XemMocTasa

IIpod Hp Bnagumup Jypuinumh
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 CTtyaeHT Tpeba Aa pasyme OCHOBHE
mexaHu3ame nopemeheHe Koarynauuje

* [la cXBAaTU KOjn Cy OCHOBHM Pa3/103n HACTaHKa
KpBapera, HacTaHKa Tpomb0o3a N mejaHnu3mu
HacTaHKa [ANK-a

* [ToTpebHO je Aa CTyAEHT YNno3Ha OCHOBHE
TeCcToBe Y UCMUTUBAHY XeMoCTase



XEMOCTA3A =T1POUEC 3AYCTAB/bAHA KPBABJ/BEHA

1) Backy/nHM YMHMOUM (KpBHM cya) 2) TpombouuTn,
3) CneyndunyHe 6enaHYeBUHE NAA3ME, 4) Koarynaumja n pnbpmHonmsa



NoBpeaa KpBHOT cyaa
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AHTUTPpOMOOreHu TpOMGOI'EHM

(baBopu3yjy TeuHo crarbe KpBu) (paBoOpuU3yjy Koarynauyujy)
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BackynHa ¢a3a :

Ba3okoHcTpuKIH]ja, ociio0ahame TkuBHOT hakTopa (TF)
IIPOCTAIMKIIMHA TIOCIIC IIOBPEAC 31 1a KPBHOT Cy/a

TpomOoumTHA (ha3za:

aTxe3uja, arperaunmja, ociiobahame ADP u
IPOCTAIUKIIMHA

AxTHBaalnuja (pakTopa KoaryJaiuje:

HU3 KaCKaJHUX peaklifja Koje JOBOAE J0 ONPOAYKIIHU]E
TPOMOHHA U IpeTBEpame PuOpuHOreHa y puopuH

OUOpPHHOIN3A. orpaHnYaBa IUpPEmke TPoMOa BaH MeCTa
OBpEIC, JOBOAH JI0 JIM3€ TPOMOA U 3apacTama paHe
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1) Backynau nopemehaju :

a) Hacnennu:
XepeauTapHa TellcaHTMeKTa3u]ja, HeJIoCTaTaK CI0jeBa KPBHOT
Cyda, IpOIIMpEeHa KPBHOT CyJla, aHEypU3ME = pyITypa
KPBHOT Cyzia

0) CteueHu:
Backynutucu - 3anajbema, alepruje, HeaocTarak BUTaMHUHA
L, nucnporenHeMuje (Tal0KeHhe JIMIIKIA), TAI0XKEHE
aMMJIOH A, IPUMEHA KOPTUKOCTEPOUA,

ITOCJICANIIC.
KPBABJbCIHLC, HGTCXI/IjC, CIIOHTAHa KPBABJbCHA N3 MYKO34d



[leTexnje No KoXu




TpombounTHM Nnopemehaju:

A) KBaHTuUTaTHBHU

* Tpoboumronenuje <4.0 Xx109/n = cMameme Opoja TpoMOOIINTA:
— CmarbeHo cTBapatbe TpomboumnTa (pasnosm): ypoheHo, NeKosu, 3paderbe

— MNoBehaHa pa3rpaama (cTBpaTarbe AT Ha Tpombouute, UTI - TpoMbBOUMUTHA
TpomMmboUMTONEHM|CKa Nypnypa), XnjanuHu Tpombu, npumeHa 31aTa,
xenapuHa, ANK

— MNoBehaHo agenoHoBame (xMnepcnaeHn3am)

b) KBanurarnBau

* Tlopemehaj ¢pynkimje TpomOonuTa :
— HacneaHun — HepgocTaTak peuenTtopa 3a von-Willenbrandov ¢aktop (Ha Tp
=Hema agxesuje)
— HepocTtaTak peuentopa 3a pubpuHOreH, = Hema arperaymje

— [llopemehaj cekpeuymnje — Hema cepoToHUHa, Ca 2+, ADP, ATP, Hema
dunbpuHorena, TF-4,

— CreyeHun — ypeMunja, UHCYPUHUMjEHLM]|a jeTpe, NEKOBU, UHXNBUTOPU
dochoauectepase, LedanoCnopuHU, MPUMEHA LIUTOCTATUKA, KOA NeyKeMuja,
ANCpPOTEMHEMMU]A.....



