HCKU YH@CI/ITET - I1JI
OAKYNTET ,,3APABHU N'PNXXN"

aTopusi, KJIu AJIeProJIorus
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XEMOCTA3A.
AEOPATOPHI/I TECTOBE
~ 3A OLEHKA.

INpogh. a-p A. PyceBa



_ XemMocTaza —

XEJ‘JJ.OF“J# e cnomHﬁBﬂeHme OCbLIJ,eCTBS'-IBaLLI,O ce
AWOPhAHVBBMABKIIIOYBaKPBEOCHEVPBAHE

Y rr)/u,)/ .n|/|3a KOVITO MOraT Aa MpoTnyaTt

OO i

= cbaosa (0T 2 40 5 S)

= TpOM60LI,l/ITHa (oTr 3 a0 10 s)

* fa3mMeHa (ot 30 ao 120 s)

* OnbprHon3a (ot 6 Ao 48 h)

* Bb3CTaHoBUTeMHa (oT 10 ao 60 AHn) 2



T——

-

XemocTaza:

e

-

- — - - —

"" -

0) :JJ_):J,/J_I’ komnOHeHTu, yUacTBalUy B

d

Fleor r} ,_ Ha XEMOCTA3d Ca TpMu.

-"L’,.

r_/'

= 1) chaoBa cTeHa
'Z) TpOM6OLI,I/ITI/I

—
p——

- 3) nnasMeHun dakTopu



emocTasa.

OB crr‘ bM — YCW/IBa CE OT aAPEHaNVH 1
= TpomMbokcaH A2.

HeTpoMbOoreHHa MOBbPXHOCT



XeMocCTa3a

Sp— L ‘ —_—
YN POMOOLNTH - OCHOBHH QPYHKLNH

AY) ‘\n €3ndTa NIiPae OCHOBHA Posid npu
OO,)JJ‘/r aHE Ha TPOMOOLIMTHMS TPOMO.

__‘3VI$ITa € HapyLleHa N BPEMETO Ha KbpPBEHE Ce
;}g,- kaBa sHauMTenHO npy 6onecrta Ha oH
ﬁﬁeﬁpaun

Bpo,u,eHM (Han-yecTuTe) UWan NpnaocbuTn aedeKkTn
Ha cpaKTopa vWF BoasaT Ao 3abonsiBaHe von
Willebrand (VWD), koeTo ce nposiBsiBa CbC
CKJIOHHOCT KbM KbpBEHE OT KOXXa U InraBuLm C
Pa3/InYyHa TEeXecT. 5

,P‘:'
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- Xegpcrasa-? —

—
| —

2)NPOMb6OUNTH — OCHOBHN QPYHKUNN

b) Arperaums- npyiensaHe Ha Thr eanH
KBV APYE C YYacTve Ha Kanumesm vioHn, AQD,
pl/IHOI'eH 1 AP. aAXE3VBHN NPOTEUHN U
= M6paHHM PELIENTOopM.

~ Jlo Tyk arperaumnsita e obpaTviMa — 0bpa3yBsa
CE MbPBUYEH KPBBOCMMPALL, CbCUPEK
/TPOMBOLNTHA 3anyLlasika—oKoao 5” cnea
CbI0OBOTO YBpeXxaaHe/.



XeMOCTaBa i

‘*—d-

YN ,J OMOoUNTH. — OCHOBHH, QDY HKUNY

) B B0 BOLVTHNS TPOM6 6Bp30 ce pa3ByBa
IPONMOVIHOBAI aKTVIBHOCT Y TPOMOVHBLT, 3a€AHO C
KOYIErEHa BOAAT /0 T.Hap. BUCKO3Ha
= Me amopcbosa B PE3y/ITaT Ha KOeTo Thr
ﬁ,af"peraum CTaBa HeobpaTuma.

