 MOKYTh OyTH BUKOHaH1 B KOHiHM jJabopatopii. B
Tabyuil 6 MpeAcTaBiIeH] OCHOBHI TECTU 1 MATOJOTIA, IPHU AKid BOHM MOXYTh OyTH
MOpPYILEHI.

AHaniz 1 CHIBCTaBJICHHS CKPUHIHTOBUX METOJUK MOXE JOMOMOITH B
NEPBUHHIN A1arHOCTHUIl TEMOpAriuyHUX CTaHIB.

3HIKEHA KUIBKICTh TPOMOOIIMTIB 1 MPOJOBKEHUI Yac KPOBOTEYl XapaKTepHIi
st TpombouuToneHii. HopmanpHa KUTBKICTE TPOMOOLMTIB 1 MPOAOBXKEHHM Yac
KpOBOTEYl CIIOCTEpiraroThCsi TMpu xBOpoOI BimneOpanma 1 geskux ¢opmax
TPOMOOIIUTONATII.

[Ipu Bsjomatissix 1 geskux (opMax TpomOoIuTONmaTii, a TaKoX JaediluTi
daktopa XIII, mporeiny Z 1 ar-aHTHIUIa3MiHY CKPaHIHTOBI TECTH HE BHSBISIOTH
BIAXWIEHb BiI HOpMU. B Takux Bumaakax 3 METO YTOYHEHHS J1arHO3y
IPOBOJIUTHCS PSIL JOCTIIKEHb TPOMOOIIUTAPBOTO Ta KOArYJISL[IHHOTO T€éMOCTa3Yy.

Taoauus 6. CKpuHiHroBiI 10CTiI)KEHHSI CHCTeMH reMocTa3y i ix iHTepnperanis

Kinpkicte | Yac | Yac 3ci- | AktuBoBanuii | [Iporpomo6i- | Tpom6i- MoskrBa aToJIoTis
TpomMbouu-| Kpo- | maHHs | TpoMOoIulac- | HOBHUIl 4ac | HOBMH reMocTasy
TIB BOTEYi | KpOBi | THHOBMH 4ac ILUIa3MH qac
3H I1 H H H H TpomOoruToneHis
H IT1abco H H H H H TpomboruTonaTist
H IT IT abo H IT abo H H H XBopoba V.Bimnebpanaa
H H IT abo H I1 H H Hedinut daxropis VIII,

IX, XI, XII, nedimut
npekanikpeiny abo
KIHIHOTEHY,

H H H H IT H Hediuut daxropa VII,
KOMOIHOBaHUI nediuT
BiTamiH-K-3amexxHnx




H H |[ITabo H II I H Hediuut daxropis I, V, X,
KOMOIHOBaHMI NeQIiIuT
BiTaMmiH-K-3anexuux
dbaxTopiB

H [Tabo H| II II I IT AdibpuHOTEHEMIs,
mchiOpuHoTEHEMIS

[Tpumitka: H — nHopmanbsuuit; I[1 — nogosxenuit; 3H — 3HmkeHa.

Koarynomnarii — remopariudi CUHAPOMH, 3yMOBJIEHI MOPYIIEHHSMHU B CUCTEMI
3cinanHg kpoBi. L1 mopymeHHs MOxXyTb OyTH criaJIKOBUMH a00 HAOYTUMHU.

CnankoBi koarysiomaTii 3yMOBiI€HI JAe(IIMTOM OJHOTO 3 KOMIIOHEHTIB
CUCTEMHU KOAaryJsilliiHOIO TeMOCTa3y, B OCHOBHOMY, 3MEHIICHHSM CHHTE3y abo
AKICHUM J€()EeKTOM B CTPYKTYpP1 OJJTHOTO 3 MPOKOATYJISIHTIB.

B rpyny cnagkoBux koarysomnatidi 00’ €IHaHI 3aXBOPIOBAHHS, PUYUHOIO SKHX
€ TEHETUYHO 3YMOBJICHI TOPYIIEHHS AaKTHBHOCTI OJHOTO 3 MPOKOAryJsSHTIB.
3HWKEHHS] aKTUBHOCTI TPOKOAryJsiHTa MOXe OYTH 3YMOBJICHE KUIBKICHUM
3MEHIIIEHHSAM MOro CHHTE3y abo SKICHUM Je]eKkToM B CTPYKTypi Oika JaHOTO
dakropa. [Ipu sKicHOMY jAedekTi B CTPYKTypl MPOTEiHY MPOKOAryJsTHTa
KOaryJsiiiiHa aKTUBHICTh HOT0 HU3bKA, aje caM (aKTop IMyHOJIOTTYHUMHU METOJaMHU
BUSIBJIAEThCS. Ha OCHOBI TO3TMBHUX IMYyHOJIOTIYHMX MeETOHIB (Cross-reacting
material) wi Bumamku xapaktepusyiorh sik CRMT. Tlpu HeaKTHBHOMY pe3yJbTaTi
IMYHOJIOTIYHHX JOCIIKEHD (BiACYTHICTH BigmoBigHoro 6inka) — sk CRM* Bunaakw.

OcraHHIM YacoM JIOBEJICHO, IO JIeSKI BIOMI KOaryJyomnarii He € OJHOPIIHUM
3aXBOPIOBAaHHSIM. B OkpeMux poamHaxX 3yCTPIYalOThCSA Pi3HI MOJKYJSIpHI JedeKTH
OJIHOTO 1 TOTO *k IpokoaryisHTa. HaltgacTimoro ¢hopMoro craikoBUX KoaryJomnaTii €
remodinis A. Jlami mo 4acToTi BUABIEHHS — XBopoba V.Bimnebpanna, remodinis B,
rinonpoKoHBepTUHEMIs. [HII ¢GopMH CHagKOBUX KOaryJonartii CrocTepiraroThes

TTy’K€ PIIIKO.



Jlekuisa 2.
Tema: CynMHHO-TPOMOOUMTAPHHUIA IreMOCTa3.
CUCTEMA I'EMOCTA3Y

VY }i3i0n0riYHUX yMOBaX CHCTEMAa TeMocTasdy 3a0e3neuye HUIICHICTh CYAMHHOI
CTIHKHU Ta PLAKUNA CTaH KpOB1 B CyIMHHOMY pycii. [Ipu nomkomkeHH1 CTIHKYA CYAUHU
s cuctema 3a0e3nedye MiICLIEBE 3CIIaHHS KpOBI, a Mi3HIIIE Ji3UCI0KATi30Banoro
TpoMOYy,

Cucrtema reMocTasy po3TIsSIIa€ThCS SIK TPUKOMIIOHEHTHA CUCTEMA.:

1. KniTuHHI Ta ryMOpalibH1 KOMIIOHEHTH IIUPKYJIFOI0UY0i KPOBI;

2. KoMnoHEeHTH CyIMHHOI CTIHKH;

3. Bazomoropuka (G.Muller-Berghaus, 1997).

[li koMmoHEHTHU Mik COOOK B3a€EMO3B’s3aHI, B HUX 4YITKO (DYHKIIIOHYIOTH
MEXaHI3MU MO3UTUBHOTO 1 BIJ €MHOTO 3BOPOTHHOIO 3B’s3KY. OCOOJIMBO TICHO
3B’s13aH1 MK cO0O0I0 1HTIMA CYAMH 1 TPOMOOLIUTH, Y 3B 43Ky 3 UMM BUHHKIIO TMOHSATTS
CYIMHHO-TPOMOOIIMTAapHUN TeMocTa3, abo mepBuHHUN remocta3. CymuHH i
TPOMOOIIMTH BiJIrPalOTh OCHOBHY pPOJIb B IMOYATKOBIA (a3l remocrasy, TOOTO B
3YNUHII KPOBOTEYl B 30HI MIKPOUMPKYJIALIi. YTBOpeHHS (DIOpUHOBOrO 3rycTKa
BIIOYBAa€ThCS  JICNIO TI3HINIE, 1 TOMY XapaKTepU3yeTbCcid SIK BTOPUHHHUUI
KOaryJIsSIiiHuM reMocTas.

TPOMBOLIUTU

TpomOoruTu — 6e3’siepHi KIIITHHU, (parMeHTH ITUTOTUIA3MHA METaKapiouTiB.
HeaktuBoBani TpoMOonutu MawTh ¢opmy aucky, mgiamerpom 2,0-4,0 um 1
toBirHOO 0,8-1,2 uMm.

TpuBanicTh XUTTS TPOMOOIIUTA Y 30POBUX IHAWBIAYYMIB KOJUBAETHCS Bia 7
10 10 guiB. Y HOpMI 2/3 TpOMOOIIUTIB IUPKYJIOIOTH B KPOBi, a 1/3 HarpoMaKyeThes
B cesesinii (cenesinkopuii “pooling”). OCHOBHUM MiCIIEM PyHHYBaHHS TPOMOOIUTIB
€ ceJie31HKa 1 MeYiHKa, JIe BOHU €NIMIHYIOThCS PETUKYJIO-EHI0TETIaTbHOI CUCTEMOIO
(RES). IMoctiitna BTpaTa TpOMOOIIUTIB KOMIIEHCYETHCS iX YTBOPEHHSIM, y 3B’SI3KY 3
YUM MPOXOAUTH OOMIH TPOMOOIUTIB. Y BHUIAJKY IJBUIICHOTO PO3IAaay IIACTHHOK
MOCUJIIOETHCS X YTBOPEHHS.

[Ipu nmocaimkeHHI 3a JOIMOMOTOI0 EJICKTPOHHOTO MIKpOCKOIIa B TPOMOOITUTI
BUJIUISIOTH 4 pEeTiOHU:

* 30BHIITHS 30HAa — KJIITHHHA MeMOpaHa. 30BHINIHS MOBEPXHs IiB MeMOpaHu
YTBOpPEHA 3 TIIKOKAJIKCY, 10 3arnobirae aaresii i arperaiii TpomOoruTiB. CepenHii
map KITHHHOT MeMOpaHu mpeacTaBieHHui ¢docdomimigamMmu, B SKAX PO3MIIIEHI
rimikonpoTeinn (GP), mo wmaroTe BmacTHBOCTI perenTopiB aAres3ii Ta arperarii
TPOMOOIMTIB. Ba)JIMBOIO CKIIAIOBOIO YaCTHHOIO MEMOpaHM € apaxiJOHOBa KUCJIOTA,
HEOOXIHA /U CHHTE3Y MPOCTAHOI1B.

* Sol-Gel-30Ha BMilTye Tpu BOJIOKHUCTI CHCTEMH — CyOMeMOpaHHi (DiTIMEHTH,
MIKpoTyOymi 1 MikpodinsmenTu. CyOMeMOpaHHY CKEIETHY CHUCTEMY YTBOPIOIOTH
CIIEKTPUH, aKTUH 1 aKTUH3B A3yIOUUI MIPOTEIH.



* 30Ha OpraHen CKJIaJa€eTbCcsd 3 TPaHyl HarpoMa/JKeHHSA, MITOXOHIPIA 1
rJiKoreHy. Buauisiore 4 TUnM rpaHyl: a-rpaHyid, O-TpaHyjH, Ji-30COMH 1
MIKpPONIEPOKCUCOMHM. a-TpaHyJu BMIIIYIOTh TpoMOomuTtapuuii ¢akrop 4, f-
TpoMOornoOymid,  Qakrtop  V.BiineOpanga,  QiOpo-HEKTUH,  BITPOHEKTHH,
TpOMOOCHOHIIH, (hakTop pocTy TpoMOomu-TapHoro noxoxeHHs (PDGF), gakrop V,
¢dakrop XI, ¢piOpuHOreH, BUCOKOMOJEKYJISPHUI KIHIHOT'€H, 1HTIOITOp akTUBaTopa
wiasMino-redy 1 (PAI-1). d-rpanynu (y 3B’s3Ky 3 0COOJHMBO IIUTEHUM BUTJISIOM B
€JIEKTPOHHOMY MIKPOCKOMI I1X HA3WBAOTh “UIUIBHUMHK’) BMIIIYIOTh CEPOTOHIH,
aZIeHUIOBl HYyKJIeOoTUau, Tmipodocharu 1 Kanbiid. JlizocoMu BMIIIYIOTh KHCII
rizposiazu. MiKponepokcucoMm — KaTanas3u.

* BHYTpilIHA MeMOpaHHa cucTemMa. B HI BUIUIAIOTH 3 KaHaNIKYJSpHI
CTPYKTypH. BimkpuTa KaHamIKyIspHa CHUCTeMa 3B S3YEThCS 3 TIO3AKIITHHHUM
IPOCTOPOM 4Yepe3 MaJieHbKI OTBOPH Ha MOBEPXHI KIITHHH, 4Yepe3 SIKI BUAUISIOTHCS
PEYOBUHHU, IO 3BUIBHSIOTHCS 3 TpaHyn HarpomamkeHHs. LlinpHa cucrema (DTS) €
MICIIEM CHHTE3Y MPOCTAHOI/1B.

Ponws TpoMOoruTiB y mporeci remocTtaszy. B mporieci reMoctasy TpoOMOOLUTH
BIIITPAIOTh PAJ BAXKIUBUX (QYHKIIN: 1) OIATPUMYIOTH HOpPMalbHY CTPYKTYpYy 1
(GYHKIII0 MIKPOCYAMH, HEMPOHUKIMBICTh CYJWHHOT CTIHKH JIJIi €PUTPOLIUTIB; 2)
OIATPUMYIOTh  CHa3M CYIUH TMpU  iX [OIIKOJPKEHHI (3aBASKA  BUAUICHHIO
BAa30aKTUBHUX  pPEYOBHH);  3)  3a0e3meuyloTh  YTBOPEHHS  TIEPBHHHOTO
TPOMOOIIMTAPHOTO TPOMOY MPH TMOUIKOKEHHI CyAuH; 4) GepyTh y4yacTh Y MpoIlieci
3CilaHHs KpoB1 (CAyXaTh MaTPHICIO [JIs aKTHBAIllli MPOKOAryJsHTIB, TOOTO
IPUCKOPIOIOTH YTBOPEHHS TPOMOIHY);

5) copusitore 3arotoBaHHi0 paH (b.M.Ky3uuk, B.II.Ckunerpos, 1974;
J.Vermylen i cuisast., 1983).

[Ipu 3HMKEHH] KUTBKOCTI TPOMOOIMTIB a00 MOpPYIIEHH1 iX (YHKIlIi, BUHUKAE
reMOpariyHui CUHAPOM. 3HAYCHHS TPOMOOIMTIB [JIs 30epekeHHs  QyHKIIl Ta
HETOIIKOKYBaHOCT1 CYIMHHOT CTIHKH, HITBEPIKYETHCS KIIHIYHAMHA
crioctepekeHHsIMH. [Ipy 3HIDKEHHI KUIBKOCTI TPOMOOIIMTIB MEHIE “KPUTHYHOTO
qyciia” MiIBUILYETHCS MPOHUKIUBICTh Ta JIAMKICTh CYJIHUH, €PUTPOLIUTH BUXOASTH B
M03aCyIMHHUNA MPOCTIP, IO MPOSIBISIETHCS METEXISIMU Ta CHHSIKAMHU.

B3aeMonis mix TpomOonuTamMu 1 eHmoTenieM € (GakTUIHO (i310J0TTUHIM
0ap’€poM MIXK ITUPKYIIOIOYOI0 KPOB'10 1 CYOCHIOTENIaIbBHUM MAaTPAKCOM.

TpombonmTH 3a0€3Meuy0Th NEPBUHHUN T€MOCTa3 B 30H1 MIKpOIupKysii. Lle
TAaKOX TMIATBEPKYETHCS KIIHIYHUMH OCTEPEKEHHSIMHU: Y XBOPHX 3 BHPA3HOIO
TPOMOOIIMTOIICHIEIO 1 IpU  JIeAKuX (opMax TPOMOOIUTOMNATIi 3HAYHO 3OBKYETHCS
gac kpoBoTeui (mpoba Jlyke), a y xBopux Ha remModiirito, TOOTO TPU 3HAYHHUX
po3ianax B B CUCTEMI 3C1IaHHS KPOBi, 4aCc KPOBOTEU1 Y HOPMI.

TpomOomuTu 3a06€3meuylOTh yTBOPEHHS MMEPBHHHOTO TPOMOOLUTAPHOTO
TpoMOa. 3mICHIOETBCS IIed MPOIEC 3aBISKU aJre3uBHO-arperamin - QpyHKIIii
TpoMOOUTIB. [licas MOMKOIKEHHHS CyIUHHOI CTIHKA TPMOOOIIUTH KOHTAKTYIOTh 3
KOJIareHOM, SIKMd € OCHOBHUM CTUMYJSATOPOM ajre3ii. AKTHBOBaHI TPOMOOIMTH
HAOPSIKaIOTh, YTBOPIOIOTH TICEBAOIOMAII MPHUKPITUTIOIOTHCS 70 CYOSHAOTETIAIbHIX
CTPYKTYp. Anresiss TpOMOOIMTIB Ha CYAWHHIA CTIHIIl 3A1MCHIOETHCS TPH y4dacTl
rinikonporeiHoBux penentopis (GP), po3MilleHHMX Ha TOBEPXHI TpPOMOOIUTA



(A.Nurden, J.Caen, 1975; M.Meyer, F.Herrmann, 1983) (puc. 1). B ganuii yac ix
imeHTudikoBano noHaa 50, ane (yHKUIOHAJIbHE 3HAYEHHS BUBYEHE TUIbKH Yy 10
(I.Connellan i cmiBasr., 1983) (Ta6m. 1).

GP Ia-xkommiekc yrBoproe 3 GP Ila rerepoauMepHuil KOCIUIEKC 1 € PELIENTOPOM
no konareny. [Ipu BincytHocTi GP la ctumysnsiiis kogareHoC He BUKJIMKA€E arperarii
TPOMOOILIUTIB.

GP Ib-IX-xomiuiekc. GP Ib € rerepoauMepoM sSKUi CKIIAAA€ThCS 3 OJHIET a- 1
onHiel  PB-cyOomauHUIb, 3B’s3aHUX  aucyidbdigHUM  MoctukoMm, GP IX €
OJTHOJIAHITIOTOBHUM TMoutinentuaoM. Bimoma nepsunna ctpyktypa GP Iba. B fioro N-
TEpMIHAILHOMY BIJJLIl, 3HAXOAMUThCS penenTop mius (akropa V.Bimnebpanma. GP
Iba, BimoMuii Takok SIK TPOMOOIITAPHUI PELICTITOP.

GP Ilb-IITa-kommutekc GP IIb cknamaetscst 3 ofHiel BEIUKOI @-CyOOAMHHUII 1
OJIHIET MaJNleHbKO1 P-cyOoauHulll, 3B’ g3aHuX Aucylbdinaum moctukoM. GP Illa €
onHosanioropuM nodinentuaoM. GP I1Ib 1 GP Illa yTBOpOIOTE KambIliil 3aJIeKHHIA
KOMITJICKC, SIKMi BITHOCATH 0 poiauHH perentopi aaresii. GP IIb-Illa kommiekc
Ope/cTaBisie peuentopu s ¢GpiOpuHoreHy, ¢GiOpOHEKTHHY, BITPOHEKTHHY 1 .
v.Binne6panna.
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ITTa 61 b + Peuenrop ans ¢. v-Bimte-Opanna,
(biOpOHEKTUHY 1 BITPOHEKTHHY

v 36 - Peueritop 10 TpoMOOCTIOHIUHY

\% - Thrombinsubstrat.

IX 42a Ib + Micris 3B’SI3Ky JUIsI METMKAMEHTIB,
AHTHUTLI

GMP-140 | 62 - - 3B’A3KH UTIsI HEUTPOPLIBHUX

T'PaHYJIOINTIB

IIpumitka: GP — rmikonporein, GD — knactepu audepenmiaiii, GMP — a-rpanyn
MeMOpaHHUI POTETH.

Ili peuenTtopu MarTh BUCOKMH adiHITET A0 aAre3UBHUX TMPOTEiHIB
cyOengoreniio — KoyiareHy, gakropa V.Bimnebpanna, ¢piOpuHOreHy, BITPOHEKTHHY,
MOKJIMBO, TaKOX 10 (PiOpOHEKTUHY Ta TPOMOOCIIOH/IIHY.

Komminekcu GPIb-1X i GPlIb-Illa matote ocobnuBe 3HaueHHs. Bpopkenuit
Ne(eKT 1UX KOMIUICKCIB MPOSBISIETHCS BaXKKUM T'eMOparidyHuM JiaTe30M — CHHIPOM
bepnapna-Cynbe, Tpombactenis ['nmanimana (J.Caen i cmiBast., 1976).

[TapanensHOo 3 aares3iero BiOYBa€ThCs arperaisi TPOMOOIMTIB — CKIICFOBaHHS
TPOMOOIMTIB MDK €00010. Arperamis 3yMOBJEHa CTUMYJISIIEI0 TPOMOOIIUTIB
BIJIMOBIAHUMHU aroHICTaMU. ATOHICTH AII0Th Ha crienu(iuHi penenTop, po3MilieH1
Ha TIOBEpXHI TPOMOOIUTIB 1 uepe3 HU3KY OIOXIMIYHUX peakiii 3yMOBIIOIOTH
YTBOPEHHSI arperartiB 1 cereuuo BMlCTy TpoMOoruTapuux rpanyia. Komaren i
TPOMOIH XapaKTEepU3YIOThCS SK “CHIIBHI” aroHICTHM TOMY, IO MOXYTh BHKJIMKATH
3BUIBHEHHS BMICTY T'paHys 0e3 monepeaHboi arperaiii. Perentopom ajist KoyareHy €
GP Ia.

Komaren moske ogHOYacHO 3amycKkaTy arperaiiro 1 cekpertito. Jlo TpomOiny Ha
IOBEPXHI TPOMOOLIUTIB € JAeKilIbKa perenTtopis, cepea uux GP Ib, moxiaueo i GPV.
[H1T11 He i1eHTHdIKOBaHI.

AJ1® 1 agpeHaiH XapaKTepH3YIOThCs K “ciiabi” aronictH. Cekpellis BMICTY
Ipa”yd MPH CTUMYJAIIT IIUMH aroHiCTaMHd MOXKE€ 3JIHMCHIO1 BaTHCh TIIBKH ITICTIS
momepeHbO1  arperaiiii. AJpeHaAIH 3yMOBJIIOE arperamiro TPOMOOILMTIB Yepes
cnenudiuHl @-aIpeHepriuyHi PEerenTopy, PO3TAIIOBaHI Ha IMOBEPXHI TPOMOOIIMTIB.
AxTuBaris TpoMOonutiB AJI® Takok 3A1HCHIOETHCS Yyepe3 creudidHi pelenTopH.

BaxnuBe 3HaueHHs B MPOIIECI arperairii BiirparoTh €HIOTCHHI aroHicTh. Tak,
npu akTuBaIlii TpoMOOuUTiB 3 (ocdomimigHOrO AEno 3BUIBHAETHCS apaxiloHOBA
kuciora. Ilig Ji€er0 IMUKIOOKCHUTEHA3W 3 apaxilo-] HOBOI KHCIOTH YTBOPIOIOTHCS
IUKITYHI eHgonepokcuan — npoctarmanauan (PGG2 1 PGHy). 3 PGH; niero
TPOMOOKCaH-CUHTETa3u YTBOPIOEThCsi TpomOokcaH Ar (TXAjz), skuil € CHUIBHAM
arperyrounM 1 CyaWHO3BYXKylouuM  (aktopom. Ilpum mopymieHHl CUHTE3y
TpOMOOKCaHy A; BHHUKAIOTh PO3Tagu (PYHKI[IOHATHHOI aKTHBHOCTI TPOMOOITUTIB,
10 KJIIHIYHE | IPOSBISETHCS CXUIBHICTIO IO KPOBOTEU (CIaaKkoBi Ta HAOyTI TPOMOO
IATONATI).

Arperaris TpoMOOITUTIB 3ailicHIOETRCSA 3a gonomoroio GP IIb-Illa peneniropa,
SIKUM BUSIBIIIETHCA TUIBKM Ha TpoMOommTax 1 merakapiorutax. IIiapHICTE 1IBOTO



KOMILJIEKCa Ha TPOMOOIIMTAX € JAy>K€ BUCOKa, ane Ais Horo [lposiBisieTbest TUIBKK Ha
aktuBoBaHUX TpombOormrax. GP IIb-Illa xomIuiekc Moxke 3B’sI3yBaTUCh 3 PI3HHUMH
mirangamu. [licns  ctumynsnii  aktuBoBanuit GP  IIb-Illa  xommuieke 3B’s3ye
(10pUHOTEeH, SKUH YTBOPIOE MDKTPOMOOIUTapHI MOCTUKM 1 TaKUM UYHWHOM
3MIACHIOETHCSI KOHTAKT TPOMOOILMTa 3 TPOMOOLMTOM, TOOTO arperaiis. Arperatu
TPOMOOIMTIB  BIIKJIAJAaOThCS HA MiCIl ypaX€HHS CYAMHU 1 YTBOPIOIOTH
TpoMOOIUTapHUNA TPOMO.

CexpeTtopHa ¢GyHKIIiS TPOMOOIUTIB. Y BiJNOBIIb HA aJIEKBaTHE MOIPA3HEHHS 3
rpaHysl TPOMOOLUTIB, SIKI MPOUIIIIM arperaiito, 3BUIbHIEThCS 1X BMICT. Lleit mpouec
B1JIOMUI paHillie MMl Ha3BOO ““peakilisi 3BUIbHEHHS, IPEACTABIISIE COOOI0 CEKPETOPHY
GYHKIII0O TPOMOOIMTIB, SIKYy CJiJ BILAPI3HATH Bl (PapMaKoJOTiyHO 3yMOBJIEHOTO
3BiTbHEHHS TpaHyn. Cekperilo BMICTYy TpaHyl HaKONMHYEHHS 3a0e3MeuyroTh
KOHTPAKTHJIbHI OUTKM TPOMOOULMTIB, 30KpeMa akTHH (paHille BIAOMMH IiJ HA3BOIO
TpOM-00CTeHIH). BakimBe 3Ha4UeHHS HpPH CEKpelli BMICTY TIpaHyl MarlTh TaKOX
MIKpOKaHaJbIII.

B tpoMOonmTax BUAUIAIOTE 4 TUIN TPAHYIN: @-TPaHyIHd, O-TpaHyJH, JTi30COMH 1
MIKpONEpOKCHCOMH. IX BMicT npeicTaBnenuii Ha puc. 2.