[Topemehaju Koarynauyuje

A ) HacnegHu nopemehaju

1)Xemodpunnja A HepocTaTak VIl paKkTopa

2) Xemodpunuja b HepgocTaTak IX pakTopa

— [eHun cy Ha X xpomo3omy ,

— CnoHTaHa KpBaB/bera Yy 3rnobosmma, mnwmhmnma, nocne Bahera 3yba, y LIHC,
3) Von Wilebrand-oBa 6onecTt, ayToCOMHO JOMWHAHTHO Hacneaje

— VWF - eHpoTenunjanHe hennje n merakapmoumntu = agxesmja, aktmsauuja Tp

B) Cteyenun nopemehaju

NHcydmnHUMjeHUMja jeTpe = CMarbera CBUX paKTOpa Koarynauuje,
XUIIOMIPOTPOMOUHEMH]A, XUTTOPUOPUHOTCHEMU]A WJIU MOTIYH HEJIOCTAaTaK
HeJoCTaTakK BUTammnHa K

MocTojatbe AT Ha paKTope Koarynauumje (IgG knace ) — MHXMBbUTOPU Koarynauuje

Jlynyc aHTUKOAarynaHT - aHTUTeNo Ha dochonnnuae = KpBaB/bEHE, CMOHTAHM
nobayaju

HepocTtatak ButamuHa K, < pyHKumja dpaktopa ll, VII, IX, X 36or cmarseHor
Nly4eHba Kyum U CMakbeHe pacTBOP/bUBOCTM Y MacTUMa , SIoLle peancopnuuje



Xemodpunuja

MyTauuja reHa

— 0[CYCTBO CUHTE3e PpaKTopa

— CMakbeHa CUHTe3a paKTopa

— CMHTEe3a HedYHKUMOHANHOT paKTopa

PeuecnsHo HacnehunBare
CunHTe3sa: jeTpa, cnesmHa, IMMPHN YBOPOBMU

Y unpkynaumnju: kKombmnHauymja ca vVWF



TUMOBU XEMO®UJINIE A

" Tewka xemodpununja —uncnopa 2% FVIII

" YMmepeHa xemodumnnmja — 2 - 10% FVIII

= bnara xemopunamnja — 20 —-30% FVIII



* KIMHMYKe maHundecTtaumje

— KpBapera y 3r1o0bose n mmwunhe,
NOCTONEPATUBHA KPBapeHa

* labopaTopuja
—PTV — npoayXeHo
—PV, TV, Bp. KpBapeHa - HOpMa/iHO



VON WILLEBRAND- osa BOJIECT

Erik von Willebrand, 1924.g.



Engorenae hemnpe

Basanana
seMOpHa

Konares

CyGenporeane
suxpodubpecie

Yon Willebrand
factor (vWF)

MexGpana TpoMOoHTa



KAnHn4YKe maHudectauuje

* MyYKOKyTaHa KpBapeha
= Enuncrakce

" [MHrMBaNHa KpBapera
= MeHoparuje

" ' KpBapera

* [locTonepaTuBHA KpBapeHa

" [locTTpaymaTcKa KpBapeha



[Mopemehaju Koarynaumje

* Y HOpManHMM PU3NONOKUM YC/IOBMMA = HEMA Koarynauuje
1) Hema aKTUBUCHUX NNa3MUHUX paKTOpa Koarynaumje
2) MocToje aHTMKOaArynaHatM UAn MHXMbUTopKM Koarynauwuje
3) nocToju HopmanHa ¢nbpuHonansa

*  WHxmbutopwm cy:
» AHTUTPOMOUH llI— - MHXMBUpa TPOMbBUH, akTUBMCaHe pakTope IV, X, XI
» XenapwvH nojavyasa AejcTBa aHTUTPoMbuMHa |

» MpoTtenH Ll - TpomMbBUH 1M TpOoMbBOMOAYINH CTBApPaAjy aKTUBHWU 06K
» PunbpuHonMsa - pasaparbe KPBHOT YrpycKa, Noj AejcTBOM Na1a3mMnHa

» [nasmuH HacTaje Noc/ie [ejcTBa akTMBATOPA: KOHTAKT, TKUBHU NI1a3MUHOTEeH
(enpoTennjanHe hennje=, ypoknHasa (13 mokpahe), ctpentokmHasa (13
6akTepuja)



OpunjeHTauMOHN TeCTOBU

MHdopmaLnja 0 KpBaB/berY U/MAK cMakbeH bpoj TpomboumTa

[poay*KeHOo Bpeme KpBapekba Koj, cMareHor 6poja TpombounTa u
nopemeheHe pyHKUMje TPpOMBOLMTA aNn NOTPEOHU A0AaTHU TECTOBM