-

_ Bbpxy TpoMbouunTnTe (d.3) ce nosensaT
[Aa3MeHnTe (DaKTopU M Ce noslyyaBa MabTeH
CbCUPEK - XEMOCTa3Ha 3anylLuanka /yepBeH TpoMb/.

v
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2N POMOOUNTH — OCHOBHH DYHKUNH
I)iPe ’akuuﬂ Ha cbCMpeKa — HacTbMBa
Jij CTBVIe KOHTPaxMpaHe Ha KOHTPaKTUIHNS

g:’“ = eJ'IT'bK Ha TpoMbouunTnTe - TPOMBACTEHWH,

p— ,—x,'

CbCYPEKBT CTaBa KOMMAKTEH U Ce OTAENS CEPYM.

_;-’
-

- _’



%(-gmg:r—a 3a}"

5) f///,uﬂfa_r_/_// Darzopy

J IJJJL_UJ./ auml — B MJia3Mmarta.

= "f— CEPVIHOBY MPOTEa3n, KOUTO Ce

_;s; 3 BHaYaBaT C pUMcky undpwm ot I-XIII.

4CMHT63 — [IOBEYETO OT MIa3MeHUTE MaKTOpU ce
" CYMHTE3upaT B YepHusl Apob.




. KpbBochcupBaHe

—

NIBEOCHCE/PBAHENO € KOMIIIEKCHA CYCTEMA O
SHBYIMAVI PEAKUY, KOVTO MPOTMYaT BbPXY.
_chs,)JfJ/Je MAHa MOBbPXHOCT C YYacTve Ha
ReiVIEBY 1 VIOHW.

—’ —

=i“"=“l=la6monaBaT CE TPU KI0YOBU hasu:

1= 06pa3yBaHe Ha Xa dakTop
2. 0bpa3yBaHe Ha TpoMbuH (II a)

3. 0bpasyBaHe Ha pubpuH (I a)

10



—-")—" -

-_(@CBo6o>|<naBa ce npm
ThbKaHHO YBpeXxaaHe).

[ipeacrasnsiBa

OTPULIATENHO 3apeaeH
MOCAOMNMONPOTENH.

NbpBa (hpa3a:
ob6pasyBaHe Ha - Xa™

——

Intrinsic pathway Extrinsic pathway
Vascular surface changes Tissua
l thromboplastin

Kl —— Xlla Wl =l

T
¥|—= Xa

:

[ — [¥a

l

Vil
Common pathway

‘—p bt

Prothrombin (1) l

lﬂ— K+ V

Thrombin *lla - Al

l

Fitwinagen (I} ——s Fibirin monomer —— Fibrin polymer —— Stable fibrin
Clot formitio



- "’-—.3

e

Intrinsic pathway Extrinsic pathway
Vascular surface changes Tl
l thrombaplzstin

Xll—— Xlla VI * Vi

Y
¥|—= Xa

l

[ —* [4

l

Vil
Common pathway

‘—r X

Prothrarmbin (1) l

]1— X4V

Thrombin Hlla - bl

l

Firinogen ) —— Fibrin monamer —— Fibrin polymer —— Stable fibrin
Clot farmatio

NbpBa pasa:
obpasyBaHe Ha p:Xa™
SMOME /13 CE OChLIECTBY M0 [1Ba NHT4:

® BbTpELleH —

AKTUBUPaA Ce NMPU KOHTAKT Ha
pakTop XII C KonareHoBUTE
HULLIKM Ha KPbBOHOCEH CbA UNN
c pochonununante Ha Thr
membpanun. XII — XII A. Cnen
TOBa Ce aKTUBUPAT OCTaHanurte
(bakTOpUn OT Ta3m cuctema — XI,
IX, VIII, X.