Crnioyatky 311MCHIOETBCSI CEKpelisi a- Ta O -TpaHyi. 3 a-TpaHyj BUAUISETHCS
aHTUrenapuHoBui Qgakrop 4, f-rpomOornodymiH, gakrop V.Bimnebpanna, iHridiTop
aktuBaropa miaasmidHoreny (PAI-1), mitoren-uuii ¢aktop, TPOMOOCHOH/IIH Ta IHIIIL.
TpomOocroHaiH Ticast cekpemii 3 a-TpaHydl MOXKe 3B'I3yBaTHCh Ha IOBEPXHI
aKTUBOBAHOT'O TPOMOOIIMTA 1 YTBOPIOBATH KOMIUICKCHUU 3B'SI30K 3 (h1OPHHOTESHOM.
Tpombouutapuuit  daktop 4 Mae BUPKEHY aHTUTENApPUHOBY aKTHUBHICTb.
[-TpomMOOriI0o0yIiH Mae ayxke ciady aHTurenapuHoBy aito. Cepen OUIKIB a-TpaHyI
BaKIuBe Miciie 3aiiMae TpomOomuTapauii hidpuHoreH. BraxaroTs, mo ¢GidpuHOreH
a-TpaHyyn TPOMOOLMTIB, SK 1 JesKi iHII OUTKH, € ancopOOBaHUM 3 IUIa3MU, XOdYa
MeXxaHi3M 1poro siBuiia He Buscuenuii (M.Podolak-Dawidziak, 1993).

3 o-rpanyn 3ButbHsEThCS AJID, aapeHaniH, HOpaApeHaiH, CEPOTOHIH.
[Ti3Hime nerpa”yTh Ji30COMH, sIKI BMIITYIOTh J11I30COMaJIbHI (hEPMEHTH.

3BUIBHEHI TMpPHU CEKpelii BMICTY TpaHyl HarpoMa/pKeHHs PEYOBUHHU
MOCHWIIOIOTh arperamilo 1 CHOpHUSoTh POCTYy TPOMOOUMTAPHOTO TpomOa. 3HAYCHHS
BMICTY TpaHyJl IS HOPMAaJbHOTO IEpediry mporecy reMocTas’y MiITBEPIKYEThCS
KIIHIYHUMHU CIIOCTEPEKEHHSIMHU: CIAIKOB1 Ta HAOYTI neexTu myay HarpoMaKeHHs
CYIIPOBOJIKYIOThCS TeMopariaaumu nposisamu (J.Caen i cmiBaBt., 1979; R.Hardisty i
cmiBaBrT., 1983; H.Holmsen, H.Weiss, 1972; H.Weiss i ciiiBaBT., 1974; 1979).

Cralurizaiiss TpOMOOIIMTAPHOTO TpoMOa 3MIMCHIOETHCS 3aBASIKA BKITIOYCHHIO
MEXaHI3MIB 3CifaHHs KpoBi. TpoMOIH yTBOPIOETHCS JIOKAJIBHO HA TOBEPXHI
CTUMYJIbOBAaHUX TPOMOOITUTIB 1 MOIIKOKEHUX €HI0TENIadbHUX KIITUH (BHYTPIIIHIN
1 30BHINIHIN IMUISIX aKTHUBAIlii CHCTEMH 3CiJIaHHS KPOB1).



Jlexuiga 3.

Tema: Y4vacTp TPOMOOUHUTIB B peanidanil “BHYTPIlIHBOr0 HLIAXY’ 3CiiaHHHA
KPOBI.

TpomOouMTH BIAITPAIOTh BXKIMBY POJb B peaiizalii “BHYTPIIIHBOTO” HUIIXY
3cimaHHd KpoBl. @ocdomimign MeMOpanu TpoMmOouuTiB  (hochaTUaUIXOIIH,
dochaTuami-eranonaMi, Gocharuauiaceprut, CPIHTOMI€NIH), BIIOMI MiJ HAa3BOIO
TpomOonutapuuii hakTop 3, po3MilleHi Ha BHYTPIIIHIM MOBEPXHI OO0JIOHKH KJIITHH.
[IpokoarynsiiiiHy akTUBHICTh, B OCHOBHOMY, MaroTh ¢ocharuauicepun (PS) i
docharununeranonamin (PE). Mexanizmu excriosuiiii PS 1 PE Ha moBepxHi KIITHH
BUSICHEHI He moBHICTIO. He BusicHenuii Takok MexaHism Tak 3Banoro “flip-flop” —
nepemimienHs PS 1 PE Ha mnoBepxHiI KIITHHM 1 y4YacTh y I[bOMY THIpoleci
aMiHO(OCQOIIMiT TPAaHCIOKA3H.

®docdominigHa MmemOpaHa TPOMOOIUTIB € MAaTPULICIO JJI aKkTUBallil (aKkTopiB
scimanns kposi. Ha mili Qopmyerbcs kommiekc: (aktopu IXa-VIIIa-Ca?-
docdomninign 1 nporpomOiHazHMii kKoMmIuiekc: (aktopu Xa-Va-Ca -docdomimiam,
3aBASIKM  4YOMY 3HAyHO TPUCHINIYEThCS YTBOpPeHHS TpomOiHy. B cdepi
TPOMOOLIUTAPHOTO TPOMOY YTBOPIOETHCS BHCOKA KOHIIEHTpAIlil TPOMOIHY, SIKUM
nepeBouTh (idpunoren y ¢iOpun. [IponusyBanHs (HiOpUHOM TPOMOOLMTAPHOTO
TpoMOy 3abe3neuye Horo CTablIbHICTb.

TpomOorut OepyTh ydacTh B peTpakimii 3ryctka Kposi. Ilpum mpomy
KOHTPaKTHJIBHI cuTu uTockeneTy (Aktomyosin) mepemaroTbes Ha BojoKHA (BiOpUHY,
3B's3aHl 3 IMOBEpXHEK TpomoOonurta depe3 komiwiekc GP IIb-Illa. ¥V xBopux 3
BHUPA3HOIO TPOMOOIIUTOIICHIEID PETPAKIIIS 3TyCTKa KPOB1 BiJICYTHSI.

Y HOpMI TPOMOOYTBOPEHHSI OOMEKYETHCS MICIIEM TOIIKOKEHHS cyauHu. Lle
JOCSITAE€ThCS PISHUMHU PETYIATOPHUMH MEXaHI3MaMH, 30KpeMa, TPOMOIH aKTHBYE
aHTUArperamito, aHTUKOAryJSIHTHI 1 MpodiOPpUHOMITHYHI TPOLECH B IHTAKTHOMY
EHJO0TENII0 TTOPAJT 3 YPAKCHHSIM CYIUHU.

Taxum yrHOM, 3HaYCHHSI TPOMOOITUTIB Y T€MOCTATHYHOMY MEXaHi3Mi OJIsITae
B iX ajaresii, arperarlii, ceKperii i CHHTE31 MPOCTarIaHANHIB Ta aKTHUBAIlil 3CiMaHHS
KpoBi. BkazaHi mporiecu 3HAXOAATHCS MM KOHTPOJEM PETYISATOPHUX MEXaHI3MIiB.
PiBHOBara MiK aKTHBYIOUMMH 1 TaJIbMYIOUUMH MpOIECAaMHU 3IIHCHIOETHCA dYepe3
MO3aKJIITUHHI CUTHANM IICIs 3B S3yBaHHS MeaiaTopa 31 CBOIM pEHEenTopoM Ha
MOBEpXHiI TpomOomwmTa. I[meHTH(diKOBaHI MEXaHI3MU aKTHBalii 1 TraabMyBaHHS
TPOMOOIIUTIB?

B perymimii  TpomMOomMTapHOTO TeMOCTa3y 3HA4Hy pPOJb  BIAITPHIOTH
npoctarnanauan - (S.Monkada, J.Vane, 1979; G.Minno 1 cmiBaBt., 1979).
[Mpoctrarmanmuan (PGG,, PGH,) yTBOproroThCS 3 apaxiioHOBOT KHCJIOTH TIiJT
BIJTUBOM IMKJIOOKCHUTEHA3. B CyIWHHINA CTIHII M AI€F0 MPOCTAIMK-TIIH-CHHTETA3! 3
HUX YTBOPIOETHCS OCHOBHUI 1HT101TOp arperariii - mpocTanukiin (mpoctarianau Ly,
PGly). PGL,, mpocrarmangua E;, (PGEi1) i mnpocrarmammua Dg (PGD2) micns
iHTEepaKIii 31 CBOIM pEIenTOpoM Ha TIOBEPXHI TPOMOOIMTA 3aIMyCKaOTh Pl
OlOXIMIYHMX peakiliii, B pe3yibTaTi 4Yoro 3 aneHosuHtpudocdary (ATD)
YTBOPIOETbCSI  LUKIIYHMI  ajgeHo3uH-moHopochar  (cAMP).  IlinBuieHHs



KoHUeHTpalli cAMP B TpomMOouMTax 3yMOBIIOE TallbMyBaHHsS BCIX (YHKIIN
AKTUBOBAHUX TPOMOOIIUTIB.

3HMKEHHS CHUHTE3y MPOCTAUKIIIHY B CYAWHHINA CTIHLI 3yMOBIIIOE MIBUIICHY
CXWJIBHICTh TPOMOOIIMTIB JI0 arperartiii, o crupusie TpoMOOyTBOPEHHIO.



Jlekuis 4.
Tema: KoaryasuiiHuii remocras.

KOATYJIIHIHNHAN TEMOCTA3

3cilaHHs KpOBI — 1€ CKJIAJHUN (EepMEHTHHI Ipouec, B IKOM OEpyTh y4acTb
psan OUIKIB-TIpOTEa3 1 akIleaeparopiB mnpoiecy. B OCHOBI 3CilaHHS JIKUTh MEPexis
pPO3YMHHOIO OU1Ka (IOpUHOTreHy B HEpO3UMH HUM (HIOpUH, TOOTO YTBOPEHHS 3ryCTKa
KpOBI.

depMeHTHUN XapakTep mporecy Brepiie OyB goBeAeHuid mpodecopom
Taprycbkoro yuiBepcutety IlImigtom y 1872 p., a B 1905 p. P.Morawitz
3aMpoIOHYBAaB MEPIIY CXEMY 3C1IaHHS KPOBi.

[Ti3Hime BCTaHOBIEHO, WO IS 3AIMCHEHHS TeMOcTasy HEOOXITHUM psia
dakTOpiB 3CiJaHHS KpPOBIi, 130JIbOBAaHUN a00 KOMIUIEKCHHM NEe(IIUT SKUX B KIIHIII
NOpOSIBIIIETbCA TeMopariunuM  giatezom. B 1962 p. MuikHaponHuid KOMITET
HOMCHKJIATYpu (aKTOPiB 3CiaHHS 3alpoIlOHYBaB IMO3HAYUTH I1X PUMCHKUMHU
muppamu. Cporogui BUAUIIOTH 13  OCHOBHUX (akTOpiB 3CiIaHHS KpOBI —
POKOATYJISHTIB, SIK1 BIAPI3HAIOTHCS MDK COOOI0 PI3HUMHU O10XIMIYHMMH Ta (Pi3uKO-
XIMIYHUMH ~ XapakTepucTukamu  (mepioJ  miBpo3maay,  TepMOCTAOUIbHICTD,
CTaOUIbHICTh 30epiraHHsl eJeKTpoPopeTHYHa PyXOMICTh, MOJEKYJISpHAa Bara Ta
irme). Ilepeni mpokoarynsHTIB Ta X XapaKTePUCTHKY LIIOCTPYeE TaOImIIs 2.

Cunte3 0aratbOX MPOKOArYJISHTIB 3IIHCHIOEThCS B TMediHmi. DakTop
v.Binne6panaa ytBoproetbest B cTiHIi cyauH. Cunre3 dakropis II, VII, X, X,
nporeidiB C Ta S € 3amexxHuM Bin Biraminy K. Bkazani ¢aktopu 3HaXomsIThCA B
mia3Mi B HeakTUBHIN (opMmi. B cyauHHOMY pycili B pe3yiabTaTi pi3HUX OOMIHHHUX
IPOIIECiB BOHM BUKOPUCTOBYIOTHCS 1 TOMY MalOTh PI3HUU Tepioa miBpo3many. B
mpolieci 3CiaHHs KPOB1 HEAKTHBHI IOME-pEeIHUKU (PAaKTOPIB MEPEXOaTh B aKTHBHI
dopmu. Beranosneno, mo daxropu 11, VII, IX, X, XI, XII, kamikpeinorexn ta 6inok C
€ 3UMOTeHaMH CEePHUHOBHUX IIpOTea3, a ix IepexiJ B aKTUBHI (OPMHU Mae XapakTep
obmexxenoro mpoteonizy (E. Davie 1 cmiBaBt.,, 1979). ®aktopu V, VIII,
BUCOKOMOJICKYJISIpHUN KIHIHOTE€H, OUTOK S € KodaxTopamu, sKi HPUIIBUIIIYIOTH
OKpeMi eranmm akTuBallii 3ciganHs. ®iOpunoreH, ¢akrop V , dakrop VIII mixg gac
3cimaHHs KpoBi 3yxkmBaroThecsa, a dakropu VII, IX, X, XI, XII 3anumarorsecs B
CHUPOBATIII.

VY 1964 p. R.Mc Farlane i ne3anexxno Davie 1 Ratnoff 6yna 3anmpomnonoBana tak
3BaHa Teopis “kackany”’, abo ‘“Bomocmaiy’, akTHBAIlli 3CiTaHHS KPOBI, sIKa € OCHOBOIO
CydyaCHUX TMOTJAAIB Ha 1ei mporec. CydacHa KacKagHO-KOMIUIEKCHA Teopis
pO3risiae 3CiAaHHA KPOBi SIK 0araToCTyNeHEeBU MpoLec 0OMEKEHOro MPOTEOi3y, B
SKOMY TIOCTIZIOBHO aKTHUBYIOTBHCS 1 B3a€MOJIIOTH OKpemi (hakTOpW 3CimaHHs 1 iX
KOMIUTeKCH (puc.3).

BuninsroTs 1Ba IUISXW aKTUBAIIIT 3C1IaHHS KPOBI:

1. BayTtpimrHii (intrinsic system).

2. 30BHIiMmHIK (extrinsic system).

BayTpimHii MexaHi3M akTHBallli 3CiAaHHS TMOYMHAETHCS 3 KOHTaK HOI
aktuBauii ¢aktopa XII. Tlpu KOHTaKTI 3 BiJ’€MHE 3apPSIKEHOI YYy>KE PITHOIO



MOBEPXHEIO (In VIVO — MOLIKOKEHUN CYAUHHUI €HJI0TeNll, KoJareH, cyiab(hoHOBaH1
TJIKOJIIIAN KJIITUHHUX OOOJIOHOK, aKTUBOBAaHA MOBEPXHS TPOMOOLMUTIB, KPUILITAIH
CEYOBOI KHCJIOTH; 1n Vitro — CKJI0, MeTaj, KaoJiH Ta iHII1) HeakTuBHUH (akTop XII
niuiarae Kougopmanii yepes BIAAUIEHHS OJHOTO MENTUIHOIO 3B A3KY YTBOPIOETHCA
nBosianuore Buil (dakrtop aXlla. ®daktop aXlla 3amyckae kackaj BHYTPILIHBOTO
MEXaHI3MY 3CiJIaHHs KpOBl, akTHUBYIOUHM (pakTop XI, a TaK0XX aKTHBYE MPEKATIKPETH.
[Ti3nime Bin ¢dakrtopa aXlla Bigainsersca pparment Hf (Hage man factor fragment)
a6o pXlla. OcranHiii Mae HU3bKY 3AaTHICTh 10 aKTUBAIlil 3C1JaHHS 1, B OCHOBHOMY,
akTuBye (PIOPUHOII3 Ta KIHIHOTEHES.

Jlns axktuBanii 3CiJaHHsS MPU KOHTAKT1 3 HETATUBHO 3apsKEHO1 MOBEPXHEIO
HeoOximuuil Qakrop XII, XI, mpekanikpeiH 1 BHUCOKOMOJIEKYJISIPHUN KIHIHOTEH
(E.Erdos, 1979; A.Kaplan, 1978), xoua ocHoBHy pon Biairpae ¢akrop XII. Bin
aKTUBYE 3CiIaHHS KpoBi, (iOpMHOIII3 Ta KiHIHOT€He3, y 3B’s3Ky 3 uuM (akxtop XII
XapaKkTepu3ylTh SK YHIBepcalbHUN akTmBaTop. AkTHBaris ¢akropa XII moxe
TaKOX 3A1MCHIOBATUCI HUIAXOM (PEPMEHTHOTO PpO3LICIUICHHS IMiJl JAI€l0 PI3HUX
npoTeas, 30KpeMi mia3miny, kanikpeiny. Axktuauid ¢pakrop XII nepeBoauts dhaxTop
XI 1 aktuBny dopmy — Xla, a daxtop Xla, B cBOIO Uepry, HepeBOJII/ITB HEaKTUBHUMU
¢dakrop IX B aktuBHuMil — [Xa. AxtuBoBaHuil aktop 1Xa 3B’s3yeThes 3 Gakropom
VIII, docdoninigzaMmu TpoMOOIUTIB 1 KaNbI[IEM 1 KOMIUIEKC, SKHH € TPIMUM
aktuBaTopoM (pakTopa X, a hakrop Xa ak THBYe Tepexia mpoTpoMOiHy B TpOMOIH.

AKTHUBAIIIS 3CITAHHS € YIOPSAKOBAHUM PSJIOM pEeakIlii, 1o BiOyBalOThCA HA
MOBEPXH1 KIIITHH, 3aBJISIKA PO3IMI3HABAHHIO PEIENTOPIB BUILHUMU a00 3B’SI3aHUMU 3
KIITHHHUMH OO0OJIOHKaMu Jiragaamu. 3a nmanumu J[.M.3y6GaipoBa (1978, 1980)
docdominigai MeMOpaHu 000JOHOK TPOMOOIMTIB Ta 1HIITUX KJIITHH BIAITPAIOTh POJb
MaTpullb, Ha SKUX 3JIACHIOETHCS aTHBallid MPOKoaryisHTiB. KpiM TpomOoumTiB
MOBEPXHEI0 JI YTBOPEHHS AKTUBALIMHUX KOMIUIEKCIB MOXYTh CIY)KHTH TaKOXK
MeMOpaHH TpaHyJOIMTIB Ta MoHouuTiB-MakpodariB (P.Tracy i cmiBaBT., 1996).
Binomo, mo ¢akropu, cunre3 skux 3anexuth Bia Bitaminy K (II, VII, IX, X) cratots
010JIOT1YHO aKTUBHUMH TUIBKHU ITICJISI TTOCTTPAHCISIIIAHOT Moudikariii, sika mossrae
B KapOOKCHITFOBaHHI 3QJIMINKIB TJIFOTAMIHOBOi KUCIOTH B N-KIHIIEBUX JIJITHKAX YK
CHHTE30BaHUX MOMINENTUIHUX JaHIoriB. Biramin K € HeoOXimHuM kodakTopoM
IIOTO KapOOKCHIIIOBaHHS. HasBHICTh KapOOKCHIIBOBAHUX 3aJIMINKIB TIOTaMiHOBOT
KHMCIIOTH, TaK 3BaHuX “gla” € 060B’A3k0BOI0 yMOBOIO A NpueaHaHHA ioHiB Ca?' i
YTBOPEHHS aKTHBAIIMHUX KOMIUIEKCIB Ha moBepxHi (ocdomiminis (N.Sumierhagen |
cmiBaBT., 1996). Lle xommiekc [Xa-VIlla-X (Tenasa), B skomy aktuByeThes paktop X
ta KomIiuiekc Xa-Va-II (mporpombiHaza), B SKOMy NpPOTPOMOIH TMEPEXOIUTh B
tpoMOin. ®aktop V 1 VIII € kodakTopamu, 1Mo npucmimyroTh 111 peakilii. Baximso,
o B muX Komiuiekcax ¢akropu I1Xa 1 Xa HEQOCTYIHI iHAKTUBAIl IJIa3MECHHUMH
iHT101TOpamMu 3CiTaHHS KPOBI.

30BHIIIHIA NIIAX 3CIJaHHS 3al0YaTKOBYETHCSA 3BUIBHCHHSM TKAHUHHOTO
¢dakTopa 3 MOMIKOHKEHUX KIIITHH YA TKAaHWH. AKTHBAIIISI 3CITaHHS TIO 30BHINIHHOMY
NUISXY 3IIMCHIOETBCS TaKOXX Ha IMOBEPXHI KIiTHH. [lepeoriHIoThCS TOTIISAN Ha
TKAaHWHHUA TPOMOOTUIACTHH, SKUW paHille BBaXalIXd JIMOMPOTETHOM. 3aMicTh
TEPMIHY “‘“TKAHUHHUN TPOMOOIUIACTUH B JAHUW Yac MPUUHATUN TEPMIH ‘“TKAHUHHUU
dakrop” (Tissue Factor; TE). TF € iHTerpaJbHUM TJIIKOIPOTSTHOM 0O0OJIOHOK



6aratbox kimitudH. TF B mpucytnocti Ca?* yrBoproe 3 (axropom VII axkTuBHUI
kommiiekc TF-VIla (E.Canrerer, HrPrydz,1996; J.Chang, 1996; L.Mohan,
S.Rapaport, 1996; E.Tuddenham, 1996). Ilicns 3B’s3yBanns 3 TF, ¢axtop VII
MiJUIsiTaE ayToakTUBAIli 1 akTuBaIlii paktopom Xa Ta TpokOiHOM. B HemomkomkeH1i
cynuuHii cucremi TF € Hepoctynauil 1y mazmu. B TpomOonutax He BusBieHo TF
(HaBiTh michs ix akTuBailii). KiiTuHM €HA0TENII0 1 JTEUKOIIUTH, 30KpeMa MOHOIIUTH,
MOXXYTb OyTH CTUMYJIbOBaH1 10 cuHTe3y 1 ekcnpecii TF nuTokiHaMu, eHJOTOKCUHOM,
aKTUBHUM KOMIOHEHTOM C5a KOMIIEMEHTY.

30BHIIIHIA Ta BHYTPIIHIA MEXaHI3MH HE € 130JbOBAHMMM, BUSBJIEHI TICHI
3B’SI3KM MK ITMMU JIBOMa IUIsIXaMu akTuBaiii 3ciganus. Tak, B.Osterud 1 S.Rapaport
(1977) mokazanu, 1m0 KOMIUIEKC TKaHUHHOTO (akTopa 3 ¢aktopom VII akTuBye He
Tulbku ¢akrop X, aine Takoxk 1 Qakrop [X. Kommnekc Xlla-kanikpein -—
BUCOKOMOJICKYJISIpHUM KIHIHOT€H — TMPUCKOpIoe aktuBamio ¢akropa VI, a
aktuBoBanuil ¢akrop VII — akrusamito gakropiB X ta XI. dakropy VII HagaroTh
BaXJIMBE 3HAUYEHHA B 3CiaHH1 KpoBi. BiH € €1IMHUM 3UMOT€HOM, SIKHUI Y HOPM1 MOXKe
BUSIBJIITUCS. B KPOB1 B akTHBHINA (opmi. € me oauH nuisx aktusaiii gakropa VII
minigamu 1 ginonpoteinamu. Llg axtuBamig, sik 1 rineprponykuis (akxropa VII,
CIIOCTEPITa€ThCS MPHU TIMEPHIMIAEMIAX 1 KOpENIo€E 31 CTyNeHEeM TPOMOOTEHHOTO
pu3uKy. Jleski aBTopu BBaXaroTh, 110 30UTBIICHHS PIBHA LIOTO (aKTOpa € MapKEepPOM
pusuky Tpomboem6bomii (J.Morrissey, 1996). Ilpu mopanpiniii akTuBallii 3CiJaHHS
30BHIIIHIA Ta BHYTPIIHIN NUIAX 00’ €IHYIOTHCS 1 MPOTIKAIOTh 1IeHTHYHO. DakTop Xa
YTBOPIOE 3 (pakTopoM 3 TpombouuTiB, ioHamu Ca®* Ta akropom V aKTUBATOpHUIA
KOMIUJIEKC, KWW 31 3HAYHOI IIBUIKICTIO MEPEBOAUTH MPOTPOMOIH B a-TPOMOIH —
OCHOBHUM (PEpPMEHT 3Ci/1at0u0i CUCTEMHU KpOBI. AKTHUBHICTh KOMIUIeKcy Va-Xa € B
3000 pa3ziB BuIlla, HDK aKTHUBHICTh camMoro ¢akTopa Xa BcTaHoBieHO, 110 aKTHUBAIlIS
neskux (pakTopiB 3cigaHHsA Ha MoBepxu (ocdomimiiB KIITUH Y COTHI THCSY pa3iB
IIBU/IIA, HDK B IIJ1a3MI.

B mporeci akruBaiiii nmpoTpoMOiHy BiJ HBOTO IOCTIAOBHO BIIICTUTIOIOTHCS
¢parment I Ta dparment II, B pe3yiabrari 4oro OJIHOJAHIIOTOBA MOJICKYJIa
IPOTPOMOIHY TPAHC(HOPMYETHCS B JIBOJIAHIIFOTOBY MOJIEKYIY a-TPOMOIHY.

TpoMOiH Bimmeruiroe Big MoyieKynw (GiOpHHOTEHY JaBa Tentuau A 1 JBa
nentuad B, B pe3ynbTaTi 4yoro YTBOPHOIOTHCS MOHOMepu (iOpruHE oOcTaHHI
3’€HYIOTHCSI CBOIMHU BUIBHUMHU 3B’ SI3KaMU CIIOYATKy MapaMu, YTBOPIOIOUU TUMEPH, a
MOTIM 3’ €THYIOTHCS B TIOJIiMepu — BoJokHa ¢i10puny (B. Blomback i ciBast., 1978).
Kpim nii Ha ¢ibpunoren, Tpom6iB aktuBye hiOpuHCTAOUTI3YIOUNI (haKTOP, MIABUIILYE
aKTUBaIliiiHy roToBHICTH (akTopiB V Ta VIII, akTuBye arperariito TpoMOOIIUTIB,
CTUMYJIKX YTBOPEHHS MPOCTANMKIIIHIB B €HIOTEMIAIbHUX KIIITHHAX.

@®i0puH, SKUW yTBOPUBCS TiJ BIUTMBOM TPOMOIHY, po3uHMHIETHCS 1 2%
MOHOXJIOPOITOBIM KUCIOTI Ta B 5—7 M ceuoBUHI, TOMYy HOTO XapaKTepU3YIOTh 5K
po3unHHN (HiOpuH S (solubile). 3aBepmyeTbes mporiec 3cii maHHS cTabimi3aIieto
¢Gi0puHy. AKTHBOBaHMIA Tp0M6iH0M dakrop Xllla 3abe3medye yTBOpEHHS
JOJIaTKOBUX AUCYIb(MIMHUX 3B’SI3KIB MK OKpPEeMHUMH JaHmporamu ¢iopuHy, B
pe3yapTaTi 4YOro OCTaHHIM BTpayae 31aTHICTI PO3YMHATHUCH B CEUOBHHI 1 CTae
Hepo3unHHUM (idpuHoM I (insolubile) (L.Lorand i criBast., 1981).



TakuMm 4YMHOM, aKTUBaIlisl 3CIJAHHS KPOBI In VIVO TMpeACTaBlieHa ps JIOM
peaxiiif, Mo 3AIMCHIOIOTHCS Ha MOBEPXHI KIITUH B MICIl MOIIKOA >XEHHS CTIHKU
cynuau. DakT, 10 aKTUBALllS 3CIIaHHS 31MCHIOETHCS HE 1 IUPKYIIOYIN 11a3mi, a
Ha MOBEPXHI KJIITUH, Ma€ BaKJIUBE (D1310JI0TTUHE 3HAUCHHS — JIOKAJI3Y€ 3CIAaHHS TaM,
JIe BOHO IMPEICTABIIAE€ MEXaH13M 3yMIMHKU KPOBOTEUI.