MapuymjanHo npotpombuHcKo Bpeme (MTT) je HOpMaNHO YKONIUKO je
YHYTPALLUHM NYT Koarynaumje GyHKUMOHANAH

TpombuHcko Bpeme (TT) je npoayr*KeHo ako noctoju nopemehaj
npeTBapara pubpuHoreHa y pmnbpuH. Ogpeamntm pnbpuHoOreH u
eBEeHTya/IHO MPUCYCTBO aHTUTPOMDOUHA

N3merbeHo npoTpombuHcKo Bpeme (MNT) yKasyje Ha nopemehaj V, VI
daKTopa Koarynauuje



Tpombose

3aXXMBOTHO 3rpyllaBsatbe KPBU Y KPBHUM CyA0BMMA U CTBapatbe
ONCTPYKUMUje NPOTOKY KpBU
— HepocTaTtak umHuoua aHTMKaoarynauuje AT Tp Ill, npotenHa C,
Mpegucnonnpajyhun dakropu:
— YcnopeHa umMpKynaumnja, nexame, nywere, aAnjabetec (Makpo u
MUWKpOaHrMonaTuje), xunepannuaemmja, XmneptTeH3unja
Nopemehaj KpBHUX cyaoBa

— aTepockneposa, nopemehaj KPBOTOKa, akTUBaLMja Koarynauuje nocne
nospeae, MHPeKLUNje, UMyHCKM MeXaHU3MMU....

Nopemehaj koarynayuje:

— obosbeme jeTpe, MaNUTHUTETH, ayTOMMYyHce bonecTu
MaHudecrayumje:

— ApTepujcke 1 BeHcKe (noBpluHe , ayboke )

— JIOKa/NHW 3aCTOj KPBOTOKa, embonuje (cpue)

— YecTa cy noHaB/batba TPOMDO3a,

— pAyrotpajHa = aTtpoduja KoOXKe, yauepaumje, Hekpo3e, MHPeKUMUje......



dakTopu pU3HKa

XUIIEpTEeH3H]a

Ilymeme

Jlnjadet

XUIEPIUNUIEMH]A

Homocisteinemia

TpomOomuremMuja

IToBehamwe dakropa VIII, pudpunorena

Jlynmyc aHTUKOaryJjaHT



ANK
JluceMMHOBaHA HHTPABACKYJIApHA KoaryJjanuja
W
(ITorpoumHa koaryJjgonaruja )
(MOTPOIHM TPOMOOXEMOPATHjCKHU CHH/IPOM)

(nepuOpuHammja)

JIvk je cBeommTu nopemehaj xemocrase
y LIeIMHU o0yxBaTa rmopemehaje:

KpBHUX CcynoBa
TpomOomute

Koarynamujy
OHOPUHOIU3HE MEXaHU3ME
NuaxuboTope , KHHUH
CHCTEM KOMILJIEMEHTA



UK

Y3poumn HacTaHKa

NHbeKumja, cenca, MEHUHIUTUC, NOCT NAapPTaJHO, XeMaTo/IoWKK nopemehaju,
neykemuje, iAMMPomm, CONNAHN TYMOPU, NOCTPAYMaTCKa CTakba, afleprmja, akyTHU
aucTtpec cuHapom nayha, agpeHanHa HEKPO3a, jeTPMHa AUChYHKLUMjA, KOXKHA
nypnypa, Tpomboembonmnje, Telwke onepaumje, eKCTpa-KopnopasaHa umpKynauymja,

MexaHn3am HacTaHKa

Mopemehaj nounke akTMBaumjom GakTopa Koarynauuvje, anm p[onasu Ao
Tpowera paKTopa Koarynaunje Te MUMamo MUKpPOTpombe 1 KpBapeme
HacTyna ¢ubpunHonmsa, pacte KoHUeHTpauuvja ¢ubpuH aerpagaumoHmX
npoAaykaTta, pemetn ce dpyHKLUKNja TpombrounTa = HaCcTajy KpBaB/beEHA



NunjarHoctuka ANK-a

TpomOoruToneHuja
Ilepudepnu pazmas — parMeHTallja EpUTPOIIUTA
IIponyxeno
Bpeme kpBapema
[IpoTpOMOHUHCKO Bpeme

AxtuBupano PTT

TpoMOHHCKO Bpeme

®HUOPUHOreH CHUKEH

D-avmepu MOBUILIEHHU Je€p C€ NpEeTEpaHO CTBAPA]y

dakropu KoaryJamuje:
FV 1 FVIII Beoma HUCKH jep ce Tpolie
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