12
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By
R

YI3yleieEE :f‘éCTBYBaHETO Ha NpOTPOMBNHOBUS
ROMIITIEKC . CbCTaBeH oT d.Xa 1 d.Va, cBbp3aHm
= DI)JC'F ‘CTBOM Caz" kbM poconnnmaHa NOBbPXHOCT

=T9M60Lw|TeH d.3 nnn yBpeaeHn eHaoTeNHN

'—‘,‘

RTIETKVI)

13
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*TpeTa ¢daza: =

bOn6puHoreH-pubpuH —

GHVIEVCIBYIE Ha TIPOMOVHA O, [ Yr—
OYBPYHOREH CE OTAENST :
SARGYIRONIENTG, ClIEA KOETO yligine

B (DVIOPVHOBY MOHOMEPY.  FliPy Wit " _.E‘:’E

IENIONVIMERPYBYPAT KaTo
SI0GIEA0BATENHO CE MOJlyYaBa
%ﬁ%ﬁbpm dVBPVIHOB MoAnMep | P
—(bpKH s) n cnen

- Bb3aencTBneTo Ha ¢.XIIIa, Ton
NPEMVIHABA B HEPA3TBOPUM

MUBpMHOB nommep (pubpuH I).

Factor Kk

i
—_—



VIHXY 6uTopu Ha NnasMeHnTe..
(PaKTopn Ha‘!(m:BOC'bc‘:MpBaHe

SEANRILT _—‘__-.=f IMKONPOTENH, CUHTE3VPa Ce B YepHUs Apob,
XENE PV HibT yckopsiea 61130 2000 MbTM  CBbP3BAHETO MYy C
JjauMOHHMTe dhakTopu, nHxmbmpanku: Ila , Xa,

= ~Iar Xlla, IXa

o HCII - XenapuH kodaktop II - uHxmbupa creumdunyHo
-~ Ila

® [IpotenH C — ButamMunH K 3aBUCUM NpPOTENH, CUHTE3NpPa Ce
B YUepHWs Apob.

’q')_’
-

-
”
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SNIIDOIIEC Ha pasrpaskaaHe Ha 06pasyBaHis npy
ROB 4 bCl pBaHeTo OMOpVH Noa AENCTBUE Ha
f;I'-_-IA.

SIlIA:
== E*‘éaBeH eH31MEeH rpoLIec.

—
.'

- __‘

g*' “ KpaeH pesynrar - popMupaHe Ha O]
- (dmnbpuvH/dnbpuHoreH aerpaaauoHHN NPOAYKTH)

\",

A

16
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VIASHIVIH = IPaeiOCHOBHa POJIs B MPOLECa Ha

rngor)/lrlon/-- npeD,CTaBJ'IFIBa CEPVHOBa MpoTeasa C
UVIYOKEICYOC paTHa CrEeLUNM®ONYHOCT.

4-.,_,

J H,ur,[‘ Aa:
e pI/IHa(OCHOBHO AevicTBre) npy drbprHoaM3aTa

c’_
q)17|6pMHoreHa
- - MeNTWAHY BPb3KM B HSIKOW XOPMOHM

® |lHakTmBUpa akTnBupaHute : @.V, VIII, XIII

17
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= I/Ia3MVIH BbpXY Plasminogen ————  Plasmin

= (hubpyHOreH v hUBpPYH. TN

Fibrin potymer  o-Dime

(Cross-linked)

e DD CE OBPASYBAT CAMO
[P OUBEPUHOJIN3ATA.

18
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dJMBPMHOHM%\_-#}_a—
AKT BATOPVIHAJI.HAS MHOTEHA

-~ Ha tbw6pV|Ha.

- dKTNBATOPMU B JIEBKOLIUTUTE

- aKTUBAaTOPU B TYMOPHM KJ1ETKM

19



®UBEPVNHOJIN3A -
ARTVIBA PWHA,LLMM

J 5, EJLJfﬂIJJJJ _.J.rJde.rJJJ *‘jﬁj : c

HA

STPENTOKNHA3a — NPOAYKT Ha fB-
KEJ‘JJO_IH{Q AUHYIF CTPEMTOKOK.

= VP0OKYHasa - [06VBa ce OT

o — .

O‘B‘e'mka VPVIHE WAV KIETbYHY
',-lgym‘-ypm

o PekoMbBVHaHTeH NJa3MUHOreHoB
aKTUBATOP - rnosiydaBa ce ype3 AHK

TEXHOJIOI .