Jlexkuis S.
Tema: KoaryasuiiHuii remocras.

Cuctema (hiOpUHOIZY 3yMOBIIOE PO3YMHEHHS 3TYCTKAa KPOBI Ta OYM IIECHHS
KpOBOOOIT'Y BiJ KIHUEBUX MPOAYKTIB 3cifaHHA. TepMmiH “¢piOpuHO TeHOdI3”
BXKUBAIOTh JIJI XapaKTEPUCTUKU MPOTEOJITUYHOT erpaaaiii pidpuHoreny.

OcHoBHUM ¢epmeHTOM cucteMu (iOpuHOM3y € 1iazMiH ((piOpUHO-II3UH)
(I'.B.Angpeenko, 1979; T.Astrup, 1978). IlpodepmeHT mna3MmiHy — IJIa3MIHOTEH
(mpodi16pUHONI3UH) € TIIKONPOTEIHOM, IO YTBOPIOETHCSA B MEYIHI 1 HUPKYIIOE B
KpoBl y (opmi HeakTuBHOro mnpodepmeHTy 3 NHa-TepMiHANBbHOIO TIIyTaMiHOBOIO
KHUCIIOTOI0 — TuIyruiasMmiHoreHy. IlomiOHO 10 cucTemMu 3CiaHHS KpPOBI aKTHUBAIliS
MJIa3MIHOT@HY MOJKE 3/I1MCHIOBATHUCH JBOMA MEXaHI13MaMHM: a) 30BHIIIHIM — 3 Y4acTIO
TKAaHUHHOTO aKTUBATOpa Iia3MiHOreHy (t-PA) 1 6) BHYyTpIlIHIM — 3 TPOAKTUBATOPOM,
noaiouum ypokinasu (u-PA) (C.Cierniewski, 1994)., Ile 610XiMi4HO 1 IMyHOJIOTTYHO
PI3H1 aKTUBATOPH IJIa3MIHOTEHY (puc. 4).

OcHoBHUM jKepenoM t-PA e xiritmHM eHnpoTeniro. CHHTE30BaHa B KIIITHHAX
Mosiekyna t-PA ckiagaeTscs 3 OJHOTO TOJINENTHAHOrO JaHimora (sct-PA), micns
TiIpOIi3y TEPeXOJWTh B MOJCKYIY, IO CKIAJAAEThCS 3 JIBOX IMOJIIEITHIHUX
naHoriB (tct-PA). O0unBi GopmMu aKTUBYIOTH TUIa3MiHOTEH €()eKTUBHO TUIBKH TO/II,
KoM € 3B’s3aHl 3 moBepxHelo (iOpuny (M.Hoylaerts 1 cmiBaBt., 1987). B
npucyTHocTi (piOpuHY akTuBaiis [mMX eH3uMiB 3poctae B 200—400 pazis.
[TnasminoreH 1 t-PA ancopOyroThbest Ha oBepXHi (iOpUHY 1 aKTHBALliS TIJIA3MIHOTEHY
70 TUTa3MIHY TPOTIKA€, TOJOBHUM YWMHOM, B 3rycTky. Ilicms mizucy 3ryctka t-PA
1HAKTUBYETHCS MI-aHTUILTA3MIHOM.

3BUIBHEHHS AaKTUBATOPIB 3 CYAWHHOTO EHJOTENiI0 Ta TKAaHUH MOXe
CTUMYJIOBAaTUCh MpoTeiHoM C, MPOCTAIMKIIHOM, a TaKOX PI3HUMHU (aKTopamu,
TaKHUMU SIK TIMOKCisS, MEXaHIYHa TpaBMa, MOIIKO/KCHHS €HJIOTOKCHHOM, 3aKyIlOpKa
cynuH, (i3uyHe Ta TCHUXIYHE HABAaHTAKEHHS, HIKOTHMHOBA KHCJIOTa, aJpeHalliH,
HOpaJIpeHaJliH, OpaJWKiHIH, JesAKli aHaOOJIYHI CTepoinu Ta IHIIL. AKTHUBATOPH
IJIa3MIHOTEHY MICTATHCS B PI3HMX TKaHWHAX, B MOJIOIL, Cedi, KOBYi, CJIMHI. 3HaAYHA
aKTMBAaTOPHA AaKTUBHICTh MpUTAMaHHA BEHYJIaM MAaTK{, HAJHUPHUKIB, IMPOCTATH,
JIeTeHb, TIM(ATUIHUX BY3JiB, IMUTOBUIHOI 3aJI03W, MO3KOBHX O00O0JIOHOK. KiiTHHH
JESKUX 3JI0AKICHUX MyXJIUH (MEIaHOMH) MOXYTh MPOAYKYBaTH BEIUKY KUIBKICTb
aktuBatopiB (iOpuHOMi3y. JIEWKOIHUTH MICTATH JI30KiHA3y, SKa MOXE JIOKaJIbHO 3
HUX 3BUTbHIOBATUCH TIPH 3aNAIBHUX IIpoIlecax 1 akTUBYBATH (PiOpUHOIMTI3.

BuyTtpimnuiii mwisax  aktuBaiii  (GiOpuUHONIZY Mae CHOUTbHI MEXaHi3MHU 3
aKTUBAIlIEI0 CUCTEMHU 3CIMaHHS KpOBI Ta KaJIKpeiH-KIHIHOBOIO CHCTEMOIO.
3niicHIOEThCST BOHA uepe3 ¢akrop Xaremana. OHOJNAHIIOTOBA MOJIEKYJa
MpPOaKTHBATOpa, MOAIOHOTO A0 ypokiHazu (Scu-PA), He Mae mnpOTEONMITUIHOI
aKTUBHOCTI, JIMIE TICHs TiApomizy 3B’s3ky LySisg- LySisg BoHa mepexomuTs B
JIBOJIAHITIOTOBY akTHUBHY (hopmy (tcu-PA). 3milficHIO€ThCS 1€ MpU ydacTi (hakTopis,
aKTUBOBAaHMX Ha BiJ eMHO-3apsypkeHid moBepxHi: FXII 1 mpekamikpeiny, a Takox
TJIa3MIHY.



B pesynbraTi rigpomnizy 3B’s3Ky Lysiss-LYSizs B mMoisiekyini u-PA yTBoproeTbes
HU3bKOMOJIEKYJISIpHA ypokiHa3za. B mpoueci aktuBauii FXII npu KOHTaKTi 3 BiJl’€MHO-
3apsKEHOI0 TToBepxHeto Bif ¢dakTopa aXlla BiAmeoeThesa Tak 3BaHUN (PparMeHT
¢dakropa Xaremana — Hf, abo fXlla, axuii nepeBoaAUTh NpeKaNIKpeiH B KaJlKpeiH, a
OCTaHHIW I1a3MiHoreH — B wia3mid. @parment Hf (fX1la) Ta dpakrop Xla MoxkyTh
TaKOK 0e3MocepeTHhO aKTUBYBATH TNIA3MIHOTEH.

Sk BiIOMO, OJHMM 3 aKTHBATOPIB IMa3MiHOreHy € ypokiHaza (G.H.Barlow,
1976). YpokiHa3a yTBOPIOETHCS B HHpPKaX 1 BUAUISETHCA 3 CEYEI0, B KPOB MOMAaae
JUIIe He3HauyHa ii KUIbKICTh. BpaxoByroum ii cnenugiunicte (cyOcTtpatoMm Aii
YPOKiHA3M € TUIBKH IJIa3MIHOTE€H), YPOKIHAa3a HIMPOKO 3aCTOCOBYETHCS B KIIIHIUHIM
npakTuili K npenapart GiOpuHoIITHYHOT i1, JlxKepenoM it ofep kaHHs pernapartiB
€ ceva abo KyJabTypa KJIITHH eMOpIOHATIBHOT HUPKH JIFOAMHHU.

TakuMm yuHOM, MpsMa aKTUBALlld MJIa3MIHOTEHY B IJIa3MIH 3/1CHIOETHCS Yepes
ypOKiHa3y Ta TKaHMHHUHN akTUBaTop. Ilepexin mia3MiHOTCHY B IUIa3MiH € PEAKITIEI0
oOMeXeHOTo MpoTeodizy. B mporieci akTuBailii po3pUBarOThCA JBa MOIMENTUHIHI
3B’SI3KM B JIAHITIOTY TUTa3MIHOTEHY, B Pe3yJIbTaTi YOTO 3aJIMINAETHCA TaK 3BaHUH i3
(lys)-mnasmim.

[Tnasmin € enponenTuaa3oro, sika, KpiM GiopuHy 1 piOpUHOTEHY, TIEPETPABIIOE
TaKOX JesKl 1HII OUIKOB1 cyOcTaHIii: miua3MeHHi ¢pakropu 3ciganss kposi (V, VIII),
cknanoBi Ci, C3, Cs KOMIUIEMEHTY, TJIIKONPO-TEiHU CIOIYYHOI TKAHWHH, KIITHHHI
OUIKM, Ka3eiH, MPOTaMiH.

Ha mouarkoBux eramax (iOpuWHOMI3Yy aKTHMBHUN TUTa3MIH BIiAIIETUIIOE BiA a-
naHiori ¢GidopuHoreny/diopuny C-kinnesi Benuki ¢pparmentr. OQHOYACHO BiX f-
JIQHIIOTIB BipUBa€ThCsl N-KIHIIEBUM (PparMeHT, B pe3yibTaTi YOr0 YTBOPIOHOTHCS
dparmentu mpe-X Ta X, AKI € MamTh CXWIBHICTh 10 3CIAaHHS IiJ BILTHBOM
TpOMOiHY.

[Tiznime 3 ¢gparmenTy X yTBOPIOETHCS MOHOMEPUYHHUMN, TaK 3BaHUM paHHIN
¢parment D Ta dparment Y. B HactymHii ¢azi GiOpuHONIZY MIIa3MiH PO3ILILE
dbparmeHT Y Ha JIBa MAaKpOMOJICKYJISIpHI MPOAyKTH — Ha pparmerT D 1 E.

B nporeci nogansiioro GiOpruHOII3Y YTBOPIOIOTHCS JIBa KiHIEB1 ¢parmMeHTd D
1 omuH E. MakpomonekyinsapHi ¢parmenTd X Ta Y NPUAHATO HA3WBATH ‘‘paHHIMH’
npoaykramu ¢idpuHomizy, a pparmentr D Ta E— “nmizHiMu™ abo “kiHIeBUMH'".

Bkazani npoayktu nerpanaiii ¢iopunoreny/diopuny (I1D) € OGiomorigno
AKTUBHMMH: BOHHM TIPOSBISIOTh AHTUKOATYISHTHY Jil0, YTBOPIOIOYH PO3YMHHI
KOMILIEKCH 3 MOHOMepoM (hiOpuHy, OJI0KYIOTH IMOJIMepHr3aIlito MoHOMepY (hiOpuHy.

[MTID (ocobamBO NPiIOHOMOJIEKYISIPHI) TaNbMYIOTh arperaiiro TPOMOOIIMTIB,
30UTBIIYIOTh aKTUBHICTh OpaJMKiHiIHY, TicTamiHy, Baszompecu-UY, a Takox cami
MPOSIBISIIOTh AKTHUBHICTB, MOJIOHY 10 KiHIHIB, TOOTO MiJBHINYIOTh MPOHUKIMBICTH
cynuHHOi cTiHKH. [1[I® mposBisiOTs aKTUBYIOUY JiI0 Ha MakpodaraibHy CHCTEMY,
MOTJIMHAIOTHECS PETUKYJIOCHIOTENIEM 1 OJIOKYIOTh PETHKYJIOCHAOTETIATbHY CHCTEMY.
[IJI® BimirpatoTi BaxJIUBY pOJb B TMATOT€HE31 KpoBoTed y xBopux 3 JIB3-
CHUHJIPOMOM.

Bussneno, mo ¢pparment D ctumyntoe cunte3 piOpUHOreHy, YUM MOSICHIOIOTh
30UIbllIeHHST piBHSA (PiOpuHOreHy D rmia3mi XBOpUX 3 XpOHIYHMHU ¢dopmamMu
JMCEMIHOBAHOTO BHYTPIIIHbOCYAUHHOIO 3CIJaHHS KPOBI.



[lepeTpaBntoBanHss (GiOpuHOreHy 1 Ji3uc (IOPUHY MOXYTh 3A1MCHIOBATHCH
TAaKOX I BIJIMBOM 0aratb0X MPOTEONITUYHUX EH3UMIB, 30KpPEMi MiJl BILIUBOM
TPUIICUHY, XEMOTPUIICUHY, €JacTa3u, Namnainy, nmporeas 13 OTpyT 3Miil Ta rpudis. B
IpaHyJIOIUTaX 3HAXOJUThCS ejlacTa3a Ta KaTencuH G, sKi, 3BUIbHSIOUUCH 13 KJIITHH
IiJ] 9ac 3CiJIaHHs KPOBi Ta (ParouuTosy, 3yMOBIIOIOTE JTi3UC PIOPUHY.



Jlekuis 6.
Tema: InridoiTopu 3cinanus i piOpuHOII3Y.

B 1o cucrtemy 00’e1HaHI peUOBMHU KPOBI 1 TKaHHH, 5K raibMyroT/{ mpouecu
3cilaHHsa KpoBi 1 ¢10punoni3. Jig iX copsiMoBaHa Ha 30€peXEHHsSI KPOBI B PIIKOMY
CTaHi, OOMEXEHHsI MpoLeciB TpOMOOYTBOpeHHs Ta HaaMmipHoro (iOpunomizy. Lli
PEYOBHUHHM MOAUISIIOTH HA 2 TPYIIN:

a) MEepPBUHHI, K1 IOCTIHO CUHTE3YIOThCS 1 IUPKYJIOIOTh B KPOBI;

0) BTOpPHHHI, 5IK1 YTBOPIOIOTHCSI B IIPOIIEC] 3C1IaHHS KPOBi 1 P1OpHHOIIZY.

BaxxnuBe 3HaueHHs 151 OOMEXKEHHsI aKTUBAIlli 3CiJaHHs MaroTh (hi310JI0T1YH1
AHTUKOATYJISTHTH, [0 SKWUX 3al0YaTKOBYE TIOsIBA B ITUPKYJAIil  TpOMOiHY.
®Di310J0TTYHUMHU aHTUKOAryiasitutaMu € TpomOomoxayinin (TM), nporein C (PC) Ta
npotein S (PS). TpomOGomoayiiH € IHTErpaibHUM OUIKOM OaraTbOX KJIITHH, 30KpeMa,
EHJO0TENII0 MIKPOLMPKYJALIl, TPOMOOLMTIB, MOHOLIUTIB, ocTteobmnactiB. TM — 1e
peuenTop s TpoMOiHY Ha MOBEpXHI KIITUH. TpomOiH, mnpueaHanuii no TM,
TPAaTUTh 3ATHICTH 101 3cifaHHs (QiOpuHoreny, aktusauii gakropis VIII, V, XIII, a
TaK0 TPOMOOIIUTIB.

Jpyrum BaxJIMBUM KOMIIOHEHTOM I1i€i cuctemu € 6utok C. BiH cuHTE3yeThCA B
nevinii npu ydacti Bitaminy K (R.Marlar 1 cmiBaBt., 1981; Ch.Esmon, 1983;
E.Mammen, 1984). AktuBauisa npoteiny C no| ¢opmu eH3uMy 3A1HCHIOETHCS i
BITUBOM TpoMOiHy. 3aaTHICTh TpoMOi HY no aktuBaiii PC 3poctae B 1000 pasis
micis 3B s3yBaHHa Horo 3 TM AxrtuHuit PC inaktuBye daktop Va Tta Villa i
ctumyntoe (ibpunoniz Lg peakiiis 3AIACHIOETBCS 31 3HAYHOK IIBUAKICTIO Ha
noBepxHi (ocdo JimiaiB TPOMOOIUTIB 1 €HIOTENII0 CYJIUH B IPUCYTHOCTI KO(aKTOopa
— MpOTEiny S.

CunTe3 npoTeiny S 3MIMCHIOETHCS B TeMaTONUTAX 1 € 3aJIeKHUN BiJl BITAMIHY
K. 35-40% PS 3naxoauThcs B Ija3Mi y BUIbHOMY cTaHi, a 60-65% uupkynioe sk
HCAKTHUBHUI KOMILICKC 3 OiuikoMm, 0 3B’s3ye C4b KOMIOHEHT KOMILIEMEHTY.
AxTtuBHHM 6110k C 1HaKTUBYE TaKoX 1HT101TOp akTHBaIii ruiazminoreny (PAI-I).

BaxxnuBe 3HaueHHS B peryislii 3cigaHHS KpOBI MarOTh HOr0 €HJIOTeHHI
iHTi0iTOpH, 30KpeMa aHTUTPOMOIHW. OCHOBHY pOJIb B 1HAKTHUBAIlli TPOMOIHY
Binirparots aHTUTpoMOiH 11 Ta KodakTop I renapuny.

AntutpoMOin III (AT III) cunTE3y€THCS B MEUiHIN, KIITUHAX SHAOTEII0 CYANH
1, moxxsiiBo, B Merakapionurax (J.Tullis, K.Watanabe, 1978; H.Messmore, 1982). B
ma3Mi 3popoBoi moaunau BMicT AT I gopisatoe 150-350 mg/dl, a gac miBpo3nany B
KpoB0ooOiry — 17-26 rogun. AT III — iHri0iTOp MHUPOKOTO CNEKTPY [ii, BIH IHAKTUBYE
Maibke Bci (aktopu 3cimaHHs, kpim ¢akrtopa VII. B mepmy wepry mis AT III
cupsiMOBaHa Ha iHakTHBalio TpoMOiHy Ta Qakropa Xa. AT IIl iHakTHBYE TaKoXK
daktopu Xlla, Hf, [Xa, Xla, a B Manux KiIbKOCTSX — IUIa3MiH, Kamikpein ta C,
cuctemy komruieMeHnty. ATIIl 3abesneuye 75% aHTHKOAryISIHTHOI aKTUBHOCTI
KpoBi, 3B s13yBanHa TpoMmOiHy AT III mpoxomute moBinkHO, y 3B 53Ky 3 uuM AT III
XapaKTepU3YIOTh SIK aHTUTPOMOIH “miporpecuBHuUi”. [HaKTHBAIiS TPOMOIHY Ta THIIHX
daktopie AT III 3HauHo mnpuchimyerbcs renapuHoM. LlIBuakicTs wi€l peakiii
3poctae B 1000 paziB, Tomy nesiki aBtopu HazuBaroTh AT III kodakTopoBi remapuny.



B niiicHOCTI OCHOBHUM 1HT10ITOpOM akTUBOBaHUX (akTopiB 3cigaHHs € AT III, a
refapuH Bilirpae poJib Horo kogakTtopa.

[Ipu cnankoBomy ab6o HaOGyromy nedinuti AT III BUHMKae CXHIBHICTH 10
CHOHTAaHHUX TpPOMOO31B — TpoMOoduIiss. MOXIUBICTE TPOMOOEMOOTIUHHUX
yCKJIaJHeHb BUHUKae Yyxe npu 3meHmeHHi piBHs AT I wmxue 70%. Ilpu
BifcyTHOCT1 AT IIl aHTHKOAryasiHTHa 1Sl TeNapyuHy HE TPOSBISETHCS.

Kodaxkrop Il remapuny € riaikonpoTeiHOM, 110 CHHTE3Y€ThCs B MedviHill. BiH
iHakTHBYE TpPOMOGiH, ane He iHakTHBYe dakTopa Xa. Moro iHriGitopHa mis 3HAauHO
NPUIIBUAIIYETHCS TENAPUHOM.

Opgnum 3 1HriOITOpIB 3CiaHHA € mpoTrea3a Nexin, BHSIBICHA BIEpILE B
ianeHti ta (idbpobnactax. Llelt ¢depmMeHT BHSIBICHHI TaKoX B TPOMOOIUTAX.
[Iporeaza Nexin iHakTHUBYe TpOMOIH 1 ypokiHa3y. HenaBHO BiIKpUTI CHHTETHUYHI
NOJIHYKJICOTH TN, TaK 3BaHi aliTaMepH, 1110 MAIOTh AHTUKOATYJISIIIHY aKTUBHICTb.

BusiBieHo cuiibHMI 1HT101TOP KOMIUIEKCY TKaHUHHUN akTop — ¢pakrop Vila —
1€ IHT101TOp 30BHIMIHBOIO IIJIAXY aKTUBALIi 3cifaHHs KpoBi. Llei iuridirop, BigomMuit
gk Lipoprotein Associated Coagulation Inhibitor (LACI), B 1991 pori ogepxaB Ha3By
Tissue Factor Pathway Inhibitor (TFPI). TFPI BusBieHo B GaraTbox KJIITHHAX —
NeYiHIll, CeHAO0TelNi0, Merakapionmutax. B mmasmi nupkymtoe TFPI, 3B’s3anuit 3
JminonporeiHaMu 1 3BUTBHSAETHCS 10 KpoBooOiry remapuHoM. TFPI iHakTuBYye
koMmruiekc TF-Vila, ognak ais oro aii HeoOXiqHA HABHICTH akTopa X.

a-antutpuncud (a;-AT) € 1Hri6ITOpOM MIMPOKOTO CHEKTPY Jii: rajibMye
aKTUBHICTh TPOMOIHY, IIa3MiHy, Kajikpeiny, ¢akropiB [Xa, X Xlla ta iHmMX
nporea3. Yuacth a1-AT B iHakTHBamii (GaktopiB 3cianH (HIOPUHOIIZY € MOPIBHIHO
HE3HAYHOIO.

Bimoma Takox Tpyma TIIKOMPOTEiHIB, SIKI MICTATHCS Ha IOBEPX OUIBIIOCTI
KJIITHH, B CIIOJIYYHIA TKaHUHI, B IU1a3Mi — I1e Tak 3BaHi (ibponekTuHU. L1 peuyoBuHM
MOXYTh 3B’S3yBAaTHCh 3 KOJareHoMm, (piOpMHOM remnapuHOM Ta MOBEPXHEIO PIZHUX
Oakrepiii. DIOPOHEKTHHM TalbMYIOTI arperamilo TPOMOONMTIB IIiJl BILIUBOM
TpoMOiHY, a TaKOXX ajare3iro TPOMOOIMTIB 10 KojareHy. BwicT ¢iOpoHEeKTHHIB
3HIKYeThCs ipu [IB3-cunapomi.

Jlo “BTOpMHHMX’ 1HTIOITOPIB BIMHOCATH MPOAYKTH (PepMEeHTHOI aerpasmarii
¢i6puHOTeHY/piOpUHY TiA BIUIMBOM IUIa3MiHy. BOHM rajibMyrOTh arperarito
TPOMOOIIUTIB, TIOJIIMepHU3aIlio GiOpuHy.

B ¢izionoriunux ymoBax B MOMEHT YTBOPEHHS 3TYCTKa AaKTHUBYIOTHCS
OJIHOYACHO MEXaH13MH, CTUMYITIOI0U1 1 TaIbMyto4i (hiOpuHOIII3.

BaxnuBumu iHTiOITOpaMu  QPIOPUHONITHYHOI CHUCTEMH € @2-aHTHUILIa3MIiH
(a2-AP), ax-Makporino0yiiH (az-M) Ta ma3MinoreH-aktuBatop iHriditop (PAI-I).

a-AP € ocHoBHMM (i3ionoriyauM iHTIOITOpoM miasminy (H.Stomorken i
crniBaBT., 1983). BiH HeraifHO iHaKTHBY€ BUIBHUW IUTa3MiH 1 Tuia3mi. ax-AP
3B’s13yeThesl 3 (hiOpumHOM 3a ywacTio Qakropa Xllla. 3ryctok, mo yTBOpIOETHCS B
MPUCYTHOCTI a2-AP, He miamaeThcsi CIOHTAaHHOMY Ji3HUCY. d-AP ramemye Takox
aKTUBHICTH TpoMmOiHy, ¢dparmenty ¢akropa XII, LI, kamikpeiny, ¢akropa Xla, B
MEHIII Mipi — aKTHBHICTI ypokiHasu, (aktopa Xa. 3HIKECHHS pPIBHS d2-aHTH-
IJIa3MIHY CcHocTepiraeTbesi mpu muposi nedinku, AB3-cunapowmi. Ilpu cnaakoBomy
nediuuTi a-AP y roM0o3UroTiB BUHUKAIOTh BaXK1 KPOBOTEUI.



BaxxnuBe micue cepes 1HIIOITOPIB, TAJIbBMYIOUHUX aKTUBAaTOPH IUIa3 MIHOTEHY,
3aiilmae PAI-1. BiH cuHTe3yeTbCcsl KIITUHAMU E€HJOTENII0, MErakapiolUTaMH,
KJIITUHAMHU MEYIHKH, KIITUHAMHU CYJUH INIaJK0I MycKy naTtypu. B tpombouurax PAI-
1 MicTuThCA B a-rpanyiax. BcTaHOBIEHO MO (PYyHKIIOHAIBHO 1 IMYHOJIOTIYHE BiH HE
BIIpI3HSAEThCS B 1HTIOITOpa enmo-tenianbHux KiiTuH (M.Komarnicki 1 cmiBaBr.,
1992). B xpoBi PAI-1 3HaxoauThcs B akTUBHIA ¢opmi (HEBEIMKa KUIbKICTh) a00 B
koMmiiekci 3 t-PA um BitpoHektuHoM. Ekcmpecito PAI-1 B kiiTMHaX perymnroTh
[JII0-KOKOPTUKOIIHI TOPMOHM Ta LMKIIYHI Hykjaeotuau. PAI-1 yrtBoproe a
aKTUBATOpPaMH IUIA3MIHOTE€HY HE3BOPOTHI KOMILIEKCH 1 TUM CaMUM iX IHAKTHBYE.
PAI-1 3B’s3yeTbest Takox 3 (piOpuHOM, remapuHoM. B koMIuiekci 3 BITPOHEKTHHOM
MO3Ke 1HaKTUBYBaTu TpoMOiH. PAI-1 inakTuBye t- PA 1 U-PA.

®i0puHOMITUYHA AKTUBHICTh, B OCHOBHOMY, BH3HAUYA€ThCs KOHIEHNhaliewo
t-PA 1 PAI-1. 3BuibHeHMi 3 eHpoTemianbHUX KIITHH t-PA mpuegnyerbcs 10 iX
MOBEPXHi, YTBOPIOIOYM KOMIUIEKCH 3 BIAMOBIAHUMHU penentopamu abo 3 PAI-1,
3B’sI3aHUM 3 00O0JIOHKOIO KJIITHH. BBa)karoTh, 1110 KUILKICTE 3B’ SI3aHOTO 3 000JIOHKOIO
PAI-1 ta t-PA, npuennanoro 1o ii peuenTopis, XapakTepu3yloTb aHTUTPOMOOTHUHY
BJIACTUBICTh CyIuH. 3MiHa KoHmeHTpamii PAI-1 cyrreBo mopymrye romeocras
(G1OpUHOTITUYHOT CUCTEMHU.

Tak, y xBopux 3 gedinurom PAI-1 crnoctepira€tbcsi KpOBOTOUUBICTh, & MPH
HagMmipi PAI-1 — cxunpHicTh 10 TpomOo3iB. IlinBumiena konmeHtpaitis PAI-1
CIOCTEpIraeThesl MpHU OaKTEpiaIbHUX THOEKIIAX, 3MOSKICHUX MyXJIMHAX, TPOMOO3ax.
Buninenns PAI-1 3 xmituH 30imbinyeTscs mif BrmimBoM murtokiniB (IL-1, 1L-6).
Buninsiore Takoxx iHriOiTOp akTuBamii 1uiasmidHoreny tuny 2 (PAI-2). PAI-2 e
TJIIKOTIPOTETHOM, BIEpIle BUSBIEHUNA B IUianeHTi. CHHTE3YeThCS B MOHOLUTAX 1
Makpodarax.

A2-MaKporjIo0yIiH YTBOPIOETHCA KIITHHAMU EHIOTENII0, TEYiHKH, a TaKOoXK
MOHOIIUTaMH, JTIMQOIUTaMH Ta TpPOMOOUMUTaMHU. a2-M € 1HTIOITOPOM PIZHUX
POTEONITUYHUX €H3UMIB. 31 3HAUHOIO MIBUJIKICTIO BIH pearye 3 IJIa3MIHOM, JEII0
MOBLUIBHIIIE — 3 TPOMOIHOM 1 MOBUIBHO — 3 (pakTopoM Xa, KaKpPEeiHOM 1 YPOKIHA3010.
Komrutekcn az-MakporioOyiaiHy 3 €H3MMaMu IIBUAKO YCYBarOThCS 3 KpPOBOOOITY
4yepe3 peTUKYJIO0-€HIOTeNiadbHy cHucTeMy. BBakaroTh, 10 came 1€ € OCHOBHUM
¢bi1310JIOTTYHUM TIPU3HAYCHHSAM d2-M, X04a MOro 3HAUYCHHS IOBHICTIO HE BHSCHEHE.
Hedinut a-M He CynpoBOIKYETHCS PO3JIalaMUi TEMOCTA3Yy.

lanemytounii BmMB Ha (iOPUHOII3 MAOTh TaKOXK JIMOMPOTEiHU, 30KpeMa
[-ninonpoTeiny.



Jlexuisa 7.

Tema: CKpPHUHIHIOBI MeETOAM [JOCJHIIKEHHA CYAMHHO-TPOMOOLMTAPHOIO |
KOAryJsiiiiHOI 0 reMocTa3sy.

Pe3ucTeHTHICTH KanuIsApiB JOCTIIKYIOTh 32 JOMOMOIOK0 MaHXETHOI (CUMIITOM
XKryTta) abo 6aHKOBOI MPOO.

Haiiuacrime 3actocoByroTh MamkeTHy mpoOy KonuamoBcbkoro-Pymmerns-
Jleene. Y HOpMI TicHs 5-XBUIIMHHOTO CTUCKAHHS IJieya MaHX TKOIO (TUck 90-100 MM
PT. CT.) Ha JOJOHHIA MOBEPXHI MEPEAIUIIYYS 1 MOl JA1aMeTPOM 5 CM HE MOBHHHO
yTBOproBaTuch Outbiie 10 merexiif, po3Mip iX He MOBHMHEH MNEPEBUIIYBATH 1 MM.
[lo3utnBHA Tpoba (3HKUMkKE1 PE3UCTEHTHICTh KAMUISAPIB), K MPAaBUIIO, CIIOCTEPIraeThes
npu BCix (opmax TpOMOOLMTOIEHII, MpU AESIKUX TPOMOOIMTOMATISIX, a TaKOX Ii
CUHAPOMI  JUCEMIHOBAHOTO  BHYTPIIIHBOCYAMHHOTO  3CilaHHA  KpOBI  Ta
nepeo3yBaHHl aHTUKOAryJasHTIB mpsMoi 1 Hempsmoi nii. IlosutuBHa mpoba
XapaKTEepU3y€e HEMOBHOI[IHHICTh CYJIWH Yy XBOPUX 3 Ba30MaTisIMU, TIMEPTOHIYHOIO
XBOp00010, IHPEKIIAX, IIUH31, EHIOKPUHHUX MOPYIICHHSX.

JocnimpKkeHHs: TpUBajJoCTl KamuisipHoi KpoBoteul. [1lo0 Bu3HauuTH yYac
KpOBOTEU1, 3aCTOCOBYIOTh MeTtoau [lyke, AiiBi abo meton bopxrpesinka-Baanepa.
[Ipo6a yke: micast MPOKOJy MOYKHM Byxa Ha riubui 3,5-4 MM yac KpoBOTeUl y HOpMI
ctanoBUTh 3-5 xB. IIpobGa bopxrpeBink Baanepa: Ha (OHI IITYy4HO CTBOPEHOTO
BEHO3HOTO cTa3y (40MM pT. CT.) — Ha JIOJIOHHIA TOBEPXHI MEpearuiyys poOsiTh
HaJpi3n T0BXUHOI 8-10 M 1 rmubunor 1 MM. Y HopMi dac kpoBoteui — g0 10 XxB.
[Tpu npoBeneni npodu AiiBi (B yMOBaX BEHO3HOTO CTa3y HAHOCSTH JIAHIIETOM MPOKOJI
rOMHOI 3 MM) HOpMa Yacy KpOBOTEUl CTaHOBUTH 8§ XB. J[Ba ocTaHHI M TOIU €
OUTBIII YYTIMBUMH, aje B MPAKTUYHIA MEIUIIMHI HAW4acCTilIe 3a TOCOBYIOTh METO/I
Hyxke.

3I0BXKEHHS Yacy KpPOBOTEYl XapakTepHe NIl BCiX (GopMm TpoMmOOIMTONEHIl, a
TaKOXK JUIS JAesSkuXx TpoMOorurtomnarii. OcoOauBO TpHBAIUN dYac KPOBOTEUl IpH
xBOpoOi V.BimneOpanma, cmankoBiii adiOpuHorenemii, y Jlasi rimokoaryssiii
roctpux GopM CHHAPOMY JUCEMIHOBAHOTO BHYTPIIIHBOCYJAMHHOTO 3CiJIaHHS KPOBI.
[TponoBkeHHs Yacy KpoBOTEYi1 OyBa€ TaKOXK IPH MEPe03yBaHHI AaHTHKOATyJISHTIB.

Opnak cmig BIA3HAYUTH, MO B JACIKUX BHUMAAKAX MOPYIICHHS CYIUHHO-
TPOMOOIIMTAPHOTO TEMOCTa3y 3rajaHi MpoOM MOXYTh ICTOTHO HE BIAPI3HATUCH Bil
HOPMAaJIbHUX BEIUYHH.

Busnauenns ximbkocTi TpomOouwTiB. Haitbinbm TouyHUM € Oe3mocepenHii
MiAPaxyHOK TPOMOOIIUTIB KPOBI 3a JOMOMOTOK aBTOMATHYHOTO JIIUYMIbHUKA a00 y
KaMmepi 3 BUKOPUCTAHHIM ()a30BO-KOHTPACTHOT MPUCTABKH.

[Tommpennit MeTon mMmapaxyHKy TPOMOOIMTIB y Ma3Ky KpOBI Ha TIE€BHY
KUTBKICTh €PUTPOIUTIB 3 HACTYMHUM TepepaxyHKoM Ha 1 1 kpoBi (MeTonq PDoHio) €
MEHIII TOYHUM. MeskKi KOJIMBaHHs YKMClia TPOMOOLUTIB y 310poBHX mroaeit 150 « 10°-
450 « 10° /n (E.JL.UBanos, 1983,1991). 3a ganumu B.B.Coxonosa, I.A.I'pu6osoi
(1972), ix kinbkicTh y HOpMi cTaHOBUTH 180 * 10%- 320 « 10° /1.

MnepTpoMOOIIMTO3 CHOCTEPITAaEThCA y MOYATKOBHX CTafiAX Mienonporide-
PaTUBHUX IPOILIECIB, MICJs CIUIEHEKTOMII, KpPOBOTEY1, ONepallii, a TAaKOXK MpH AETKUX



3MIOSIKICHUX MYXJIMHHHMX 1 3amajdbHUX Mpolecax (peBMaTU3M, BUPA3KOBUN KOJIT,
TyOepKkynbo3 Touno). [lepexigne 30UIbIIEHHST BMICTY TPOMOOLIUTIB MOXE CIIOCTEpi-
raTUCh MICIIA TSYKKOTO (PI3UYHOr0 HAaBAaHTAKEHHS.

KibKiCTh TPOMOOIMTIB 3MEHIIYETHCS TPU TPOMOOLIUTOIIEHIAX PI3HOTO T'€HE3Y,
CUHAPOMI THUCEMIHOBAHOTO BHYTPIIIHBOCYJUHHOIO 3CIIaHHS KpPOBIi, CIJIEHOMeErallii,
JEeSKUX BIPYCHHUX 1 OakrepianbHUX IH(MEKIIAX, 3aXBOPIOBAHHIX MNEYIHKU, YpeEMIi,
CepLEBil HEJOCTATHOCTI, TiNep- 1 FIOTUPEO31, MPHU “CHHIX” BPOIKEHUX BaJax cepus
1 micyist npuioMy psaly MEAUKAMEHTIB.

KpiM nigpaxyHKy KUIBKOCTI TPOMOOIIUTIB, IarHOCTUYHE 3HAUCHHSI MA€ TaKOXK
BUBYEHHA pO3MIpy Ta (GopMH TPOMOOIMTIB Yy Ma3zKy KpoBi (TpomOouMTapHa
dopmyna). ¥ HOpMi TpOMOOIIUTH MarOTh 3BUYAHO OKpYriy abo oBanmpHY (opmy, a
miaMeTp iX koimBaeTbes Bim 1,5 10 3 MkM. 3O0UIBIIEHHS CEPEIHBOTO JlaMeTpa
TPOMOOIIUTIB CIOCTEPIraeThCs MpPU IX TIMIEPHPOAYKIIi 32 PaxyHOK BIIOKpEMJICHHS
IOHUX (OpPM TPOMOOLMTIB (MPU IMYHHIA TPOMOOIUTOINEHI], TeMOJIITUYHOMY KpH3i,
micyisi BTpaTH KpOB1 Ta cIjieHeKToMii). ['iraHTchKi opMHu TPOMOOIMTIB XapaKTepH1
st Jleskux TtpombOonmTomnariii  (bepnapa-Cynbe, Mes-Xerrnina). 3MeHILIEHHS
OBPEIHBOTO J1aMETPy TPOMOOIIMTIB CIOCTEPIraeThcs MpU IX TIMONPOAYKIi (cTapi
dbopmu TpomOOIMTIB). MikpodhopMu TPOMOOLMTIB XapaKTepHi J. TIMOIMJIACTUYHUX
CTaHiB, cuHIpoMmy Bickorra-Onapiya, y XBOpuX Ha pai AHI30MOUKUIONUTO3
TPOMOOIIUTIB CIIOCTEPITra€ThCS npu IMYHHIH TPOMOOIUTOMEHI],
MienonpoiidepaTUBHUX MpoLiecax.

[Ipu peskux TpoMOOIMTOMATISX AIATHOCTUYHE 3HAUEHHS MAa€ EJIEKTPOHHO-
MIKPOCKOITIYHE BUBUCHHS YIIBTPACTPYKTYPH TPOMOOIIUTIB.

VY nmiarHocTuill IMYHHOI TPOMOOITMTOIEHIT BaXJIMBE 3HAYEHHS Mi BU3HAUCHHS
TPUBAJIOCTI KUTTs oMiveHux >*Cr a6o In TpomGouuris y nepudepuuniii kposi. Y
HOPMi TPHUBAJICTh MIBKUTTA TPOMOOITIH KOJIMBAETHCSA B Mekax 4-5 mauiB. [Ipu iMmyHHIH
TPOMOOILIUTOIICHIT BOHA CKOPOYYEThCS 10 1-2-IHIB 1 HaABITh JO KUIBKOX TOIMH.
TpuBaicTh MiBXUTTS TPOMOOILUTIB 3HAYHO CKOpOUyeThes mpu JIB3-cunmpomi.

Oco0OnmBe 3HA4YEeHHS Yy JIarHOCTHUIN OKpeMux ¢opm TpomoOommTon/[ Tiii Mae
BUBYCHHS (DYHKITIT TpoMOonuTiB. Haituacrimie 3acTOCOBYBaH1 METOJIUKH

JlocmipkeHHsT  aAre3uBHOCTI (pereHinii) TpoMOonuTtiB. OmnucaHO JEKiIbKa
METO/IB, 0 XapaKTepU3yIOTh BJIACTHUBICTH TPOMOOLMTIB A0 MpuiUMaHHs (17 Jac
KOHTaKTy 31 CKJIOM Ha CKJIOBOJIOKHI, MUTIMOpHHX (QuibTpax abo B paHi).
Halinommpenimuii MeTo — BHU3HAYEHHS KUTBKOCTI TPOMOOIMTIB, 3aTPUMAaHHUX Y
KOJIOHITI 31 CKJITHUMH KYyJIbKaMH. Y HOPMi 1HJIEKC aJire3UBHOCTI (PETEHIIii) TOPiBHIOE
20-55%. 3amwkeHHsa anre3u]l HOCTI TPOMOOIMTIB CIIOCTEPIra€ThCA MPH XBOPOOi
Binnebpanna, meski popmax crnagkoBoi TpOMOOIMTONATII, MiexonpoiidepaTuBHOMY
CHUH, pOMi, ypemii.

Hocnimkennst arperamiiaoi ¢yHkitii TpomOoruTiB. [IpocTtum 1 1 cTymHUM 1St
MPOBENICHHS B OYyIb-AKii JTabopaTopii € SKICHUN MeTOJ — Bi3yallbHE BHU3HAUCHHS
HAsIBHOCTI a00 BIJICYTHOCTI arperaTtiB TPOMOOIUT TPH MEPEMINTyBaHHI IJIa3MH, 110
MICTUTh TpoMOOuMTH, 31 crumymnstopamu arperamii (AJ®, anpenamiHOM,
TPOMOIHOM, KOJareHOM, apaxiloHI BOK KHCJIOTOI, PHUCTOMIIMHA CYIh(HaTOM).
3aCTOCOBYETBCSI TaKOX KUIBKICHMM  (OTOMETpUYHHM MeToJ 3 rpadivyHOIo
peecTpaliero Mpouec 3a JOMOMOrol0 arperomerpa. BuBuaeTbesi MIBUAKICTD 1 CTYMIHb



3MIIIEHHS ONTUYHOI HIUIBHOCTI IJIa3MH, 110 MICTUTh TPOMOOIIMTH, MpPU 3MIIITYBaHHI
13 3raJjaHuMH BHUIIE arperyloyuMu areHTamMu. TakuM YHMHOT MOXKHAa BUSBUTH
3BOPOTHIO 1 HE3BOPOTHIO arperauiro TpomOouwuriB. Ilpu nii agpeHaniny 1 manux
koHueHTpaiiit AJ[® arperariiiina kpuBa mMae Tuill Buit 1BodaszHuii xapakrep. llepiia
XBUJISL BIAA3EPKAIIOE O€3MOCepe/IHIi BIUIMB aroHicTa Ha TPOMOOILIMTH, a JPyTra XBUIIS
BUHUKA€E B PE3yJbTaTl peakilii 3BUIBHEHHS 3 IUUIBHUX TpaHysl TPOMOOIUTIB
aapenaniny, AJl® TtpomOokcany. BiacyTHicTh Ipyroi XBWIII arperaiii BKa3ye Ha
MOpPYIIEHHS “peakiiii 3BUIbHEHHSI” a00 Ha HAsIBHICTh Je(EKTY MyTy HAarpOMaJ»KEHHS.
[lapanenbHe 3acTOCyBaHHsS PI3HUX aroHICTIB JOMOMAara€ B JIarHOCTHIIl OKPEMHUX
(YHKIIOHAIBHUX PO3JI1aJ11B TPOMOOLUTIB.

3naune migBuieHHs AJl®-arperaiii TpoMOOUMTIB 1 OCHaOJIEHHS MPOLECY
¢i13i070r1yHOT  Je3arperaiii MOXe CIOCTepiraTuch MpH  3aXBOPIOBaHHAX 3
MiBUIICHUM  TPOMOOTEHHUM  pPU3UKOM  (aTE€pOCKJIEpO3, I[yKPOBUM  miaber,
rinepiinigeMis, MOPYUIEHHS KpOBOOOIry Ta 1H.), TPOMOOLMTO3aX, a TakKOoX MpU
remodiizi. Jlesike MiABUIIEHHS arperaiiii TpOMOOIUTIB BIAMIYAETHCS, K MPABUIIO, T
BIJTUBOM HIKOTHHY 1 T€apUHY.

[Topymennss abo BIACYTHICTh arperaiii TPOMOOLIUTIB CIIOCTEPIraloThCs IMPHU
CHAJAKOBUX 1 HAOYTHUX TPOMOOIIMTOMNATISIX (3aXBOPIOBAHHS KPOBI, MEYIHKU, YpeMis),
micyisk TPUMOMY aleTUIICAIIIMIIOBOT KUCIIOTH, a TaKOX MPHU TINEPTUPEO31, CUHAPOMI
JUCEMIHOBAHOTO BHYTPIIIHBOCYIMHHOTO 3C1IaHHS KPOBI.

Hocnimkennst cekpeTopHoi pyHkiii TpoMOoruTiB. Cekpelio BMICTy OpraHen
HarpoOMa/PKeHHs BU3HAYAIOTh 3a JIONOMOIOK0 BIAMOBITHUX CKJIQJHUX METOMMK,
30kpema, imyHoeHzuMmaTudHuUXx (ELISA). BaxnuBe 3HadueHHsS Mae BH3HAYCHHS
KOHIIEHTpaIlil crenudiyHuX MNpOTeiHiB a-rpaHyid — [-tpomOorinooyniny (S-TG),
TpoMmbonutapHoro dakropa 4 (PF4). Mapkepamu cekpetiii o-rpanyin € AJID ta ATO,
a TaKOXX 3BUIbHEHHS 10HIB KaJbllif0 Ta CepOoTOHIHY. I[IpoBedaeHHs HHUX IOCTIIKEHBb
703BOJIIE TU(DEPEHITIIOBATH OKpeMi (OpMHU 3aXBOPIOBAHHS MYy HATPOMAJIXKEHHS.

Busnauenns meraboumiTiB TpoMOOKcaHy Az IO YTBOPIOIOTBCS B IIpoIieci
akTuBallii TpoMmoonuTiB: TpomMOoKkcany B (TxB3), 11-dehydro TxB21i 2,3 dinor TxB,
Ha TMiJCTaBl 4YOro [IarHOCTYIOTh BpOpKeHI 1 HaOyTi JaedeKTH CHHTE3Y
IIpOCTarjaHIuHIB.

Busnauenns crenudiyHUX KOMIIOHEHTIB MeMmOpanu TpombOoruTiB. Cepen
MapkepiB TpoMmOoruTapHuX MeMmOpaH iAeHTH(IKYIOTh CelekTuH P, rpanymnodizun
(CD63, pltgp40), pomboctionauH, komriekc GP IIb - I1la. BuBueHHs CTpYKTYypHHX 1
(GYHKITIOHATBPHUX OCOOMMBOCTE MEMOpaHHUX TIIKOMPOTEiHIB 3a JIOMOMOTOIO
MOHOKJIOHATbHUX AHTUTLI JIO3BO-JISIE 1MEHTH(IKYBAaTH SAKICHI 1 KUIBKICHI JedekTH
[IUX TJIKOMPOTEiHIB MPHU CHAJAKOBUX 1 HAOyTUX TpoMOoIruTonarisx. BBaxkarTs, 110
OCHOBHE JIarHOCTHUYHE 3HA4YeHHs Mae BHU3HaueHHs KoHueHTtpamii f-TG ta PF4,
piBeHb MeTaboutiTiB TxBy, a Takok mpoTouna ruromeTpis. M.Musial, 1994).

Busznauenns 3 ¢akrtopa TpoMOOIUTIB, IO XapaKTEpU3ye MPOKO-aryJsiiiHy
aKTUBHICTH TPOMOOIIUTIB.

KoHTpakTuiapHy 3AaTHICTP TPOMOONMWTIB  BHU3HAYAIOTh IO  PETPAKIlii
KpOB’HOro 3rycTka. HopManbH1 MOKa3HUKH pETpaKIlii KOJIMBAIOTHCS B Mexax 48-
64%. 30u1bmIeHU 00’€M peTparoBaHOi CHUPOBATKU (HECHPABXKHE IIJBUILCHHS
peTpaxiiii) BiIMIYa€ThCs MPU 3HUKEHHI T€eMAaTEeKPUTHOTO MOKa3HUKA (aHEMIs) 1 PIBHS



¢10puHoreny. HenoctatHa Tpakilisi KpOB’SHOTO 3ryCTKa CIHOCTEpITaeTbes MpU
BUpaXeHI TpomOOi TomeHii, Aeskux ¢Gopmax TpOMOOLMTONATII, a TaKOX IpHU
epUTpeEMIii CHMIITOMAaTUYHUX €PUTPOLIUTO3AX.

3a 0MOMOror BKa3aHMX JOCHIKEHb MOXHA 3 TOYHICTIO J1arHOCTYBaTH
OKpeMi HO30JI0T14Hi (popMHU CMaIKOBUX 1 HAOyTUX TpomOoruTonaTii. buibmiicTs 13
BKa3aHUX METOJMK MOK€ OyTH MPOBEICHA JIMIIE B CIel[ia 30BAHUX YCTaHOBAX.

JIOCJIJIPKEHH ST KOATYJISLIIMHOI'O TEMOCTAJY.

Jlo mupokoi KIIHIYHOI MPAKTUKKA BXOAUTb pAx Oa3HMCHUX METOAMK IO
XapaKTepU3yIOTh (DYHKI[IOHATLHUM CTaH CHUCTEMHM 3CiJJaHHs KpoBi muioMy. Jlo HUX
HaJeXaTh JIeAKl MPOOIPKOB1 METOAUKH Ta arapari METOAH 3 TpaiuHOI0 PEECTpPAIIEIO
POoILIeCy KOAryJIsIlii.

Jlo HaiidacTimie 3aCTOCOBYBaHUX METOAMK HAJICKUTH BU3HAUCHH Yacy 3CiTaHHs
KpoBi. OmucaHo OaraTo METOIB, OJHAK HAWOUTBIN BiAmMl Bigae ¢i310JOTTYHUM
yMOBaM 1 HaW3py4YHIIUA JJIS EKCHpec-TIarHOCTUK € YHIQIKOBaHMM MeToA
BU3HAUEHHS 4Yacy 3ciiaHHs KkpoBi 3a Jli-Yaiitom (Hopma 5-10 xB). Lleit meton
XapakTepHu3ye 3arajibHy KOAaryJysliiiHy ai THUBHICTH KpoBi. IlpuckopeHHs dacy
3CiJIaHHS KpPOB1 CIIOCTEPIraeThCs Mp MIABHUINEHIM KOAryJsiiiHiA aKTUBHOCTI ii, 1110
OyBae B IMICIAIMOJIOIOBI My MEpioji, MPH PsAJl MATOJOTIYHUX MpPOLECciB (0OMUPHI
orepalii, OIMIKI YHCIEHHI TMEpeioMHU), SIK 3axXxUCHA peakilis MNpU KpOBOTeHYaX,
O0OyMOBIJI» HUX MOPYIICHHSIMH IUTICHOCTI CYIWH, a TakoX Yy (a3l rimepkoarysiii
JIB3-cunnpomy. IlpomoBikeHHsT 4acy 3CiTaHHs KpOBI BigMidaeTbcs TpH AedIUTI
OJIHOTO a00 KUIBKOX IMPOKOATyJSHTIB — CHAJKOBI Ta HaOyTi Koaryjgonarii (3HaYHUM
nedimut dakropi V, VIII, IX, X, XI 3cimanHs KpoBi1) HassBHICTh Y KPOB1 1HT101TOPIB
IPOKOATyJISIHTIB, MIEPEI03yBaHHS reNapuHy.

[ToBHa BiICYTHICTH 3CiaHHS KPOBI CIIOCTEPITa€ThCs MPU  BPOJIKEHIN
adiOpuHoreHemii, ¢aszi rimokoarymisiii rocTpux (GopM CHHIPOMY IUCEMIHOBAHOTO
BHYTPIIITHLOCYIMHHOTO 3C1TaHHS KPOBi.

3aBASKM TPOCTOTi, JOCTYNHOCTI W INBHJAKOCTI BHUKOHAHHSA II€H TeCT
PEKOMEHIYETHCS TAKOXK B YPIEeHTHUX BHMAKaX (ITICJISIONEpaIliiHi Ta ITi0 JISITIOJIOTOBI
KpOBOTEYi), JJIsI 3’ sICYyBaHHS T'eHe3y KpoBOTeUi (OPYIIEHH] IUTICHOCTI CTIHKU CYJIWH,
Koarysomnarist). M1oro 3acTocoByIOTh I KOHT POIIIO IPH JIiKyBaHHI [eIAPHHOM.

Sk mpaBuio, e TECT A03BOJISE BUABUTH JIUIIE ICTOTHI MOPYIICHHI 3CIAaHHS
kpoBi. Tak, dac 3cimanHs kpoBi 3a Jli-YalitTom y xBopux Ha reModilito
MIPOJIOBXKYETHCA TUTBKM TIPH 3HIDKEHHI KOHIeHTparlii ¢akropiB VIII ab6o IX Huxkge
10%. V 3B’43Ky 3 IIUM JUIS OMIHKH 3arajJibHOI KOaryJs-I[IHHOT aKTHBHOCTI KpOBi
PEKOMEHTy€ThCS 3aCTOCOBYBAaTH CTaHJAapPTU30BaH1 METOIUKH.

BusnadyenHs: kaoniHOBOTO 4acy 3cimanfs kposi (Hopma — 1 xB 10 ¢ — 2 xB).
3aBasIKM CTaHIAapTH3aIlil MOYaTKOBOI (ha3u 3CimaHHs KpOBi (JI0JjaBaHHS KaONiHY) 1ei
TECT HAWOUIBIN YYTIWBHHA JUIsl 3°SICYBaHHS 3arajdbHOi KOAryJsIiHHOI aKTUBHOCTI
kpoBi. KaonmiHoBuii 4ac 3cimaHHS KPOBI 370BXKYETHCS MPU HAAMIPHIA KUTBKOCTI B
KpPOBI aHTUKOATYJISAHTIB a00 AedinuTi HakTopi, MmO OEpyTh Y4acTh Y BHYTPIIIHHOMY
Mexani3Mi 3ciganHs kposi (pakropu V, VIII, IX, X, XI, XII).

Bu3zHaueHHs CHIIIKOHOBOTO 4Yacy 3CIJaHHS KPOBl. 3 METOIO 3HSATTS KOHTAKTHOL
aKTHUBAllll MTPOKOATYJISHTIB BU3HAYAIOTh 4Yac 3CIIAHHS KPOB1 B MPOOIpIll, MTOKPUTIM



CHJIIKOHOM. Y HOpMI BiH cTaHOBUTH 16-20 xB. Ilpum mpuxoBaHiil rinmepkoaryssiii
(axtuBauiga Qakropie XII 1 XI, HasgBHICTP B KpOBI TpOMOIHY, 3HM)KEHHS PIBHS
NPUPOAHUX AHTUKOATYJISIHTIB) dYac 3CIJaHHS KpOBI Yy CHJIIKOHOBaHIA mpooipii
CKOPOYY€ThCA. 3/I0BXKEHHS CHJIIKOHOBOI'O yacy OyBae NMpH LI e MaToyorii, ska
CYNPOBOJIKYETHCS 3A0BXKEHHSIM yacy 3cimanus kposi 3a Jli-Yaiitom.

B pesxux mabGopaTopisix J0CI KOPUCTYIOThCS MalIOiHGOPMATUBHUM METOJOM,
KU TaKOXK XapaKTepHU3ye 3arajibHy KOaryJsIiiiHy aKTHBHICTh KPOBi, — BU3HAUCHHSI
yacy pekanbiudikaiii miazmu (Hopma BOHO c). Tlpu nigBumieHid koaryJsiiiiHii
aKTUBHOCTI KpOBI 4ac pekanbludikamii npuckopenuil. [logoBkeHHs dacy
pekanbirdikalii Mmia3Mu CIOCTEPIraeThbCsl B TUX XK€ BUIMAAKAX, 110 W MOJOBXKEHHS
yacy 3cigaHHs KpoBi. Kpim Toro, wac pekampuudikamii miazmMd Moxe OyTu
3MOBKCHUM TIpU BUpakeHi TpomoOoruTomneHii. e TecT, sk 1 BU3HAYeHHS dYacy
3CiTaHHS UTBPHOI KPOBi, MaJOYyTIWBUH, y 3B’S3Ky 3 UMM TpHU JeTKux (opmax
KOaryJiornatiii He BUSBIISIE BIXUJIECHb Bl HOPMH.

Burcokoi 9yTaMBOCTI IBOTO METOAY 10 BHUSBICHHS HeQIUTy TIa3MOBUX
(dakTopiB 3cimaHHs KpoBi ((aKkTopiB, MO OEPyTh YyU4aCTh Y BHYTPIIIHBOMY MEXaH13Mi)
JOCATAIOTh JIOJAABaHHIM Ke(aliHy — mapiiialbHuid TPOMOOIIIIACTHHOBUH Yac (HopMma

60-70 c) abo pomaBaHHsAM KedasliHy 1 KaodiHy — aKTHBOBAaHHWM mMapiiiaibHUN
TpoMmboractuHoBuit yac (AIITY) (mHopma — 45-55 ¢). Lleli crangapTu3oBaHuii TECT
BUCOKOYYTJIMBUU 10 Je(DIIUTY MPOKOAryJISHTIB, IO O€pyTh YYacTh Y BHYTPIIIHBOMY
MmexaHi3Mmi 3cimannas kposi. [Ipomosxkennss AIITY cnoctepiraerbes npu [dedinuti
daktopi V, VIII, IX, X, XI, XII 3cimanas KpoBi i IPH HAJJIUIIKY aHTUKOATYJISTHTIB.

Jlo crienudiyHUX TECTIB, 10 XapaKTepU3yIOTh BHYTPIIIHIA MEXaHI3M 3CiIaHHs
KpOBI, HaJIeXKaTh TeCT reHepallii TpomOoruiacTuny 1 L{TokoarysiiiiHuii TecT.

Tect renepartii tpom6omnactuny (birre-yrmnaca) (R.Bigfe. A.Douglas, 1953)
BiIoOpa’kae BHYTPINIHIM MeEXaHI3M yTBOpPEHHsS Tpoi OoriacTuHy. Y  HOpMI
MaKCHMajibHa aKTUBHICTh TpomOoruiactuHy (7-10) peectpyerhcsi Ha 4-ii XBUIIMHI
iHKyOarrii. [Ipuckopene yTBopeHHs TpomOi IJIACTHHY 1 BUCOKA MOT0 aKTUBHICTH 3a
JAHUMHU IHOTO TECTY CBiAYaTh MPO MIABUIIEHY KOATYJSIIIiHY aKTHUBHICTh KpPOBI.
[TopymienHss reHepal; TpPOMOOIUIACTHHY (TOJOBXKEHUM Yac MOTo YTBOPEHHS 1
3HIDKEHHS aKTHU1 HOCT1) criocTepiraeThes nmpu aedimuti gakropis V, VII, IX, X, XI,
X 3ciaHHS KpOBI, a TaKoX TpoMOoIuTiB. Ha OCHOBI aHOrO TECTy MPOBOJSITH
nudepeHItaliio Koarysaonarii, 3yMOBICHUX AePIIUITOM MPOKOATYIISIHTIB, sIKi O€pyTh
y4acTh y GOpMyBaHHI BHYTPIIITHROTO MEXAaHI3MY 3C1IaHHS KPOBI.

HenporpomOinizoBana tmia3ma (BaSOs-mnazma) 310poBOi JTIOAMH MICTHTH
dakropu V, VIII, XI, XII. ¥ cuposarmi 3naxoasateest VII, IX, X, XI, XII ¢akropu. B
aKTUBAIlll BHYTPIIITHROTO MEXaHI3My 3CiaHH KpoBi O6epyTh yuyacts V, VIII, IX, X,
XI, XII dakropu. Ilpum nediuuti omnoro (abo Oinmplie) 3 HHUX TeHepallis
TpoMOoTuIacTiHy mopyuryerbes. [IpoBoasiun 3aminy kommoHeHTIB (Ba SOs-mazmu
a00 CUPOBATKM) XBOPOTO BIAMOBITHUMHU KOMITIOHEHTAMH 3J0POBOI JIOAWHU, MOXHA
BUACHHUTH, JedimuT sKoro ¢akTopa 3yMOBHUB KOAryJomnaTito, TOOTO BCTaHOBUTHU
niaraos. Tak, reHeparis TpomoOormnactuny npu aedinuti pakropa VII (remodin A)
a6o V (maparemoduirisi OBpeHa) HOPMATI3YETHCA 3aMIHOKO IUIA3MH XBOPOTO Y
3raJlaHoMy TECTI JIeNpOTPOMOIHI30BaHOIO IJIa3MOI0 KPOBI 30POBI1 JIOJUHH. SIKIIO
icnye nediuut Qakropa IX (remodiniss B) abo X (xBopod Crroapt-Ilpayep),



KOPEKLIsl HACTa€ MpU 3aMiHI CUPOBATKM KPOBI XBOPOI CHUPOBATKOIO KPOBI 30POBOi
monunu. [lpu nedinuti paxropa XI (remodinisa C) abo XII TecT HOpMaTi3yeTbCs K
JOJIaBaHHAM JenpoTpOMOIHI30BlI HOI IUIa3MHM, TaK 1 CHPOBAaTKU KpPOB1 3J0pPOBOT
JIOJUHU. Y XBOPUX Ha TPOMOOLUTONEHIIO Yac reHepallii TpOMOOIIaCTUHY Y HOpMI, a
aKTUBHICTh MOT0 3HAYHO 3HUXKEHA. 3aMiHa TPOMOOIIMTHOI CYCIEH31i XBOpOro 3
BUPAXXEHOI TPOMOOLIMTONEHIEID TPOMOOLMTAMH 30POBOi JIOJUHU MPUBOAUTH A0
HOpMaJTi3allli 3raJlaHoro TecTy. Y BHUIAJIKy, KOJIM TEHepallisi TpOMOOIUIACTUH HE
HOPMAJII3Y€EThCS HI IJIa3MOI0, HI CUPOBATKOIO, HI TPOMOOIUTaMH, CJil BBaXaTH, IO
B KpOBI € iIMyHHI 1HT10iTOpH dakropiB V, VIII, IX ado XI 3ciganHs KpoBl.

Aytokoarynsamiiauii  Tect (AKT) — 1me cranmapTu3oBaHUM TeCT, KOJIU
CycIeH3isi TpOMOOIUTIB 3aMIHIOETHCSI TE€MOJII3aTOM E€pPUTPOLUTIB, y 3B A3KY 3 UUM
KUIBKICTh TPOMOOILIMTIB HE BIUIMBa€ Ha MOKa3HMKU TecTy. 3a ganumu AKT y
NPOLEHTHOMY BHMpaXX€HHI BUKPECIIOIOTh ayTokoaryinorpamy. Bucxigna uactuHa
kpuBoi AKT BinmoOpaxkae JHMHaMIKy HApOCTaHHS TpPOMOOMIACTUH-TPOMOIHOBOT
akTUBHOCTI. Hu3XinmHa dYacTMHa KpHUBOI XapaKTepu3ye 1HAKTHBALIID TPOMOIHY
AQHTUKOATyJISTHTAMM B KpOBIL. Y HOPMI MakCUMaJlbHa 3Cifatoua akTUBHICTH (M)
ctaHoBUTh 100% 1 mocsiraetbest Ha 10-¥ xBUIMHI 1HKYOAIlii reMoi3aT-KaablieBol
cymimii. [lpu pedinuTi NpokoarynsHTiB, MO OEpyTh Y4acTh y BHYTPIIIHBOMY
MEXaHi3M1  3CiJaHHS  KpOBi, 3MEHIIYEThCS  aKTUBAllig, NpU  HASIBHOCTI
AHTUKOATYJISTHTIB MPUCKOPIOETHCS IHAKTUBAILIS.

Lle#i TecT BHUKOPUCTOBYIOTH TaKOX JJisg JUEpeHIaNbHOI JI1arHOCTUKH
remodinii (Tadm. 3).

Tabmuusa 3
JudepeHniiaipHa AlarHOCTHKA OKpeMuX GopM reModiii 3a I0MOMOTO0 TECTY
renepaiiii rpomooriactuay abo AKT

KomnoneHt 310poBoi Jliarno3
JIFOIMHU, IKUM T T ——TT — <
[IPOBOAUTHCS eModiis eModirist eModimis JledekT Xaremana
KOPEKIIis
Csika 1uiazma + + + +
BaSOs-nnazma + — + "
CupoBatka — + + +

[TpumiTka. + - HOpMami3allis reneparii TpoMOOIUIACTUHY
— BIICYTHICTh HOpMaTi3allii reHeparlii TpoMOoIacTuHY.

Kopexkuiitni mpobu mpoBoasTe Ha 4-i1 xBwimHi iHKyOarii. [lpu nmedimui
dakropa VIII a6o V pgedexr 3cimaHHS KOPHUTYETHCS IEMPOTPOMOiIHI3Z0BAHOIO
MI1a3MOI0 KpoBi 31mopoBoi moauan. fAkmo € aedimur dakrtopiB IX 1 X, xkopekiis
3CiIaHHA HACTa€ TPH JOJaBaHHI CHPOBATKH KpOBi1 310poBOi JoguHU. B pasi
neminuty ¢akropa XI wHopmamizamis mokasHukiB AKT cmoctepiraetscsi mpu
J0JIaBaHHI K JETPOTPOMOIHI30BAaHOI IJIa3MH, TaK 1 CHPOBATKHA KPOBI 370POBOi
JMOJIUHU. BiICYyTHICTh KOPEKIIil 3raJJaHiMU KOMIIOHEHTAMH CBIIYUTH MPO HASIBHICTD
Yy KpOBI1 IMyHHOT'O 1HT101TOpa /10 OJIHOTO 3 MIPOKOATyJISIHTIB.



VY xBopux Ha TpoMmOoumrtoneHiro nokazHuku AKT y Hopwmi. dudepenmiaiis
reMouIiii MOXe MPOBOAUTUCH TAKOX 3aMIHOIO IUIa3MU XBOPOI'O Y 3rajIaHUX TeCTaX
(tect renepaiiii pombomnactuny, AKT) 3a3nanerinb 3aroToBI€HUMU 3pa3KaMH TECT-
IIa3MU XBOPHX 13 3HaAUHUM jAedinuToMm okpemux npokoaryisHtis (VIII, IX, X abo
XI). JliarHO3y XBOpOro BIJAMOBiIAa€ Ti TeCT-TuIa3Mi, sika HE KOMIIEHCYE Y HBOTO
3C1JIaHHS KPOBI.

TecT cnoxuBaHHS TPOTPOMOIHY J1a€ 3MOTY HEMPSMHM CIOCOO€ BU3HAYUTHU
TPOMOOIIJIACTUH-TPOMOIHOBY ~ aKTHUBHICTh KpOB1 (32 BMICTOM a JIMIIKOBOIO
npoTpoMOIHY Yy CHpOBATIl KpOBi). 3HA4HE CKOPOYEHHS MPOTPOMOIHOBOTO 4Yacy
CUPOBATKH CIOCTEPIraeThCs MpU reMo@uiii 1 TpoMO LIUTOMEHI].

JIJiss XapaKTepUCTHKU 30BHIITHBROTO MEXaHI3MY YTBOPEHHS MPOTPOMOiHA3HOI
aKTUBHOCTI 1 ()aKTOPIB MPOTPOMOIHOBOIO KOMIUIEKCY Y HIMPOKI KITHIYHIN MpaKTHUIlL
3aCTOCOBYIOTh BU3HAUEHHs MPOTPOMOiIHOBOrO yai miua3mu. [Ipu HopManbHOMY BMICTI
¢G10puHOTeHy MNpOTPOMOIHOBUM 4Yac IUIa3MU  BiloOpakae piBeHb (PaKTOPIB
nporpoMOinoBoro komiuiekcy (II, VII, X). ¥V naGopaTopHiil mpakTuili 3aCTOCOBYIOTh
nekuibka metoau (Mmeroan Ksika, Tyromykosa, Jlemana). HalfuacTimie 3acTocOBYIOTh
meto KBika (Hopma 12-15 ¢, 3aiexHO BiJf aKTUBHOCTI TPOMOOIUIACTHHY). Y JEAKUX
7aboparopisx NUIAXOM CKJIAJaHHS apu(PMETHYHOI TPOMOPIii PO3PaXOBYIOThH
npotpom6OiHoBuid 1HAEKC (Hopma 100% =£5%), ogHak KOPUCTYBaHHS MOKa3HUKAMHU
IPOTPOMOIHOBOTO YaCy € OUTBIIT TOYHUM.

CkopoueHHS MPOTPOMOIHOBrO uacy (BHCOKHM MNPOTPOMOIHOBHI 1HJIEKC)
CIIOCTEPITAETHCS MPHU BHCOKOMY PiBHI 3rajlaHuX MPOKOATYJSHTIB Y IJIa3M1 XBOPOTO.
Crnin BiI3HAYWTH, IO LIEH TECT HE BioOpa)kae cymMapHa KoaryssiiiHOT aKTUBHOCTI
KpOB1, TOMY BUKOPUCTOBYBATH HOTO JIJIsl OLIIHKA TPOMOOTEHHOT HeOe3MeKH He BapTo.

[TogoBxkeHHs TPOTPOMOIHOBOTO dYacy (HHM3bKUH NPOTPOMOIHOBHI 1HIEKO)
CriocTepiraerbesl mpu AedinmuTi OAHOTO (CMaaKOBI Koaryiomnarti3 abo AEKUTbKOX 13
3raJlaHnxX MPOKOoaryiasHTiB (HaOyTi koarynomatii). Ilpe TpomOiHOBMII uyac
MOJIOBXKEHUN TIPH YpaKCHHSIX TMMAPEHXIMU TME€YIHKH, IO PYIIEHHSX 3aCBOEHHS
BitTaminy K B KuiedHuky (MexXaHIYHA >KOBTSHMII JUCOAKTEpio3, TemoparidHa
XBOp0Oa HOBOHAPO/KEHUX), TPU JIIKyBAaHH aHTUKOATYJISHTAMH JIUKYMapUHOBOI
IPyld, a TaKoXX NPH CHCTEMHOM aMuIOimo31 1 CHHAPOMI JUCEMIHOBAHOTO
BHYTPIITHBOCYJAMHHOTO ~ 3CiaHH, KpoBi (HaOytuii nedimuT aHTHUKOAryJISHTIB
npoTpoMOiHOBOTO KoMIuIeT cy). LlInpoko 3aCTOCOBYIOTH LIeH TECT AJIsi KOHTPOJIIO NPU
JIKyBaHHI aHT1 KOAryJssHTaMH TUKYMapHUHOBOT TPYIIH.

3HauHE TOJOBXKEHHS MPOTPOMOIHOBOTO 4Yacy TIUIa3MH € XapakTepHOI
1a00paTOPHOIO O3HAKOIO [IJISi BCI€l TPYNU CHAAKOBUX AUCTIPOTpoMOii (medimut
dakropis II, V, VII abo X 3cimanHs KpoBi, y 3B’ 53Ky 3 UHi 3raflaHUil TECT MOXKe OyTH
BUKOpUCTAaHUH Jiia qudepeHIranii okpemux ix ¢opm). PizHi hopmu aucrporpom6Oiin
TG EepEeHIIIOITh METOJIOM KOPEKI[ii MPOTPOMOIHOBOTO Yacy IIa3MH XBOPOTO (Tad.
4).

I[Ipu nmedimuri npoTpoMOiIHYy TPOTPOMOIHOBHM Yac TIa3MH  XBOPOI
HOPMAJTI3Y€ThCSA TOAABAHHSAM IIJIa3MH 370pPOBOI JIOAWHM (AenpoTpoMOiHi30BaHA
IJia3Ma 1 CUpoBaTKa KpOB1 3JI0POBUX JIIOJIEN HE MPU3BOAUTH 10 HOopMasizalii). s
naparemodunii  OBpeHa (mediuutr ¢akTtopa V) xapakTepHa HOpMalli3allis
MpPOTPOMOIHOBOIO 4Yacy IIJIa3MHU XBOPOTO JOJIaBaHHSIM BDXKOi HATUBHOI a0o



JenpoTPOMOIHI30BaHOI TUIa3MU  3JI0POBO1  JIIOJIMHM CHUpPOBaTKa 3J0POBUX HE
HOopMmatizye mporpomOiHoBoro uacy Kgika). Ilpu nedinuti dakropa V Takox
MOPYLIYETHCS TECT reHepalii TPOMOOIIJIACTUHY, BIH HOPMAII3YEThCS Y TAKUX XBOPHUX
JOJIaBaHHAM CBDKOI JE€MpOTPOMOIHI30BAHOI IJIa3MHM 370pOBOi JOoAuMHU. B pasi
nedinuty ¢gakropa VII ropmanizaiiisi mpoTpoMOIHOBOIO Yacy Mjia3MU XBOPOTO HACTAE
MIpU J10JlaBaHH1 HATUBHOI IJIa3MU ab0 CHPOBATKH KPOB1 370pOBOI JIIOJAUHU (JIE€TIPO-
TpoMOiHI30BaHa IJIa3Ma He HopMautizye yacy KBika).

Tabmuis 4

HudepeniiaiibHa 1iarHocTuKa AepiuuTy GakTopiB IPOTPOMOIHOBOTO KOMILIEKCY
3a fonoMororo tecty Kpika

KommoHeHT 310p0BO1 THOAUHU, IKUM HedimuT ditkropa
MIPOBOJUTHCS] KOPEKIIIS i VI X
Caixka mia3ma + + + +
BaSOs-nma3zma - + - -
CupoBaTtka — — + +

[TpumiTku. +
— HOpMaJTi3allisi IPOTPOMOIHOBOTO Yacy IjIa3Mu
— BIICYTHICTh HOpMaJTi3allii TecTy.

AHajoriysa KOpEKI[isi MpOTpOMOIHOBOTO 4Yacy IUIa3MU XBOPOTO HATHBHOIO
IU1a3MOK0 a00 CUPOBATKOIO KPOBI 3J0POBOI JIIOJAMHHM XapaKTepHa 1 IJIs XBOPOOHU
Crroapt-Ilpayep. Ognak y XBOpUX Ha I[I0 MATOJOT1I0 MOPYIIYETHCS TaKOXK reHeparlis
TpoMOormuiacTuHy. OCTaHHS HOPMAaJI3y€ThCS 3aMIHOI0 CHPOBATKU KPOB1 XBOPOTO Y
tecTi birrc-/lyrnaca cupoBaTkoro KpoBi 310pOBOi JTIOJUHHU.

JIns OIIHKK KIHIIEBOTO €Tamly 3CiaHHA KpPOBI 3BHUYANHO KOPUCTYIOTHCS
BU3HAYEHHSM TPOMOIHOBOTO Yacy, BMICTy ¢iopuHOoreny i pakropa XIII.

Busnauenns tpoMOiHOBOro 4acy. JochiKyeTbesl 4ac 3CimaHHS IUIa3MU TpU
J0/IaBaHHI CTaHAAPTHOI KUThKOCTI TpoMOiHYy. HopMmanbH1 TOKa3HUKU CTAaHOBIATH 15-
18 ¢ (3aie)XkHO BiJ AaKTUBHOCTI TpPOMOIiHY). 3I0BXKEHHS TPOMOIHOBOTO dYacy
CIIOCTEPIraeThCs npu MaToJIOT11 bi6puHOTECHY (rimoibpuHOTEHEMI],
rinepdiOpuHoreHeMii, anoMmaiii (GiOpUHOTeHy), a TaKOXX INPH HAPOCTaHHI B KPOBI
piBHA TpOAYKTIB naerpanamii ¢iopuny (migBuieHuit (iOpUHOII3, YCKIaJIHECHHS
TpoMOoIiTUYHOT Teparii). 31M0BKeHHsT TPOMOIHOBOTO 4Yacy xapaktepne s J(B3-
cunapomy. [IokazHUKHN TECTy MOAOBXKYIOTHCS, SKIIO B KPOBI € aHTUTPOMO1H, a TAKOXK
IIpH BBEJICHHI TemapuHy (0COOJIMBO TIPH Mepe03yBaHH1 remapuny) (Tadm.s).

Tabmuns 5

XapakTepucTHKa OCHOBHUX KOATyIAIINHUX TECTIB MPU ASIIIUTI OKPEMUX

IPOKOATYyJISTHTIB '

Koarynaniiinun nedpexkr |Yac kpoBortedi (I[Iporpom- |AktuBoBanuii | TpomOGiHOBuUIT yac
OIHOBHI napiiaabHui

qac TpOM60l‘IJ‘IaCTI/I-
HOBHH YaC
I N a6o 1 1 1 1

I N 7 7




\ N a6o 1 1 1 N

VII N a6o 1 1 N N

VIl N N 1 N

VW daxrop 1 N N a6o 1 N

IX N N 1 N

X N 1 1

Xl N N " N

@akTOpu KOHTAKTy N N ™ N

X111 N N N N

TpomOoruToneHii N N N N

TpombonuTonarii ™ N N N

3axBoproBaHHs neuiHku [N 1 N abo? N abo?
(pu BaXXKUX
YpaXeHHSIX)

Hediuur Biraminy K, N a6o 1 1 1 N

AHTUKOATYJISTHTH (pu

KYMapHHOBOT IpyIH BHPKEHOMY

neQiuTi)

JAB3 1 T T T

I'enapun N N a6o 1 1 ™

MacusHi Tpancdy3ii 1 N a6o 1 1 N a6o 1

[Tpumitka: N — HOpMa; 1, 11, 111 — 3HAYHO MMOJIOBXKEHUM.

Kpim 3raganux BuUIle METOAWK, IO 3aCTOCOBYIOThCS Haidacrime 1
XapaKTEePU3YIOTh 3arajibHy KOAaryJsiIiiHy aKTHBHICTh KpPOBI Ta OKpeMi eramu ii
3CiTaHHsA, a TaKOX JO3BOJISIOTH MudepeHIitoBaTd okpemi (GopMH Koaryiomnarii, €
PSIT METOJIMK JIJISl KUTbKICHOTO BU3HAYEHHS KOXKHOTO 3 MPOKOATYJISHTIB. Y HMIMPOKIH
KIIHIYHIA MpaKTUIll KUIBKICHO BHU3HAYaIOTh BMICT ¢iOpuHOreny, dakropa XIII i1
anturemodineHux (daxtopiB. KinbKicHE BHU3HAYEHHS PEIITH MPOKOATYISIHTIB
MIPOBOJUTKCS PIAKO, B OCHOBHOMY, B CIEIIaTI30BAaHUX JTA00OPaATOPIsIX.



Jlekuis 8.
Tema: CKPpUHIHTOBi METOAH AOC/IIKEHHSI TeMocTa3y npu remodidii A.

I'emoduniss € cnagkoBUM 3axBOPIOBAHHSIM, 3yMOBJIEHUM JAepiuuToM ado
MOJIEKYJIIPHUMU aHOMAJIIIMM OJIHOTO 3 MPOKOAryJsHTIB, sIKI OepyThb ydacTb B
aKTUBaIlll 3CIHaHHA KpOBI  “IO0  BHYTpIlIHbOMY MexaHi3My” . IlinBuinena
KPOBOTOYMBICTh CEpell YOJOBIKIB BIAOMA M€ 10 HAIIOI €pH, OAHAK SIK OKpeMe
3axBoproBaHHs onucaHa B 1803 pormi Otto B Dinanenbdii. Hazpy “remodinis” me
3axBOprOBaHHs ojepxkano B 1828 pori (von Hopff). Heonnopinuicts remModinii Oyina
3ayBakeHa Brepiie B 1947 pormi (Pawtowski). B 1952 pomi Buaineso aBi gpopmu
remodunii: remodurito A, 3ymoBieHy aediuurom ¢akropa VIII 3ciganHs KpoBi
(anTHTemModibHOTO TO0YNIiIHY A) Ta remodutito B, 3ymMoBneny nedinurom dakropa
IX (mmasmoBoro kommoHeHTy TpomOorutactuny) (R.Biggs 1 cmiBaBt., 1953). Jlo
remodunii BiAHOCATH Takox Jaediuut (axtopa XI 3cimaHHs KpoBi (IJ1a3MOBOTO
nonepeaHuka Tpomooruiactuny, PTA), Buauisatoun ii sik remodiurito C abo XxBopoOy
PozenTans. Haityactimoro popmoro € remodinis A (87-94% xBopux 3 3arajJibHOTO
yuciia XxBopux Ha remodiniro). ['emoduriss B 3yctpiuaerbest 3nauHo piame (6-13%
BunaakiB), remodiniss C — Bkpait piako (1-2% sunaakis). ['emodunisiciocTepiraeTbes
3 gyactotoro 1:16000 nacenenns (S.Lopaciuk, 1995). \

'EMO®UIIA A

(T'emodimist A — cmagkoBa KoaryJjomaTis, 3yMoBlIeHa jaedinuroM abo
MOJIEKYJIsIpHOIO aHoMadiero ¢gakropa VIII 3cimanHs KpoBi.

[Tatorenes. AaTuremodinbanii rmodymnin A (pakrop VIII) uupkynroe B KpoBi y
BUTJISA/Il BEJIUKOTO OUTKOBOT'O KOMILIEKCY.

[IpokoarynsaTtHa akTuBHICTH (paktopa VIII xapaktepusyerbes sik FVIIEC 1 e
acoliioBaHa 3 MaKpOMOJEKYyIsIpHUM TpaHcropTHUM mnpoteinHom (FVIII R:Ag).
Ocranniit BMIiIITy€ TaKIK dakropy v.BimneOpanaa (FVIIL:.vWF).
HuzbkomonekynsipHuii KOMIoHeHT akTHUBHOCTI ¢aktopa VIII:C MoxHa BHU3HAUUTU
KUIbKICHO IMYHOJIOTIYHHMMH METOJMKaMu, Horo xapaktepusyroTh sk FVIII:CAg.
3BUYAHO Y XBOpHUX Ha reModurito A mapanenbHo 3HIKYeTbes akTuBHICTH FVIII:C 1
FVIII:Cag, Ttaki hopmu, 3aXBOpIOBaHHS BH3HAYAIOTHCA K reModinis A (abo CRM),
Y xBopux Ha remodinmito A(aHTUTEHEpPATHBHY) CIOCTEPIraeThCs Mape3 CHHTE3Y
dakropa VIII (cmpaBxuiit gedinut dakropa VII). [Mpubnuszuo y 10% xBopux mnpu
sumwkeHHl aktuBHOCTI FVIII:C piBens anturennoro wmapkepa FVIII:CAg
HOPMAJIbHUIM — TakKi BHITQJKH XapakTepu3yroThcs sk remodimiss A (abo CRMY),
AHTUEHIIO3UTUBHA. Y IUPKYITIOIYi KPOBI TAKUX XBOPHUX 3HAXOJUTHCS aHOMAaJbHUHN
anTUreMo(imbHMA TIOOYIiH, SKUM HE MOXe 3AIMCHIOBaTH CBOIO (yHKIi0. ['eH,
BIIMOBITAIBHUH 3a remModinito A, JTOKali3yeThbcs B JOBIOMY ILICYl X-XPOMOCOMH
(Xg28).

I'emodimis A yCHaaKOBYEThCSI TIO PEIECHBHOMY, 34YCIIECHOMY 3 X-
XpOMOCOMOIO THITY, Yy 3B’SI3Ky 3 UYHM XBOPIIOTh TUIBKH 4OJOBIKH. JKIHKH,
YCHAJKOBYIOUM X-XpOMOCOMY BiJ OaTbka-remoduiika 1 ogHy X-XpOMOCOMY BiJl
310pOBO1 MatTepi, € KoHAyKTopaMu remodunli. TakuM yrHOM, BC1 CMHU Bij OaTbkKa-



reMoulika HapoJKYIOTbCS 3J0POBUMH, a BCl JIOHBKM € KOHAYKTOPAaMH
(nepenocaukamu) remopimii. CHHH  KIHOK-KOHAYKTOpPIB TeMo(uli MOXYTh
yCHaaKyBaTH BiJ MaTepi 30pOBY X-XpOMOCOMY, B 1 BUNAJIKaX BOHU HAPOJKYIOThCA
3IOPOBUMH 1 HE TEpeAaroTh 3aXBOPIOBAB HamlagkaM. TeOpeTHYHO TMOJOBHHA CHHIB
BiJl JKIHOK-KOHAYKTOPIB TeMoQuIii MOXe oJepKaTh Bil MaTepi X-XpOMOCOMY 3
reHoM remo(inii 1 xBopitu Ha remodinito. [logidHa cuTyaris 3 ycnaakyBaHHSIM reHa
reMouIii CHOCTEpIraeTbCsl TAKOXK Yy JOYOK Marepi-KOHAyKTopa remodutii. Bonu
OJIHAKOBO MOKYTh OyTHM a00 He OyTH TeTepO3UTrOTHHUMH HOCIIMHU TeHa reMoguiii
(puc.5). Y XKIHOK-KOHAYKTOPIB reMo(uIii, K MpaBU0, TeMOpAriyHuX NposBIB HEMA,
xoya piBeHb paktopa VII y HUX 3HMKEHUN. Y BUKIIOUHUX BUMAJKaX HA reMoQiIio
MOKYTh XBOPITH XiHKU. Taka cuTyalis Mo>ke BUHUKHYTH TOJl1, KOJIU 0aTbKO XBOpi€
Ha TeModIit0, a MaTH € 1i KOHAYKTOPOM. 3a JaHUMHU JiiTeparypu npudiauzHo B 30%
BUIAJIKIB TeMO( TSl BUSIBISIETHCS CIIOPATIAYHO.

Kninika. KiiniuHo remodunisi A XapakTepu3yeThCs PACHHUMH Ta TPUBAJIUMU
KPOBOTEYaMHU TpPHU TOpi3aX, TpaBMaX, KPOBOBHIMBAMHU B CYIJIOOM, BUHUKHEHHSM
MDKM'SI3€BUX Ta BHYTPIM'SI3EBHUX TIeMaTOM. BakKicTh MOpariyHoro CHHIPOMY
3aNIeXuTh Bif cTyrnens nediuurty daxropa VII:C.

B 3anexnocti Bix piBast F VIII:C Buainstors:

1. Baxxky dopmy 3axBoproBanHs — pierb FVII:C < 1%.

2. ®opmy cepeannoi BaxkkocTi — pieHb FVIII:C — 1- 5%.

3. Jlerky dbopmy 3axBoptoBanHs — piBeHb FVIIL:C — 5-15%.

Jlesiki aBTOpHU 10JJaTKOBO BUAUISAIOTH I1Ie “TipuxoBanHy’ dopmy cyoremodiniro 3
piBaem FVIII:C 15-50%.

Cnin BiamiTuTH, 10 piBeHb ¢aktopa VIII B mmazmi xBoporo Ha remModiiiro
3aJIMIIAETHCS  CTAOUTBHUM — TMPOTSITOM  BCHOTO  KUTTA. BuHsATKOM  XBOpoOa
Heckathorna, orucana B 1975 porii sik reHernunuii BapianT remodinii A (O.Ratnoff,
J.Lewis, 1975). ¥V xBopux 3 JaHHM BapiaHTOM 3axBoproBaHHs akTuBHiCTH VIII:C
3MIHIOETBCS, a 3YXKUTTS MPOTPOMOiIHY MOCTIMHO MOpYIICHE.

I'emodinis BUABISIETBCS, SIK IPABUJIO, B TUTAYOMY Billi. B pinkicHUX BHmaakax
MiIBUIIIEHA KPOBOTOYMBICTh MOXKE BUSBUTHUCS MPU NEpepizaHHi MyNOBUHU. 3BUYANHO
HepII CUMITOMHU 3aXBOPIOBAHHS MPOSBISIOTHCS IiJIBUIICHOI KPOBOTOUYHMBICTIO TIPH
IpiOHMX TpaBMax CIW30Bl (HAAPUB BY3JCUYKH SI3UKA, NPUKYIIYBaHHS s3UKa,
TpaBMaTH3allisl CIM30BUX OOOJIOHOK TOCTPUMU MPEeIMETaMH ), BAHUKHEHHSAM BEJIUKHX
reMaToM IpH MaiHHI JUTHHH, a MI3HIIIe — FTeMapTPO3iB.
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Puc.5. Xapakrep ycnankyBanus remodirii. [Tpumitku.

X — HOpMaJibHa XpomMocoma X

X — 3MiHeHa XpoMocoMa X

Xy XX — xBopi Ha reModi1it0; XX — KOHAYKTOpU reModirii.

[HKONMM (TOOBHUM YMHOM, MPH JIETKHX (Gopmax reModinii) 3aXBOpPIOBaHHS
BUSIBIISIETHCS B IOHAIIBKOMY a00 B JIO3p1JIOMY Billl.

[Tepebir  3axBOpIOBaHHS  XapaKTEPHU3YEThCA  MepiojlaMH  MiABUIIECHOT
KPOBOTOYHUBOCTI, SIKI YEPTYIOTHCA 3 MPOMDKKAMH BIAHOCHOIT KIIIHIYHOT peMicii.

OpHuM 3 XapakTEepHUX MPOSBIB TeMo]ilii € KPOBOBWIMBHU Y BEIUKI Cyrio0u
KIHI[IBOK, HaifyacTilie B KOJIIHHI, PBJIIE — JIIKTEBl, TOMUIKOBO-CTYIICHEBI, IIJICYOBI,
KYJIBIIIOBI.

3BMYAfHO BUHUKHEHHS Te€MapTpo3y TMOB’Si3aHE 3 TPAaBMOIO, XOua TpaBMa y
OLTBIIOCTI BHWMAAKiB OyBae HE3HAYHOIO (HE3PYUYHUU pyX, TNEpPEHANpPYKEHHs) 1
HEaJICKBATHOIO JI0 BEIMYMHUA KPOBOBUJIUBY.

BuHWKHEHHS TOCTPOTO TeMapTpO3y XapaKTEPU3YETHCS PI3KUMH apTPAITisiMHU,
Cyrio0 301IbIIyeThest B 00’ €Mi, KOHTYpH HOTo 3riapkytothes. Llkipa Hag cyrmobom
rinepeMoBaHa, HampykeHa, rapsaa. HaliMeHmni pyxu, a TakoX Malblallis Cyriooy
pizko Oomtoui. Yacto BigMIYaeTbcs OallOTyBaHHS HaaKoJMiHHUKA. [lpu 3HauHHMX



reMapTpo3ax MOPYLIYEThCS 3arajbHU CTaH XBOPOTO: MiJBUIIYETHCS TeMIepaTypa
ti1a, [IIIOE, Moxe BUHUKHYTH HEUTPODLIIbHUM JTEUKOLIUTO3.

[Ipy mpaBUABHOMY 1 CBOEYACHOMY JIIKYBaHHI MEPIIMA TOCTPUM 1 MapTpoO3
MOJK€ TIOBHICTIO PO3CMOKTATHCSA, HE 3alIHMINAIOYM CYTTEBUX 3M ajie MOBTOPHI
KPOBOBHWJIMBH HacTilie OyBaloOTh B IIEH K€ CYIJI00, 110 a MOBJIEHE MOP(]OJIOTIUHOIO
nepeOy0BOI0 Ta BTOPUHHUMHU 3alajibHUNA 3MIHAMHU TKaHUH cyriio0y. B pesynbTaTi
PELUANBYIOUMX TOCTPUX TEMapTPO3iB PO3BUBAETHCA XPOHIYHUN TeMOpariyHo-
JNECTPYKTUBHUI OCTEOapTpo3: Cyriaod 30UIbLIyEThCS B 00'eMi, JaedopMyeThbes,
PYXOMICTh HOro oOMexkeHa, HacTae arpodis Ta ciabicTh M'S31B KiHIIBKH. Kpim
BKa3aHUX ypaxeHb cyrio6iB, 3.C.bapkaran (1970) Buniisie y XBopux Ha reMoQuIio
BTOPUHHUIA  PEBMATOINHUA  CHUHAPOM  IMyHHOro reHe3sy. Lleii cunapom
pakTepu3yeThCcsl OOJISIMHU, CKYTICTIO 1 Aedopmalli€ro ApIOHUX CYrio0iB KUCTEH Ta
CTOII, HE YpaXCHIX KPOBOBHINBAMHU.

BaxkicTh ypakeHHS CyrJI000BOTO amapary 3aJIeHUTh BiJl 4aCTOTH TOCTPHUX
reMapTpo3iB Ta MPaBWIBHOCTI iX JIIKyBaHHS. Came nmaToJoris cyriao0iB HalyacTile €
NPUYMHOIO 1HBAIIIMU3AIlli XBOPUX HA reMOQLIiIO.

Jnst remoduaii XapaKTepHUM € TaKOX YTBOPEHHS BEJIMKUX MIAIIKIPHUX,
BHYTPIIIHBOM 'SI3€BUX T'€MaTOM — I'€MAaTOMHUN TUIl KPOBOTOUMBOCTI. JpiOHI CHHSIKU
Ta MeTexiajbHi BUCUIIAHHSA Y XBOpPHUX Ha reMo(uIio He croctepiratotees. ['ematomu
y IUX XBOPHX BUHHKAIOTH IEPEBAXHO TICIs TpaBMU (HANPYXEHHS, yaap), sKa
HaifuacTille HeaJeKBaTHA BEIUYMHI TeMaToMu. | 'eMaToMu MOXYTh BUHUKATH B Oy/Ib-
SKIA AUISHIN Tija (4acTile B KIHIIBKax, Ha TynayOi), iX Jokaizaiis i oOyMOBIIOE
KJTiHIYH1 nposBu. [lepmuM cumnTomMoit reMaroMu € Oulb , IHTEHCHBHICTH SIKOTO
3aJeXUTh BiJ 00'eMy reMaTOMHM Ta YypakeHHs HepBOBMX BoJIoKOH. Illkipa Hax
reMaToMOIO Halpy>KeHa, B TepIi JH1 KoJiip 11 Moxke OyTu HeaMmiHneHuM. [Ipu Benukux
reMaromMax HalbIyeThCS MYXJIWHHUN YTBIp, MOXKE CIOCTepiraTucsa (QIIIOKTyallis.
[Ti3Hime KpoB MPOHUKAE B IMIAMIKIPHY KIITKOBHUHY, NMOYMHAETHCS IMOIOIIIS MIKIpH
KPOB’10 1 YTBOPIOIOTHCS BEJHMKI CHHBO-()10JIETOBI CHHSAKH, SKI 3 9aCOM 3MIHIOIOTH
3a0apBIICHHS Ha 3€JICHO-)KOBTE. |HKONMM TaKWil CHHSAK 3aiiMae Iy KIHIIIBKY a0o
3HaYHy YaCTUHY CIIMHU, TPYJHOI KJIITKH YU )KUBOTA.



Jlekuis 9.
Tema: CKpUHIHTOBi METOAU AOC/IIZKEHHS reMocTa3y npu remodgiii B.

I'emodinis B — cnagkoBa koarynomnartis, 3yMoBieHa AediuuToM abo
MOJIEKYJIIpHUMU aHoMalisiMu  (akTopa IX 3cimaHHs KpoBi (aHTUTreMO-(UIBLHOrO
riooyniny B, ¢akropa KpicTtmaca, mia3MeHHOTO KOMIOHEHTY TPOMOOIUIACTUHY).
I'emodinis B Buainena sk okpema popma remoduii B 1952 poui R.Biggs i1 criBasT.
OnucaHo eKUIbKa TeHETUYHO-MOJIEKYJIIPHUX BapiaHTiB reModiii B.

[laTorene3. 3HmxeHHs akTUBHOCTI (aktopa [X 3cimaHHs KpoBi Moxke OyTH
3yMOBIIEHE TIOPYIICHHSIMH HOTO CHHTE3y a00 MOJICKYJSIPHUMU aHOMAJIisIMHU.

Bunineno ¢opmm 3axBoproBaHHs, TpH SAKUX 3HIDKEHA KoarymsiiiiHa
akTUBHICTh (pakTopa IX Kopentoe 31 3HMKEHHSIM BMICTY HOro aHTUreHYy, TOOTO
criocTepiraerbesi nape3 cuHresy dakrtopa IX — ne remodinist B (CRM). B inmux
XBOpUX MPHU HU3BKIM KoarysiliiHii akTuBHOCTI (pakTopa IX BMICT HOro aHTUTEHY
HOpMaJbHUM, TOOTO MpoayKyeThest aHomanbHUil aktop IX. Lo popmy remodumii
XapakTepu3yTh sk remodimiro B* (CRM®). Omucani takox ¢GopMH, NMPH SKUX
cJIOCTepiraeTbCcsl HU3bKa KoaryJssiiiiiHa akTUBHICTH (akrtopa [X 3 momipkoBaHUM
(50%) 3HMKEHHSM BMICTy iforo antureny — 1e remoginisg Bra (CRMR) ta psap inmmx
aHomaimiii. Tak, omnucani ¢opmu remodinii B, mnpu SKUX NOPOAOBKYETHCS
OpOTPOMOIHOBUM Yac IUIa3MU XBOPOTO IMPH 3aCTOCYBaHHI TPOMOOIUIACTUHY OMKa
(Ipu 3aCTOCYBaHHI JIFOJCHKOTO TPOMOOIIJIACTHHY MPOTPOMOIHOBHH dYac IUIa3MH Y
HOpMmi). JlaHu{ BapiaHT 3aXBOPIOBaHHS XapakTepu3yroTh sk remoditiss BY. Cepen
pi3HUX BapiaHTiB remodinii B (tun AnaGama, Tunm EWHTXOBEH Ta 1HIN) BHAUISIOTH
reMOMUTII0 Bieiinen, fKa XapaKTepU3YEThCS 3POCTAHHSIM aKTHUBHOCTI (akTopa IX 3
BIKOM — TIiciis 15 poKiB 1 BIAMOBIAHO 3MEHIIICHHSIM Temopariyaux nposieiB (E.Briet i
ciiBaBT., 1982). I'emoduniss B 3yctpiuaetscs B 50% Bumnazakis, Bci iHII (popmu
CIIOCTEPIraroThes 3HA4HO piamie. B tabmumi 11 ommcani Bapiantu remodurii B 3a
C.Kasper i ciiBaBT. (1977) ta V.Parekh i cmiBaBt. (1978).

I'emodinis B ycmaakoByeTbes 3a PEIECHBHUM 3UYCINIEHUM 3 X-XPOMOCOMOKO
turioM. ['eH, BiamoBizanbHMI 3a reModiniro B, mokanizyerbcss B TOBromy miedi X-
xpomocomu (Xq27).

Kainika. KiiHiYHI CHMIITOMY 3aXBOPIOBAaHHS, MepeOir, YCKIATHEHHS Y XBOPUX
Ha remodurito B € Taki xk, Ak 1 npu remodinii A. BUAUISIIOTE TaKOXK BaKKYy GopMy
3axBopioBaHHA 3 piBHEeM (akTopa [1X<1% nHOpMHU, dopMy cepeaHbOi BAXKKOCTI 3
piBaeM ¢aktopa [X 1-5% HOpMH, neTKy ¢popMy, Koiau piBeHb dakTopa [X Bume 5%,
Ta IpuxoBaHy ¢opMmy (piBeHsb pakropa IX 25-50% Hopmn).

HiarnocTuka. @opma remodinii Moxke OyTH BCTAaHOBJICHA TUILKM Ha OCHOBI
1abopaTOPHUX TOCHIKEHb. Y XBOpHUX Ha reModirito B mpogoskeHuit yac 3cigqanHs
KpOBI Ta 4ac pekanbiudikarii mwiazmu (mpu Baxkux hopmax ta GopmMax cepemHboi
BaXKKOCTI), 3aBXIM MPOJOBKEHUN aKTHBOBAHHMM MapIiaJbHUNA TPOMOOIIIIACTUHOBUHN
gac (kaomiH-kedadiHOBUN dYac), 3HIDKEHa KoaryisiiiHa akTuBHICTH B AKT Ta
MOpYyLIEHUH TecT TeHepalii TpoMOOIJIACTUHY, TMOPYIIEHE TaKOoX 3Y>KUTTS
MpoTpOoMOIHY B Tiporieci 3cimaHHs KpoBl. KiTbKICTh TPOMOOIIMTIB, Yac KpPOBOTEHl,
MpOTPOMOIHOBHIM Yac mmiaa3Mu (IpU 3aCTOCYBaHHI JIIOJICBKOTO a0 KpOJISTUuOro



TpoMOomiactTuHy) y Hopwmi. [dudepenuianis dopmu remoduiii MpoOBOAUTHCA 3a
J0TIOMOT 010 KopekiiitHux tecTiB Ha 60a31 AKT abo tecty renepanii TpoOMOOIUIACTHHY.
VY xBopux Ha remoduiito B nedexr 3cigaHHs KOPUTYeTbCS AOJABaHHAM CHUPOBATKU
31I0pPOBOT JIIOJIMHU, a HE IeTPOTPOMOiIHI30Ba-HOT MIa3MH. 3aBEPIIYEThCS IaTrHOCTUKA
KUIbKICHUM BU3HA4Y€HHSIM (akropa [X.



Jlekuis 10.
Tema: CKpUHIHTOBi METOAU AOCJIIIZKEHHSI TeMocTa3y Ipu XBopooi Buriedpanaa.

XBOPOFBA von BUIJIEBPAH/TA

3aXBOPIOBaHHS 3yMOBJIEHE MOPYIICHHSIM CHHTE3y a00 SIKICHUMU aB MallisiMU
ayTocoMHMX *koMmoOHeHTIB (aktopa VIII — dakropa v.Bimne6panaa (VIIL:vWF) 1
3B’s13aHOrO 3 HUM aHTUreHa (VWF:Ag). Sk okpea 3axBoproBaHHS 1€l reMOpariuHuim
niaTe3 Boepiie onucanuii B 1926 poi von BuuieObpannoM y MemkaHiiB AJTaHACEKUX
OCTPOBIB 1 BIJOMUI B JIIT1 paTypi NiJ pi3HUMH Ha3BaMH: CHAJKOBa ICEBAOreMOPLIis,
aHrioreMou1isi, KOHCTUTYIIHHA TpOoMOOLMTONATIS. 3aXBOPIOBAHHS HE € OJHOpITHA
reMopariuHuM JiaTte3oM, € 0arato BapiaHTiB 1€l natosorii (Z.Rugger T.Zimmerman,
1987; Z.Ruggeri, 1994).

[Tatorenes.  ®akrop  v.BumeOpanma  (kodakrtop  picTOLETHHY) €
TJIIKOMIPOTETHOM, SIKMHM CHHTE3Y€ThCS B CHAOTENII CyIMH Ta Merakapionurax. 3
MerakaplouuTiB ¢paktop VW MocTynae B TPOMOOLMTH, /i€ 30epIiraeThCs B a-rpaHysax.
OcHoBHa KUIBKICTh ¢hakTopa VW CHHTE3YETHCA B KIITHHAX CHAOTENII0, 3BIIKH
MOCTYTA€ B IUPKYJISIII0, CYOSHIOTSIAIbHUNA MAaTPUKC 1 YACTUHHO 30€pIracThCs B
caMHX eHJoTelalbHUX KiiTHHax (B TubIsix Weibel-Palade). B mmasmi 3mopoBoi
moauan ¢akrop VW MpencTaBiIeHU MYJIbTUMEPAMU Pi3HOI MOJEKYJSIPHOI MacH.
dakrop v.BinmneOGpanaa crpuse anares3ii Ta arperaiii TpPOMOOIIUTIB IUISIXOM
3B’sI3yBaHHs 3 perenTopaMu TpoMOoruTapHoi MemOpanu — riikonporeinom Ib Ha
crazmii axaresii Ta riikonpoteinamu koMmriuiekcy IIb-IIla na craxii arperamii. Ilei
dakTop 3abesmedye anre3ir0 TPOMOOIMTIB 10 BOJOKOH KoOJlareHy CyOeH0-
TeTlaTbHUX CTPYKTYP CYAMHHOI CTIHKH MPH MOMIKOKEHH1 €HIOTEII0 Ta arperaiito
tpombonutiB. Jedinmur v.WF € mpuduuHOIO po3/IaaiB MEPBUHHOIO T'eMOCTa3y, IO
NPOSIBIISIETHCA MPOJIOBKEHHAM 4acy KPOBOTEUl y IIUX XBOPHUX.

Kpim po3naaiB cymmHHO-TPOMOOITUTAPHOTO TE€MOCTAa3y Y XBOPUX Ha XBOPOOY
v.BieOpanma crocTepiraroTbesi po3niaju KoaryJsiifHOTO TeMocTa3y, 3yMOBJIEHI
nedimurom daktopa VIII:C 3cimanns kposi. dakrop v.Bimrebpanma yTBoproe
oinkoBuii kommiiekc 3 (axtopom VIII:C, y 3B’s3Ky 3 YMM HacTae CBO€pigHA
crabumizamis octaHHboro. Ilpu BiacyTHOCTI (hakTopa v.Bimnebpanna daxrop VIII:C
CTa€ JOCTYIHUM [JIsi TPOTEOJ3y 1, HE AMBISYMACH HA HOTO MOCTaTHIA CHUHTE3,
aktuBHICTH (pakTopa VIII:C B muma3mi 3umxkyeThes. ['eH, BiqmoBiganbHMI 32 XBOPOOY
v-BimieOpana, 10kami3yeTbest B KOPOTKOMY Iwiedi xpomocomu 12 (12pl2-ter).

XBopo6Oa v.BimeOpanaa ycmaakoBy€eTbCs IO ayTOCOMHO-TOMIHAHTHOMY THITY,
XBOPIIOTh SK YOJIOBIKM, TaK 1 JKIHKW. Jledki BapiaHTH 3axXxBOPIOBAHHS MOXYTb
YCTHaJAKOBYBATHUCS IO AyTOCOMHO-PEIICCUBHOMY THITY.

B nanwit yac BUAUIAIOTE TpU OCHOBHI opmu (THIH) XBopoOu v.Binnebpanna:
I, II, III. Cepen I Ta Il Tumy onucano 28 miATHUITIB.

OcranHiIM dYacoM MUDKHApOJHUM KOMITETOM TpOoMOO3iB 1 TeMOCTasy
3aTBepKeHa HOBa Kiacudikarlis xBopodbu v.Bimnebpanna, 3anponionoBana Sadler B
1994 pori (Tabm. 12).



Ta6muns 12
Hoga tabnuns knacudikanii xsopobu v.Bunedpanga

Tun (migTun) XapakTepucTUKa

Tun 1 [TomipHuii KiTbKicHUM nediuuT Gakropa v.Binnedpanga

Twm 2 SIxicuuii neexr daxropa V.BinneOpana

2A Haamipauit npoteodis, 1e@exT 3BUTbHEHHS

2B 30ubIIeHa criopinHeHIcTh (hakropa v.Biuteopanaa no GPIb

M 3HmKeHa cropiaHeHIcTh pakTopa y.Biebpanna no GPIb

2N 3HIKEHA CIIOPIIHEeHICTh MYJIbTUMEPIB (hakTopa v.BieOpanaa
1o ¢axropa VIII

Tun 3

Baxxkuit kinpkicHuil nediut dakropa v-Binebpanna

OxpeMi BapiaHTH 3aXBOPIOBAHHSA BIAPI3HAIOTHCS CKIAJOM Ta BMICTOM
IUIa3MEHHUX 200 TpOMOOIUTApHUX MYyIbTUMEPIB VWF, BMICTOM TpOMOOIIMTapHOIO
Ta TUTA3MEHHOTO aHTureHy v.BiuieOpaHna, akTUBHICTIO TPOMOOLMTApHOrO Ta
IUIa3MEHHOT0 Ko(aKTopa piCTOLETUHY Ta 1HIIKUM (Tads.13).

Tabmumsa 13
XapakrepucTika OCHOBHUX (popm xBopoOu v.Bimnebpania
Twum Yac VIII:C | VWF: Ag R:Cof MynbTuMepu To
XBOpOOHU KpOBOTEY1 VWF yCHaJKyBaHHS
[IponoBxkennit 3MeHIIEHO
. . . AyTOCOMHO-
| abo l l l PIBHOMIPHO BMICT . .
. . . JOMIHAHTHUH
HOPMaJIbHUI BCIX MYJIbTHMEPIB
BincytHicTs, abo AyTOCOMHO-
. 3MEHILIEHUI BMICT OMIHAHTHUHN
II [TponoBxennii IN IN l a
MaKpOMOJIEKYJIIPHUX abo
MYJIBTUMEPIB periecCUBHUMN
[IponoBkennit Bincyruicts abo AgT ::I/(I)I?HPII/IOI?;
II1 e 1 1 1 CJIIN BCiX pett 160
MYJIbTUMEDPIB . .
JIOMIHAHTHUHN
[Tpumirka:

VIII:C — npokoarynsaTHa aktuBHICTH FVIII

VWF:Ag — anTturen ¢akropa v.Bimiedpanma
R:Cof — akTuBHICTH KOaKTOpa PiCTONCTUHY
| — aKTHBHICTH TOMiIPHO 3MEHIIICHA

| N — akTHBHICTB 3MEHIIIEHa 200 HOpMAaJIbHA
|| — akTUBHICTB 3HaYHO 3MEHIIIEHA

Haituactime 3yctpivaetscss 1 Tunm xBopoOu v.BimneOpanma, Tak 3BaHUM
KIacuyHuil tun (npubau3zHo y 75% xBopux). PeTpoCneKTUBHO BCTAaHOBJIEHO, IO
caMe JaHWW BapiaHT 3aXBOPIOBAHHS CIOCTEpIraBcs y IHIIUX, OMHCAHUX
v.BimteOpanaom, maii€eHTiB.

[ tun xBopoOu v.BuuieOpanna xapakTepu3yeThCcsi OJIHAKOBUM CTYIEHEM
3HM)KEHHSI aKTUBHOCTI (pakTopa V.BuuieOpaHna, 3B’sS3aHOTO 3 HUM aHTUIEHY Ta




MpOKoaryJsiiiHoi akTuBHOCTI Gakropa VIII, piBHOMIpHUM 3HMKEHHSIM BMICTY BCIX
MynbTUMEpIB (dakTopa V.BimeOpanna mnpu He3MIHEHINM iX enekTpodopeTuuHii
xapakTtepuctulil. Yac kpoBoTeul npH Lid Gopmi 3aXBOPIOBAaHHSA MPOJOBXKEHUN a00
HOPMAaJIbHUH.

Jus Il Tuny 3axBOpIOBaHHS XapakTE€pHE 3HW)KEHHS aKTUBHOCTI (pakTopa
V.BinmneOpanna mpu HE3HAUYHO 3MEHIIEHHMX a00 HaBiTh HOPMAalbHUX MOKAa3HUKAX
BMicTy aHTureHny V.BimneOpannga ta mpokoaryisniiiHoi aktuBHoOcTi ¢akrtopa VIII.
Bin3nauaetbcst 3HM)KEHUH BMICT MAaKpOMOJICKYJISIPHUX MYJIBTUMEPIB  (hakTopa
v.Binnebpanma, yac KpoBOTeYl 3A0BKEHHH (QYyHKIIOHAIBbHUN Jedekt dakTropa
v.Binmnebpanna npu miaruni 2A, 2B 2M nposiBaseTbes po3fiajlaMu MpoIeciB aaresii
TPOMOOIMTIB JI0 MICISl ypa)XX€HHSI CYAMHHOI CTIHKH, a pH miaruni 2N— po3nagamu
yTBOpPEHHs KoMIUIeKciB (¢akTop V.Binnedpanna — dpaxrop VIIIL

ITpu III Tunmi 3axBOproBaHHSA aKTUBHICTH (akropa v.BimieOpanaa Ta BMICT
Horo aHTUreHy 3HA4YHO 3HWXKeHl (< 5% HopMH), NpOKOAryisiiiHa aKTUBHICTb
dakropa VII <15% HopMu. 3HAUHO MPOAOBKEHUI YAaCKpPOBOTEYl, PI3KO 3HUIKEHUU
BMICT BCiX MYJbTUMEpPIB (akTopa v.BimneOpanna. JudepeHiiamis oKpeMux THITIB
3aXBOPIOBAHHS Ma€ 3HAYCHHS ISl BHOOPY JIIKYBaJIbHOI TAKTHKH.

Kuminika. Jlns xBopobu V.BimneOGpanga xapakTepHUN MIKPOLUMPKYISTOPHO-
reMaTOMHHUI THIT KPOBOTOYHMBOCTI. B 3alleXHOCTI BiJ BapiaHTy 3aXBOPIOBaHHS B
OKpEMHUX XBOPHUX MOXKE TEepeBakKaTH MIKPBIHUPKYIATOPHUNA ab0 TreMaTOMHUN
XapakTep TeMOpariyHuX NpOsBiB. [HTEHCUBHICTP TEMOPAridHOTO CHHIPOMY B
OKpPEeMHX XBOPHX pi3Ha: Bif JIETKHMX (OpM 10 HAJI3BUYAMHO BaXKKHUX. Y 3HAYHOI
YaCTMHH XBOPUX 3aXBOPIOBaHHS IMPOTIKAE€ MPUXOBAHO 1 HE Bcl Horo Qopmu
JIarHOCTYIOTBCS, TOMY JesKi JTOCTIIHUKH BBa)KalOTh, 10 XBopobOa V.BimteGpanma
3YCTPIYAETHCA YacTile, HiXK reMoiis.

Baxki dopmu 3aXBOpIOBaHHS NPOSABISIIOTECA YXKE B MEpIIl POKU KUTTS.
XapaKkTepHUMHU € KpOBOTEUI 31 CIIM30BHX O0OJIOHOK, HOCOB1 KPOBOTEYl, a y JKIHOK —
psicHi, TpuBaii MicsuHi. [IIkipHI remMoparii gacTimie XapakTepHu3yIOThCS HEBEITUKUMHU
CUHSAKAMH 1 JIMIIE TPH BaXKOMY MPOTIKAaHHI 3aXBOPIOBAHHS MOXXYTh BUHHUKATH
OuthIri TemMaToMHu. Pimko 3aXBOpIOBaHHSA YCKIQAHIOETHCS IUTYHKOBO-KHIIIKOBOIO
KpoBOTeYCHO 1 reMarypiero. OTHUM 3 XapaKTEPHUX MPOSIBIB 3aXBOPIOBAHHS € 3HAYHI 1
TpUBaJi KPOBOTEUI 3 paH IMCJsA HABITh HE3HAYHUX TpaBM Ta omepalliid (eKcTpakiiii
3y0iB).

VY xBopux Ha xBopoOy v.Bimnebpanna KpoBOTe4a MOYMHAETHCS Biapa3y MiCIs
TpaBMHU (Y XBOpUX Ha reMOo(diTito — yepe3 MEeBHUHN Jac).

[Tin gac BariTHOCTiI BMICT (pakTopa V.BimnmeOpanma 3pocTtae, TOMy y NESIKUX
KIHOK TIPU TIOJIOTaX HE BUHHMKAE 3arPO3JIMBUX JIJISL KUTTS KPOBOTEU, aje y YaCTUHU
XBOPHUX TOJIOTH YCKJIQHIOIOTHCS BAXXKUMH, TPUBAIMMHU KpoBoTedamMu. KpoBoBUIMBU
y CyTJI00M CIIOCTEPIratoThCs JIUIIE MPU 3HAYHOMY 3HWDKEHHI piBHS ¢akropa VIII :C.
VY TakuX XBOpHUX MEpeBaka€ TeMaTOMHHM TUIT KPOBOTOUYHBOCTI.

Onucani Bumagku HaOyToro cuHApomy V.BimneOpanmga, 30kpema mpu
ayTOIMyHHUX 3aXBOPIOBAHHSX, KOJIM BUSBJISIOTHCS aHTHTUIA TPOTH (akTopa
v.Binmne6panna.

HMiarHo3. VY 3B’3Ky 3 BapiaOENIbHICTIO OKpPEMHUX BapiaHTIB XBOpPOOU
y.Biiebpanaa giarHocTUKa aHOTO 3aXBOPIOBAHHS HE 3aBXau OyBae jerkor. Ciia



MIIKPECIUTH, 110 JJIsI OCTATOYHOIO JiarHo3y xBopoOu V.BuuieGpanga mabopatopHe
00CTeXEHHS XBOPOr0 HEOOX1AHO MPOBOJUTH JEKUIbKA Pa3iB.

Jist mepeBakHOi OUIBIIOCTI BaplaHTIB 3aXBOPIOBAHHS THUIIOBUM 3HayHE
3JI0BXKEHHS 4acy KpPOBOTEUI NMPU HOPMAJIbHIM KUIBKOCTI TPOMOOLIMTIB 1 HE 3MIHEHIH
peTpaxiiii 3rycTka KpoBi, 3HUKEHHS aare3ii TPOMOOIIUTIB JJO KOJIareHy Ta CHOJIYYHOT
TKaHWHHM, a TaKOX 3HMXKEHHS pICTOLEil arperauii TpoMOOUUTIB (arperauis Mpu
3actocyBaHHl AJI®D, TpoMOiHY IHIIMX aroHICTIB — y HOPMI).

BaxnuBoto mabopaTopHOO O3HAKOK XBOpoOu V.BimieOpaHna € 3HIKEHHS
koaryJisiuiiHoi aktuBHOcTI ¢akropa VIII (VII:C). 3Minu koaryjgorpaMu XxapakTepHi
st reMoguIli A: CyTTeBe JIarHOCTUYHE 3HAa4eHHS N IpOJOBXKEHHS MapliajJbHOTO
TpoMOomiacTuHOBOro 4acy 3 kedamiHom mnopymeHHs AKT 1 rtecty renepanii
TpoMOomiactTuHy. JlehekT 3cimaHHHS KpOBI B IMX TECTaXx KOPUTYETHCS
IenpoTpoMOIHI30BaHOO — IJIa3MOK0  370poBOi  JoauHu. [lopymenHs  QyHKuii
TPOMOOILIUTIB Y XBOpUX Ha xBOopoOy V.BimieOpaHnma Tako HOPMai3yeTbCsl MICIS
J0JJaBaHHS TUIa3MH 3/I0POBOT JIFOINHHU.

KinbkicHe Bu3HaueHHs ¢akTopa V.BiuieOpania CBITUUTH PO HOTO 3HUKEHHS.
Hiarno3 tumy [ xBopoOu V.BimieOpanga MoKHa BCTAaHOBUTH JIMILIE HAa OCHOBI
nocnimpkeHHs: Bcix aktuBHocter komriuiekcy VIII/VWE (VII:C, vWF:Ag, kodakTop
picToueruny). Busnauenns kodakrtopa touetuny (VWF) mae BaxkiuBe 3HaUYCHHS 1Jis
miarHoctuku TUNy Il 1mi 3axBoproBaHHsA. BuUIIEHHS OKpeMUX MIATHIIB XBOpOOU
V.BinmneOpanma mpoBOAMTHECS 3a JOMOMOTOK IMYHOEIEKTPOGOPETUIHOTO aHATI3Y
mynbTEMEPIB VWF.

Jnsa JHK-nmiarHoctuku xBopoOu v.BimieOpaHna BUKOPHUCTOBYIOTH METOIU
BUSIBJIICHHSI TIOMIMOP(]i3MYy JOBKHUHU PECTPUKTHUX (parMeHTIiB B TeHi (akTopa
v.Binne6panaa. Jlns mpoBedeHHsS CciMEMHOTO aHaiizy Ha OUIhIN 1H(GOPMAaTHUBHE
BUBYCHHS BapiabenpHOro uucia TtanaemMHux npsamux ATCT-mosropiB VNTR B
inTpoHi 40-ro reny (A.Cunxa u coant., 1996).

JudepeHmianpHUi  AlarHO3 CIIIJ TPOBOAMTH 3 reModimiero A, HaOyTUMU
dopmamu cunapomy v.Bimnebpanma, TpomoOoruTonariero bepuapn Cynbe, a Takox
nceBocuHIpoMoM v.Bieopanaa (Jierka ¢gopma reMopariqaHoro jaiare3y, 3yMOBJICHA
IIATOJIOTIEI0 TPOMOOITUTIB, SIK1 MAlOTh Ha CBOIH MOBEPXHI PEIENITOPH, JIETKO JTOCTYITHI
st Benukux MyiasTuMepiB VWF, ¥V 3B’S3Ky 3 4MM KUIBKICTH OCTaHHIX B IJIa3Mi
3HAYHO 3MEHIIYETHCS ).

JlikyBanus. CyOcTuTyIliliHy Tepamito MPOBOSATh Y BUIAAKY KPOBOTEYl, TIPH
MIATOTOBIII JIO OINEPAaTUBHOTO JIIKYBaHHS, B MICIASONPEIIMHOMY TMepioni, Mpu
MOJIOTax.

3 TEeMOCTaTUYHOI METOI XBOpPUM Ha XBopoOy V.BimnebGpanma BBOASTH
OUMINCHI KOHIIeHTpaTH ¢akropa V.BimneOpanma: Facteur Wille-brand, CKTS
(E.Berntop, 1994), a mpu iX BIACYTHOCTI — KpIiOMpEIHMIiTaT a00 CBIKO3aMOPOXKEHY
mwiazMy. CBDKO3aMOpOXKEHY IJ1a3My BBOJATH 3 pPO3paxyHKy 15 wi/kr wmacw,
KPIOTIPEIHITITAT — 3 PO3paxyHKy 15 on/Kkr macw.

[lepion miBpo3naxy ¢akropa V.Bimnebpanma pmopiBHIOE mnpubmm3Ho 19
ronuHaMm. Jlunamika koarynsuiiHoi yactuHu Qakropa VIII y xBopux Ha XBOpoOy
v.BineOpanna micns TpaHc(ysii BIAMOBIAHUX TMpenapariB  BIAPIZHIETHCA Bl
JMHAMIKH Y XBOpUX Ha reModiito A.



IIpu  xBopoOi  V.BimneOpanpa ~ Oe3nmocepeHbO  MICHS  BBEACHHS
CBIKO3aMOPOKEHOT TUIa3Mu a00 KpiOMpeuniTaTy IBUIKO MiIBUIYETHCS AKTUBHICTh
daktopa VIII:C (mepmia XBuUJis MIABUIIEHHS AaKTHUBHOCTI 3YMOBJIEHA BBEJICHHSIM
¢akropa VIII 3 mpemapatom KpoBi), Mmi3HilmIe akTUBHICTH (akropa VIII nemo
3HIJKYETBCS, IO TMOB’s3aHE 3 po3majoM BBeaeHoro Qakropa. Ilicins wporo
MOYMHAETHCA Jpyra XBUJIA MIJBUILEHHS KOarysuiitHoi aktuBHOCTI pakropa VIII:C,
3YMOBJICHa CHHTE30M HOTO B OpraHi3aMi BiJ BIUIMBOM Qaktopa v.BimneOpanza.
MakcumyM KoaryndmiiiHoi akTtuBHOCTI (aktopa VIII cnocrtepiraerbcs B KiHII
nepioi 106u micas TpaHc(y3ii, Mi3HIIIE aKTUBHICTh MOr0 MOCTYNOBO 3HHMXKYETHCS.
Kopekiris gacy kpoBoteui € nemio kopotiior. P.Mannucci (1994) BBaxkae HalOUIbII
e(eKTUBHUM CyMICHE BBEJECHHS KPIONPELUHUIITATy Ta KOHIEHTPATy TPOMOOIMTIB.

BpaxoByroun auHaMIKy KOMIIOHEHTIB BBejaeHOro 330BHI ¢akropa VIII B
OpraHi3Mi peuumieHTa, MOBTOPHI “HIATPUMYIOUI” BBEICHHS CBIXKO3aMO-POXKEHOI
Tia3mMu ab0 KpiompenuIiTaTy mpu KPOBOTEYax MOYKHA TIPOBOIUTH OJIMH pa3 Ha J00Yy.
[Ipu mepeBa3i TOpymIEHb CYIUHHO-TPOMOOIIMTAPHOTO TEeMOCTa3zy TpaHChy3ii
BKAa3aHUX TMpernapaTiB cii npoBoauTH 2 pa3u Ha JloOy 3 iHTepBasioMm 12 ron
(JLILIIanasH, 1996). Cnia BIAMITUTH, 10 BBEJEHHS OYMIICHUX MpenapariB (akTopa
VIII xBopum Ha xBopoOy y.Bimie-Opanma manoedeKTHBHE TOMY, II0O BOHU HE
MICTSITh BEJIMKUX MyNbTUMEpiB ¢akTtopa y.BimieOpanaa (VWF), xoua J.Scharrer 1
ciiBaBT. (1994) Binm3HauaroTh €dEKTUBHICTh Y IUX XBopux KoHueHtpaty FVIII —
Haemate HS. Ilpunnunu tpancdy3iiHOi Tepamii HE BIIPI3HIIOTHCA BiA JIIKyBaHHS
remModinii. y BUIAAKYy IUTAHOBOI oreparlii mepiie BBEICHHS BKa3aHHWX Iperaparib
PEKOMEHY€EThCS TIPOBECTH 3a 100y J10 orepallii, a y BUMAIKY MOJIOTIB — MPU MEPIIUX
IPOsIBax IMOJIOTOBOI ISUTBHOCTI 3 po3paxyHKoM Ha cuHTe3 (aktopa VIII B opranizmi.
B micnsonepiiiinoMmy mepiofi koHieHTpaiiro ¢akropa VIII HeoOXimHO yTpuMyBaTH
Ha piBHi BuIe 50%.

Psacui MeHCTpyalibHI ~ KpOBOT€Yl € T[IOKa3aHHSM JUIsl  3aCTOCYBaHHS
KOHTpAaIeNTUBHUX TpenapaTiB (iHbekyHauH, MecTpanoi), E-AKK. ¥V neskux xBopux
3 BaXKOK (POPMOIO 3aXBOPIOBAHHS IPH TPUBAIMX MACHBHHX MEHCTpyaIlifX, SKi
IPUBOAATH JIO0 BaXKOi aHeMizallii, OOrpyHTOBaHa PEHTICHIBChKA CTEpUIII3AIlis
(ocobmmBO, IpU HAIBHOCTI aHTUTLN A0 (akTopa VIII).

I[Ipu nerkux ¢opmax 3axBOPIOBaHHA T'€MOCTAaTHYHHN  ePeKkT Moxke
cnoctepiratucs npu 3acrocyBanHi E-AKK B 1031 0,2 1/kr macu Ha 100y. Y XBOpHX 3
nerkumMu GpopMamu XxBopoOu v-BimneOpanna [ Tumy epexkTrBHE TaKOXK 3aCTOCYBAaHHS
necmornpecuny (DDAVP). Ilpenapar BBoasTh q10H-JIBHO B 11031 0,3 fir/kr Mmacu B 50
MI ¢izpo3unHy mpotarom 15-30 xBunuH oauH pa3 Ha 100y. Edexkruaicts DDAVP
y xBopux Ha | Tum xBopobu v-BimneOpanna 3ymMoBieHAa THM, IO HPU JAaHOMY
BapiaHTI 3aXBOPIOBAHHS CIOCTEpIraeTbcs KimbKicHUN nedimut daktopa vW. 06e3
nopymeHas oro crpyktypu. DDAVP crumynioe BumiieHHs 3 rpaHyn 30epiranas
EHJ0TETIATBbHUX KIITHH 1 TPOMOOIUTIB (PyHKIIIOHATHHO TIOBHOLIHHOTO (hakTopa VW.
EdekruBHicTh mpemapaTy oOMexxeHa 3 MHSIMU, Yy 3B’A3KY 3 BHUEpIIaHHAM (pakTopa
vW. 3 Mmicib 30€pekeHHS 1 HEOOXINHICTIO Yacy Ha CHHTE3 WOTr0 IOMOBHEHHS.
DDAVP moxHa 3aCTOCOBYBAaTH TaK0X IHTPaHa-3aJbHO 3a JOMOMOTOIO CHEIIaJbHOIO
nynbBepuszatopa (J.Luscher, 1994), Opnouacho 3 DDAVP npusnavaiors
antudiopunonituudi npenapatu (DDAVP crumymoe ¢iopunoiniz). Y XxBopux 3



BOXXKHUMH (pOpMaMM 3aXBOpPIOBaHHA, 30kpema npu tumi I xBopobu v.BinneOpanaa,
aecMonpecuH Hee(eKTUBHUM, a y Bumaakax mnigruny I[IB  moxe 3ymoBuTH
TPOMOOIUTOIIEHIIO.

Pinko cnocrepiraeTbest yTBOpeHHs aHTUTLT npotd VWEF. ¥V Bunaaky kpoBoteu
y TakuX XBOpPUX 3 €(QEKTOM 3acTOCOBYBaJM pekoMmOiHaHTHuUM (dakTop Vila
(N.Ciavarella 1 cniiBaBT., 1996).



Jlexuis 11.
Tema: CKPUHIHTOBi METOAH JOC/II/KEHHSI TeMOCTa3y IPU TPOMOOLTOI CHisIX.

IIaToJi0risi MErakapiouMTApHOro anapary

[Tpr4rHOIO KPOBOTEY MOKYThH OYTH:

1. KinbKicHI 3M1HU TPOMOOLIMTIB — TPOMOOLUTONEHI].

2. SIkicHi 3MIHU TPOMOOIIUTIB — TPOMOOLUTOMNATII.

[Ipy neskux 3axXBOPIOBAHHAX CIIOCTEPIrAa€ThCS KOMOIHALIA LHMX JBOX
MEXaHi3MiB, TOOTO HpPH 3HMKEHIA KUIBKOCTI TPOMOOLIMTIB BHUABIAETHCS 1€ M iX
dbyHKITIOHAIbHA HEMOBHOIIHHICTS [5, 39, 40, 41, 42, 44].

PosristHemo TpoMOOLIMTONEH T, SIK1 3yCTPIYalOThCA HallyacTIIIe.
TpoMOouuTONEHii, 3yMOBJIeHI i€10 XiMiYHUX PEYOBUH TA MeIUKAMEHTIB, AKi
rajabMyHlOTh YTBOPEHHSI TPOMOOLUTIB

TpomOonHTOTIEHIST MOYKE PO3BUHYTHUCS TP PI3HUX CHAOTCHHUX Ta CK30TCHHUX
THTOKCHKAIIISIX, OTPYEHHI JEIKUMU PEUOBHHAMU. 3arajibHOBIIOMa TPOMOOIIUTOIIEHIS,
3yMOBJICHA TOKCHYHHUM BIJIMBOM Ha MEraKapiolUTH Tia3uJOBUX CEYOTIHHUX.
KinpkicTh TpOMOOIUTIB y TaKMX BHUIAJKaX 3HUIKYETHCS TOCTYIIOBO, B KICTKOBOMY
MO3KYy 3MEHIIEHa KUIbKICTh MerakapionutiB. Kpim Oe3nocepeTHboro TOKCHYHOTO
BIUTUBY IIUX MEIWKAMEHTIB Ha METaKapiOolHUTH, JNUCKYTYEThCS TaKOXX IMOBIPHICTH
YTBOPEHHS aHTUTPOMOOIIMTAPHUX aHTHUTLI [5].

Ornrcani BUNaAKA TPOMOOIIUTOIICHIT Y HOBOHAPOKEHUX, MaTepl SIKUX 17 Yac
BariTHOCTI MpUMMaNM Tia3uaoBl cedoriHHi. Yepes 2-3 TwkHI MiCIs HapOJKEHHS
KUTbKICTh TPOMOOIIUTIB Y TAKUX JIITEH HOPMAaTi3yEThCSI.

TpoMOoIUTOIIEHISI € YacTHUM YCKJIAIHEHHSIM XPOHIYHOTO aJIKOTONi3MY.
KinpkicTh MerakapioluriB y KiCTKOBOMY MO3KY XBOPHX MOXKe OYTH 3HHKEHOI abo
HOpMaJbHOIO. MexaHi3M i1 aJKOroJl0 Ha MerakapiouuTapHUN amapar He
BUsscHeHUH. [1i1 BIUTMBOM aJIKOTOJIF0 MOXKYTh TaKOXX BUHUKATH (DYHKITIOHATBHI 3MIHH
TPOMOOILIUTIB Ta CKOPOYYBAaTUCh dYac iX JKHUTTI. [licis NpUNMHEHHS BXXUBAHHS
QJIKOTOJIF0 KUIBKICTh TPOMOOIIMTIB TOBEPTAETHCA O HOPMH MPOTATOM IMEpIIUX 3
THOKHIB [5].

Tpomoboyumonenii, 3ymoseni gipycHumu inghexkyiamu

[TpranHOIO TPOMOOIMTOIEHIT MOXXEe OYyTH YpaKeHHS MeTrakapioIUMTapHOTO
amaparty Bipycamu [5].

[TokazaHo, 10 AesKi BIpycH MOXKYTbh MIJUISITaTA PEIUTIKAIlli B MErakapiomurax,
B pe3yJbTaTi 4Oro B METaKapiolUTaX BHHHUKAIOTH JET€HEPATHUBHI 3MIHH. Takuii
MEXaHi3M BHHHKHCHHS TPOMOOITUTOIIEHII CITIOCTEpIraeTbcsl mpu IHQPEKIiHOMY
MOHOHYKJIe031, EmmreitH-bap-BipycHiit iHbeKil, BITpSHII, IUTOMETaIOBIPYCHIN
iHbeKIIi1, eniIeMIYHOMY TapOTHUTI, KPACHYCI.

OpHiero 3 MPUYHH TPOMOOIUTOTICHIT HOBOHAPOKEHIUX MOXKe OyTH caMe Take
VpaXKEHHS METaKapioluTIB BipycamMH (KpacHyxa HOBOHAPO/KCHUX, 3apa’KeHHS
IIUTOMETAJIOBIPYCOM).



AymoimyHnni mpomooyumonenii

AytoimyHHa TpomOonuToneniuna mnypnypa (AITII) xapakrepusyerbcs sk
roctpuii, abo XpOHIYHUN TeMOpariyHuil Jiate3 3 130JbOBAHUM ACHILUTOM
TPOMOOIIUTIB Ta MIKPOLUPKYJIATOPHUM THUIIOM KPOBOTOUYMBOCTI.

Brepmie AITIIT onucas P.Werlhof y 1735 pouti y 10-piunoi niBunaku. [Ti3Hime
11€ 3aXBOPIOBAHHS O/iepXkajo Ha3By “xBopoba Bepnberoda”. B nanuii yac ayroiMmyHHI1
dopMu TPOMOOIUTOIEHII, MPUUUHY ayToarpecii Npu SIKMX BCTAHOBUTU HE BIAETHCH,
o0’e€lHaHl TiJ 3arajlbHOI0 HA3BOIO ‘‘iMlomaTUYHAa TPOMOOIMTOIEHIYHA mypiypa”
(ITTI). BunpinstoTs roctpi Ta XpoHivHi (hOpMU 3aXBOprOBaHHS [5].

TI'ocmpa aymoimynna mpomooyumoneniuna nypnypa

l'octpa ayrtoiMyHHa TpPOMOONMTONCHIYHA Myprmypa — II€ 3aXBOPIOBAaHHS
nepeBakHO AUTSIYOro BiKy. Haifuacrime ciocrepiraerbest y BiKOBiN rpymi 2-9 pokiB.
XJIOMYMKHU Ta JIBYATKA XBOPIIOTh 3 OJIHAKOBOIO YacToTo0 Y 60-80% BUMaAKiB miepe
BuHukHeHHsIM AITII nepeaye BipycHa iHQeKIis BEpXHIX TUXAIbHUX MUISAXIB a00
TpaBHOTO TpakTy. Yacrile TpoMOOIMTONEHISI BUSBISAEThCS 4yepe3 2-21 AHIB micis
nepeHeceHoro iHdexiiiHoro 3axsoproBanus. [Ipubnuzno B 10% BuNagkiB BUHUK-
HeHHst AITII moB’s13y10Th 3 BipycoM BiTpsHOi Bicniu, Enmreiin-bap-Bipycom, a Takox
iHIMME BipycHUMH 1HekissMu. Onucani Bunaaku AITII micns npodinakTuuaHux
merieHs, imynotepanii BLDK [5].

I'octpa AITII B nopociomy Billi 3ycTpidaeThes piakoJluiie B OKpeMUX XBOPUX
nepen BuHukHeHHAM AITII BmaeTbcs BUSBUTH TepeHeceHe iHQEKIHHE 3aXBO-
proBaHHs. YacTimie TpOMOOIMTONEHIYHUN CHUHAPOM PO3BHBAETHCS CEpPell MOBHOTO
3I0pPOB’A Y JIFOJIEH CTapIIMX BIKOBUX TPYII.

Ilposisu. 3axBOprOBaHHS TIOYMHAETHCA TOCTPO TMPOSIBAMHU  3arajbHOTO
reMOPAriyHOro JiaTe3y MIKPOIUPKYIATOPHOTO TUITy. Ha 1miKipi 3’ SIBASIOTECS IPiOHO-
TOYKOBI TIeTeX1i, HEBEJIMKI CHHSAKH, TeMOparidHi BUCUIIAHHS Ha CIM30Bii OOOJOHIII
POTOBOT TIOPOKHHUHM. XapaKTepHI KPOBOTEYl 31 CIU30BUX OOOJOHOK: HOCOBI
KpOBOTEYi, KPOBOTEY1 3 SICEH. IHTEHCHBHICTh T€MOPAriYHOTO CHHAPOMY 3QJICKUTH BiJl
CTyNeHs AePIIUTY TPOMOOUMTIB. Y BaXKKUX BUMAJAKAX MOXYTh OYTH KpOBOTEYl 3
TPaBHOT'O TPAaKTy, HUPKOBI KPOBOTedi. BHyTpilIHbOUEpEIHI KPOBOBUJIMUBHU Y JiTEH
CIIOCTEPIraloThCs YK€ PIIKO — MeHmie, HiK B 1% BUIAAKIB, TOJOBHUM YHHOM Y
niTel, Bikom moHas 10 poki..

IIpocno3 3axBOpIOBaHHS, OCOOJIMBO, y JiTEH, 3BUYAHO CIpUsATINBUiA. Uepes
JeKUIbKa JHIB ITICJIS JIIKYBaHHS IHTEHCHBHICTh T'€MOPAridyHOTO CHHIPOMY 3MCH-
IIYETHCS, X04a TPOMOOIMTONEHIs yTpumyeTbes. Y 80-90% xBopux B cepeaHbOMY
yepe3 4-16 TIWKHIB HACTa€ CIOHTAHHE BWIIKyBaHHSA. B Jeskux Bumagkax TpPOM-
OOLUTONEHIST YTPUMYEThCA 0 12 MicAiiB. 3a faHuMu JitepaTypu npuommusHo y 10%
BUTIA/IKIB 3aXBOPIOBAHHS MIEPEXOJAUTH B XpOHIUHY dopmy [5].

Xponiuna aymoimynna mpomooyumoneniuna nypnypa (ioionamuuna
mpomooyumoneHiuna nypnypa)
XpoHiuHi (GopMu ayTOIMyHHOI TpomOomHTONeHii (TpUBaicTIO Oimbine 6
MICSIIIB), TPHYMHY ayToarpecii NMpu SKUX BHUSACHUTH HE BJAETHCS, NPUUHITO
Ha3HMBaTH 1110MaTHYHOO TPOMOOIMTOIIeHIYHOKO Iypiryporo ITIT) [5].



Ipuyuna ITII no uporo uvacy He BuUsicHeHa. 3B’si3aTu moudatok ITII 3 Oynb-
SAKUM 1HIIUM 3aXBOPIOBAHHSM HE BJA€THCA, XOUa Yy JESIKUX XBOPHUX, OCOOJHUBO, Y
JiTel, B aHaMHE31 MOXHAa BHSIBUTU BIpPYCHY, piaume OakrepiajibHy I1H(DEKUIo,
nepeHeceHy 4-6 TWXKHIB MepeJ MaHi(pecTalliero reMopariuHoro CHHApPOMY, ado
HEJIaBHO MpOBeJIeHE NMPOUTAKTUYHE ICTIJICHHS.

YacTto 3axBOpIOBaHHS MOYMHAETHCA y NEPIOJI CTATEBOrO OO3PIBAHHA, OJIHAK
ITII Moxe MpOSBUTUCA B KOXHOMY Billl. XBOPIIOTH MEPEBAXHO KIHKHU. 3aXBO-
proBanicTh ITII cepen xiHOK B 3-4 pa3u Bullla MOPIBHSAHO 3 4YoJIOBiKaMu. Yacrime
3aXBOPIOBAHHSI TIOYMHAETHCS TIOCTYMOBO 1 Ma€ XPOHIYHO-PEHUAUBYIOUUM abo
3aTSHKHUAM XapakTep.

Pozeumox. 3axBoploBaHHS 3yMOBJICHE MOCWICHHM 1 NPUCKOPEHUM pPYHHY-
BaHHSM TPOMOOIMTIB BHACIINOK Jli ayTOAHTHUTLI, CHPSIMOBAHMX MPOTH BIIACHUX
TPOMOOIIUTIB.

Jlesiki aBTOpM BBakaroTh, 1m0 y BUHUKHEHH1 ITIl maioTh 3HaueHHs TropMo-
HaJIbHI (PaKTOpH, 30KpemMa, ecTporeHu. st miATBep/HKeHHS I1i€l JyMKH TPUBOJISTH
¢daktu, mo ITII yacTime mouMHAETHCS Yy KIHOK Y MEPi0J CTATeBOrO JT03p1BaHHS, i
Yac BariTHOCTI 200 B KJIIMakTepUIHOMY Tiepioi [5].

IIposisu. OCHOBHMMM KJIIHIYHUMHU CHMIITOMaMU € KpOBOTE€Yl 31 CIM30BHX
000JIOHOK Ta merexiasbHl BUcumaHHsA Ha wkipi. KpoBorouusicts mpu ITII mae
MIKPOIMPKYIATOPHUM XapakTep. ['eMopariyHi BHCHMAHHS Ha IIKIPI BUHUKAIOTH,
NepeBaXHO, 0€3 KOHKPETHUX MPUYHMH. XapakKTepH1 Juisi TPOMOOIUTOMNEeHii ApiOHO-
TOYKOBI MMETEXii Ta HEBEJINUKI CUHSIKHU. EKXiMO3M YacTille JIOKaTI3yIOThCSl Ha TIEPeIHIM
MOBEPXHi Tyny0a, BEpXHIX Ta HIKHIX KiHIIBKaX. B MicIaX iH €Kil yTBOPIOIOTHCS
KPOBOBUWJIMBH OUTBIIMX pO3MipiB. Benuki reMatoMu, TUITOBI JJISI KOAryJjomnaTii, pu
ITIT ne Oymatorh. HaiiGinem xapaktepni s ITII mpody3Hi kpoBoTeui 3 HoOca, 3
SICEH, a Yy J)KIHOK — TPUBAaJI Ta pACHI MeHcTpyarlii [5].

Imynna mpomoowumonenia npu BLI-inghexuyii

Y 3-9% Bcix BlJI-iH}pikoBaHMX TMalli€HTIB BUHUKA€ THUIOBA IMyHHa
TPOMOOIUTOIICHIS. JIUCKYTYIOThCS HACTYIIHI NMAaTOr€HETHYHI MeXaHi3MHU: 1) mpsMma
Tl Bipyca Ha METakapiolUTH; 2) MOMIKOMKEHHS TPOMOOLMUTIB IUPKYIIOIYUMH
IMYHHUMH KOMILJIEKCaMHU, PUPOA SAKUX JI0 IIbOT0 Yacy He ineHTudikoBaHa; 3) yTBO-
peHHs crienu(iYHUX A0 TPOMOOIIMTIB ayTOAHTUTII MPOTH PI3HUX YITKO HEIACHTH-
(biKOBaHUX aHTUTECHIB.

TpombonuTonenis, acomiioBana 3 BlJI-indexiiero, gacrime crmocrepiraerbes
y HOBOHapo/keHuX Biag BlJI-mo3utuBHMX MaTepiB Ta y MiT€ll paHHBOTO BIKY. Y
nopociux AITII wactime BusBnserbest cepen BIJI-Mo3uTHBHUX TAIIE€HTIB TPYMH
pU3HKy. 3HAuHE 3HUKEHHS KinbkocTi TpoMGouuTis (Menme 30 « 10%0) i BignosigHo
MPOSIBM TEMOPATIYHOTO J1iaTe3y CIOCTEPIraroThCs MPUOIM3HO Y TPETHHU XBOPUX HA
AITTII, acomiitoBanoi 3 BlJI-indexiieto. Y 611bm10CTi XBOPUX KUTBKICTH TPOMOOITUTIB
BUIIE KPUTHUYHOTO dYHCIa. MOXYTh CIOCTEpIraTUCh TPUBAII CIOHTAHHI peMicii
Oco06nuBO BaXKH KITHIYHUN TepeOir TpPOMOOIIMTOIIEHIT CIIOCTEPITaeThCsl Y XBOPHUX
Ha reModiriro, iH}ikoBarnux BIJI [5].



Tpomooyumonenii npu iHpeKyiliHuUX 3aX60PIOCAHHAX

OpnHi€r0 3 OPUYMH PO3BUTKY TPOMOOIMTOINEHII, OCOONMBO y JiTeH, €
1H(EeKI[1I1H1 3aXxBoproBaHHSA. TpoMOOLMTONEHISI MOXKE BUHUKHYTH MPU MaJiApli, BiCI,
YepeBHOMY Ta BUCUITHOMY THU (1, KOp1, CKapJaTHH1, TUPTepii, cerncuci, IHPeKiitHOMY
MOHOHYKJIC031, Opylenbo3i, JeHlmaHiosi, rpumi, cudiiici, TyOepKynbo3i, 1H(eK-
IIMHUX 3aXBOPIOBAHHSAX BEPXHIX JAUXAIbHUX NUISAXIB Ta IHIIMX. Y JESIKUX XBOPUX
TPOMOOIIUTOIEHISI MOYXE€ PO3BUHYTHCS SIK YCKIQJAHEHHS NMPOQUIAKTUYHUX IIEMJICHb
[5].

Pozéumox. MoxnuBi J1Ba MeXaHI3MU YTBOPEHHS aHTUTUL: 1) aHTUTLIA
YTBOPIOIOTHCS MPOTH 4YYKOTO AHTUI€HA, (PIKCOBAHOI'O Ha MOBEPXHI TPOMOOIIUTIB
xBoporo. Ile Tak 3BaHa “ranTeHoBa” TPOMOOIMTOIEHIS (TeTepoiMyHHa TPOMOO-
nuToneHis). B gaHomy Bumagky poJsib TanTeHa Bifgirpae Bipyc abo MikpoO,
¢dikcoBaHU Ha TTOBEPXHI TpoMOOIUTa; 2) MmiJ Ji€r0 Bipyca abo MiKpoOa 3MIHIOEThCS
aHTUTEHHA CTPYKTypa TPOMOOIIUTIB, 10 BEJIE IO YTBOPEHHS aHTUTLI MPOTH BIACHUX
TPOMOOIUTIB (ayTOIMyHHA TPOMOOILIMUTOIEHIS ).

IIpossu. Y OINBIIOCTI XBOPUX CHMIITOMH KPOBOTOYHMBOCTI IMOSIBISIIOTHCS HA
MOYaTKOBUX CTaiAX 1H(EKIIITHOro 3axBoproBaHHs. YacToTa ycKiagHEHHS TpoMOO-
IIUTOTICHIEI0 HE 3aBXKIM CIIiBIAJac 3 BaXKICTIO OCHOBHOTrO mporecy. Jlexomu npu
JIOBOJI1 JIETKOMY MPOTIKaHHI 1H(EKIIHHOro 3aXBOPIOBAHHS BMHUKA€E Ba)Kka TPOMOO-
LIUTOIECHIS.

['emopariuamii CHHIPOM TPOSBISIETECS TOCTPO 1 XapaKTEPU3YETHCS KPOBO-
TOUYMBICTIO MIKPOIUPKYJIATOPHOTO TUITY, TPUTAMAHHOIO TPOMOOLUTOINIEHIYHOMY CHH-
npomy. ['eMopariude yckiaagHEHHs, 3BUYaiiHO, Tiepedirae OypXJIuBO 3 1HTEHCHBHOIO
KPOBOTOYHBICTIO.

B okpeMux Bumaakax TpoMOOIMTONEHISI MOXE PO3BUHYTHUCH Yepe3 ICSIKUN Yac
iC/Is MepeHeceHoro 1H(EKIIHHOr0 3aXBOPIOBAHHS — I1€ TaK 3BaH1 MicHsiH(EKITiHH]
TpoMOOLUTONICHII. BWHHMKHEHHs 1X CHiBHagae 3 TEpiojJioM, HEOOXITHUM JJis
HAarpOMa/KCHHS IMYHHUX aHTUTLI — ToOTO uepe3 10-14 nHIB micisa mnepeHeceHoi
iHpeKIii.

[HKONMM y TepioJl 3aXBOPIOBAHHS MOYKE CIIOCTEPIraTUCh HE3HAYHE 30UTBIICHHS
TiMpaTUIHUX BY3iB, CEJE3IHKUA. TPHBAJIICTh T'€MOPAridyHOro0 CHHAPOMY — Mepe-
BOXHO 2-4 TwXHI. BH3I0pOBICHHS CYIPOBOKYETHCS HOPMAUTi3alli€l0 KUIBKOCTI
TpoMOoIuUTIB [5].

Meouxkamenmo3ni iMyHHI mpomooyumonenii

Hesiki MeaukaMeHTH (X1HiH, XIHITUH, CEIOPMIJl, MipaMifoH, cyidbdaHinaMinHi
npenaparty, cajiiuiatd, 0apoiTypaTH, CTPENTOMIIIMH, MPENnapaTH MUII’ SKy, 30JI0Ta,
dypocemin Ta iHII) MOXYTh OyTH TNPUYMHOK BUHUKHEHHS IMYHHOI TpoMOO-
UTOMEHIT [5].

Pozeumox. YoMy y nesakux 0Jed BKa3aHI MEIMKAMEHTH BUKIMKAIOTh
YTBOPEHHS aHTUTPOMOOIIMTAPHUX aHTUTL, a Yy IHIIUX Hi, MATAHHS JI0 IIBOTO Yacy He
BHsICHEeHe. Bimomi 1Ba MexaHi3MH YTBOPEHHS aHTHTLI:

1. MegukamMeHT y IuX BHIAJKaX BIJICPa€ pojib ramnteHa. 3’ €IHYIOYHCh 3
OUIKOM MeMOpaHu TPOMOOILIMTA, BiH HA0YBa€ BIACTUBICTh AHTUT€HA, 3aBJSKH YOMY B
OpraHi3Mi YTBOPIOIOTbCSI aHTUTLIA 1 B peE3yJbTaTl peakiii aHTUTEeH-aHTUTLIO



TPOMOOIIUTH PYHHYIOTbCA. AHTHUTLIA, K1 YTBOPIOIOTHCS NMPU BKAa3aHOMY MEXaHI3Mi,
Ha3MBalOTh “MEIUMKAMEHTO3AJIEKHUMU , BOHU JIIOTh TUIBKM TIPU HAsABHOCTI
MeIUKaMeHTy abo Moro wetabouiTiB. Ile Tak 3BaHui “‘ranTeHOBUI” THUM
TpoMmOonuTOneHii (rerepoimynHa ¢gopma). [Ipu GnokyBaHHI TPOMOOLMTIB MEIUKA-
MEHTO3aJIC)KHUMH aHTUTLIAMH 1 aKTHBAIlii CUCTEMH KOMILJIEMEHTY BOHH IIBHIKO
PYHHYIOTBCS.

2. MeaukameHT ab0 HOTro MeTa0oJIITH 3MIHIOIOThH MOBEPXHIO TPOMOOIIUTA TaK,
10 BOHA ‘“pO3MI3HAETHCA” IMYHHOIO CHUCTEMOIO K 4UyXka, Y 3B 53Ky 3 UMM IMYHHa
cUCTeMa BIANOBIAA€ YTBOPEHHSAM aHTUTIN. lle Tak 3BaHuil “ayTOIMyHHUN’ TUI
TPOMOOIMTONEHII. ~AyTOAaHTUTLIA 3B S3YIOThCS  IEpPEBaXXHO 0e3  akTuBalil
KOMIUIEMEHTY 1 3YMOBJIOIOTH OUIBII MOBUIbHE pPYWHYBaHHS TPOMOOILUTIB —
eKCTpaBa3asibHUi (arouTos [5].

TpomOornuToneHis HE BUHHUKAE TICIs MEPIIOTO MPUHOMY MEIUKAMEHTY, AJIS

YTBOPEHHSI aHTUTLT HeoOXiAHUM neBHUM uac. [lomepenHss ceHcuOumizalis MoOXe
NPOTIKaTH TMO-Pi3HOMY: JCKONIW JJisi YTBOPEHHS aHTUTLI AOCTAaTHRO 1-2 mpuitomu
MEJIMKaMEeHTy a00 OJM3bKUX 3a XIMIYHOIO CTPYKTYpOIO IIpenapariB, B I1HIIUX
BUIAJIKaX CEHCHUOLTI3aIlid BUHUKAE IIICJSI TPUBAJIOro Oararopa3oBOro mNpUHOMY
NEAKUX JIKIB.
IIposeu. 3axBOPIOBaHHS NMOYMHAETHCSA TOCTPO. Y XBOPHUX 3 “TAaTEHOBUM THUIIOM
TPOMOOITUTOIICHIT TPOTATOM KOPOTKOTO 4Yacy MICIsi MPUHOMY MEIUKAMEHTY MOXKYTh
NOSIBUTUCH JPOII, MIJBUILIEHHS TEeMIeparypu Tiida, a B mnepul 6-24 roauHu
BUHUKAIOTh TeTeXii, KPOBOBMWJIMBU Ta KpoBoTedi. [lpu “ayroiMmyHHOMY” MeXaHi3Mi
TPOMOOILIUTOIICHIT TPUXOBAHUN TME€pioJ] MOXKE TpHUBATH JeKuibka 1HIB. Ilepelir
3axBoproBaHHA roctpuil. KiliHika XapakTepHa mjii TpOMOOIMTOIEHII KO>KHOTO
refe3y. BaXKICTh reMopariyHoro CHHJIPOMY 3aJIeXUTh Bl J03M Ta TPUBAJIOCTI
npUiioMy MEIMKaAaMEHTY. XapaKTEepHO, IO MICJsS BIAMIHM JIIKIB CHMITOMH KPOBO-
TOYMBOCTI IIBUJKO 3MEHIIYIOThCS. YUCIIO TPOMOOIUTIB BITHOBIIIOETHCS TOCTYIIOBO 3
NOBHOIO HOopManizamiero Ha 7-10-mit  gens. Ilpum  “ayroimynHux d¢opmax”
BIJTHOBJICHHSI YMCJIa TPOMOOIIMTIB MOJK€ TPUBATH JEKLIbKa THKHIB. BuTiKyBaHHS
IIOBHE, aJIe¢ TMTOBTOPHUN MPHUHOM JaHOTO MEIMKaMEHTa a00 WOro aHajora BUKJIHKAE
peLMInB 3aXBOprOBaHH [5].



Jlexkmia 12.

Tema: CKpUHIHTOBi METOAU AOC/IIZKEHHSI TeMOCTa3y NP TPOMOOUTONATIsIX.

Tpomooyumonamii

TpombouuTonaTii — 1e rpyna reMopariyHuX CHUHAPOMIB, 3yMOBJIEHUX CHaj-
KOBOIO a00 HaOyTOIO SIKICHOIO HEMOBHOILIHHICTIO a00 JUC(HYHKLIE0 TPOMOOIIUTIB
[5].

[Ipu cnagkoBUX TPOMOOLMTONATIAX MIJBUILEHA KPOBOTOUMBICTh BUSBIISAETHCS
3 paHHBOTO JWTHUHCTBA, 3aXBOPIOBAHHS MPOTIKAae€ 3 TEpioJaMH 3aroCTPEHHS Ta
nepiojiaMu BITHOCHOTO KJIIHIYHOTO 3aTuiimisl. YacTo BAAEThCS BUSBUTH MIJBUIICHY
KPOBOTOUYMBICTh y WIEHIB POAMHH XBOPOTO. BaknmBe 3HAYEHHS Ma€ TaKOX
BIJICYTHICTb Yy Malli€HTa 3aXBOPIOBaHb, 5K MepediraloTh 3 CAMITOMATHYHOIO TPOMOO-
[IUTONATIE0, a TaKOX 3alepeueHHs XBOPOTro MIOJ0 MPUHOMY MEIMKAMEHTIB 3a
octaHH1i yac. CiagKoB1 TPOMOOIIUTONATII CIIOCTEPIral0ThCS PIAKO.

[lopiBHSIHO HEBeJlMKa TPUBAJIICTh TEeMOpaAriyHoro jiate3y abo rocTpwuii
MOYaTOK HOT0, HAasBHICTD Y Malli€HTa 3aXBOPIOBAHHS, sIKE repedirae 3 CMMIITOMATHY-
HOIO TPOMOOITUTOIATIEI0, a TAKOXK MPUHAOM METUKAMEHTIB € MiJACTaBOIO 3aIliI03PUTH
Ha0yTy TPOMOOLUTONATIIO.

Ilposgu. CuMNTOMATHYHI TPOMOOIMTOMATII XapaKTEPU3YIOThCS KPOBOTO-
YUBICTIO MIKPOLUPKYJIATOPHOTO TUIy. HaldacTimme crmoctepiratoTbCcsi KpoBOTeUl 3
HOCa, SICEH, MAaTKOB1 KpOBOTeYl (PSICHI Ta TpUBajl MEHCTpYyaIlii), reMopariyii BUCH-
MaHHS Ha IIKIpi, SKI BUHUKAIOTh, MEpPEeBakHO, 0€3 CYTTEBUX NPUYMH Y BUIJIAII
TpiIOHOTOYKOBHX METEXii Ta HEBEIMKUX CHHSAKIB. PiIKO MOXYTh BUHMKATH IIJTyHKOBI
Ta HUPKOBI KPOBOTEYI, a TaKOX IIJIBUIIIEHA KPOBOTOYMBICTh MpU IOpi3ax Ta
OTICPATHBHUX BTPYYAHHAX (€KCTpaKIlis 3yOiB, TOH3UIEKTOMIs).

Meouxkamenmo3ni mpomooyumonamii

Ha ocobmuBy yBary 3aciiyrOByIOTh MEIWKAMEHTO3HI TpoMOoIuTOnaTii y
3B’SI3Ky 3 THM, IO BOHM MOXYTb OYTH MPUYHUHOIO BAXKUX KPOBOTEY, OCOOIHBO,
KO TE€He3 iX He € BCTAHOBICHUM, 1 XBOPUH IIPOJIOBXKYE MpUHAMATH JdaHUN
MenukaMeHT. KiTbKICTh MEIMKAaMEHTIB, SIKi MOXYTh BIUIMBAaTH Ha OOMIH PEYOBHH
TPOMOOIIUTIB 1 BUKJIMKATU CYTTEBI nedextu ix QyHkiii, Benuka. B 3amexxHOCTI Bif
JOMIHYIOUOTO €(EeKTy MEIUKaMEHTY IIi TpOMOOLMTOMNATIi MOMUISIOTh HAa OKpeMi
rpynu [5].

1. Taribitopu 0OMiHY apaxiJOHOBOI KUCJIOTH:

a) 1iurioitopu ¢docdoninaz (aHTUMATSAPINHUI npenapaT XiHAKpUH, JEsKi
CTEpOiHI TOPMOHH B BUCOKHUX J103aX, 30KpEMa, T1IPOKOPTHU30H);

0) 1HT10iTOpH ITUKIIOOKCUTEHA3! (BC1 HECTEPOIqHI MPOTH3ANATbHI CEPETHIUKA —
aneTIICATIIIUIOBA KUCJIOTa, IHIOMETAIluH, OyTanioH, 10ympodeH, HampoKCEeH Ta
1HII).

HaityacTrime 3ycTpidaeTbCss KPOBOTOYHMBICTH, 3yMOBIIEHA MPUHOMOM alleTHI-
camiuiaoBoi kuciiotu (ACK). [Mopymienns GpyHKIii TPOMOOIUTIB HACTAE yKe uepes3 2
TOJIMHU MICJSI TPUHOMY acHIpUHY 1 YTPUMYETbCSl TpoTiroM 6-10 nHIB micis HOro



BIIMIHM (TOOTO MPOTIATOM KUTTS ULUpPKyJIouux y mnepiog mnpuitomy ACK
TPOMOOLIMTIB).

2. 30unpieHHsT KoHIeHTpauii HAM® B TpomMOoLMTaxX MOXKE 3/1HCHIOBATUCH:
LUIIXOM rajgbMyBaHHs aerpajauii tAM® inrioitopamu dochoauectepasu, 10 SKUX
HaJeXaTh AUMIPUAAMON (KypaHTHI, NEPCaHTHH), TeOPUIIH, eypiuIiH, ManaBepuH Ta
iHII. BkazaHi mpemapaTd rajabMylOTh aJare3ir0 TPOMOOIMTIB 10 CKJIa Ta CyOeH-
JOTENIIO.

3. AHTUOI10THKH.

Bucoki 1031 aHTHOIOTHUKIB TEHIMWIIHOBOTO PsiAy, 30KpeMa, KapOeHILWIIiH,
MOXXYTb MPUBECTU IO MPOJOBKEHHS Yacy KpPOBOTEYl, TaJIbMyBaHHS arperauiiHoi ta
CeKpeTOpHOT PyHKIIT TpoMOOIHUTIB [5].