AEMOKOC FyJ/1aUNOHHM

i)ipecasalum TecToBe:

BPEME! Hal KbpBEHE
rJ',)c POMbyHOBO Bpeme (PT)
‘ K—TI/IBl/IpaHO NapLyanHoO TPOMBOMNIACTUHOBO BPEME

—————

—

—

21



-y _' - —
XEMO¥ "aryJMOHHuW

ZANIECTORE 38 OMpeaesisiHe aKTVBHOCTTa 1
JforJrra;rrfe Ha uHAMBUAYanHuTe paKTopm Ha
,fr)J_jr Ch I/IpBaHeTO n OUbpnHoOIn3aTa.

\

; )Cneuuanuu TecToBe — 3a OnpeaensHe Ha

.' -aKTMBaTopMTe N NHXMOBUTOPUTE HA MSIa3MEHUTE (PAKTOPU

-_—

Ha Koarynaumns n dmubpunHonusa.

22



3PEME Ha KbpBEHE .
.

OYHRIIVOHaIHO M3CAEABaHE 1N VIVO, ONpassBal YYaCTUNETO

HEIPONMBOUTTEMGAOBYTE dakTopy. aBa NpeAcTaBa
SEPaHHVTE a3y Ha XEMOCTa3HUA MpoLIec.

METoA 2a onpenensiHe — BPEMETO 3a CMYPaHE Ha
EBPBEHETO OT CTaHAapTHO Y6oXAaHe Ha KoXaTa Ha
jloje 'nHaTa canaHra Ha 6e3VMeHHUS MPBLCT.

'—-'""'- .—" i‘ﬁ

—
—A
‘

J1icKa HaAeXX[AHOCT Ha pe3ynTaTiTe nopaay
:’144"HeB'b3MO>KHOCT 3@ CTPOro CTaHAapTU3MpPaHe Ha yc/ioBUATa
- 33 u3cneaBaHe.

_—

® YCTaHOBEHA € JIMHENHA 3aBNCUMOCT MEX/Y BPEMETO Ha
KbpBEHE N TPOMOOLINTHUS Bpown.

¢ PedepeHTHM rpaHmum: 2-5 MuH.
23
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IIpoTpoMbuHoBO Bpeme (PT)™

SEPII0T PasaBa CbCTOSHNETO
HAEBHITHVS (ex3oreHHus)

Intrinsic System Extrinsic System

Xll—> Xla Tissue Factor + Vila
BTHAKPBEOChCMPBate l ;
(), ‘f ¥ Ha o6LIna KpaeH Xl ~» Xla
| IJ_z S (.X, V, IPOTPOMEMH 1 1,
5(_‘ DVBPYHOTEH. 2
. 'EK3oreHHaTa CHCTEMA f‘-—‘-w Ya +— X
“[peBanavipa Mpy TPaBMU ¥ :’l
YBPEXAaHe Ha TbKaHuTE. [10- P,om,:::;:ﬂL Thiorbin

6bp3a e B CpaBHEHME C
BbTPELUHNS AbT, FEHEPUPaA Ce
33 CEKYHAMN. 25

Fibrinogen ———— Fibrin



" ——

OIRPVBEHE Ha HapylleHNsl BbB BbHIUHMA 1 0OLLMS NbT
AERKOC) nauMOHHaTa Kackafa.
="’ /c- d OBFIBaHe Ha HaMasieHa 6enTbYHO-CMHTETUYHA

- - e gt

= = WHKLS Ha YepHusi Apob.

— —

= KOHTpon Ha JIeYEHMETO C MHAVPEKTHN aHTNKOAry1IaHTH.

AS



[ipoTPpOMbMHOBO BpeMme (PI)
, » L—
HaUVHN 3a u?pasggau’g Ha TaTUTe:

—

- . - -

J "-OMGMHOBO BpeMe B CeKyHau

r{R:':-:H — 15,0 cex.

° o aKTVIBHOCT OT KanmbpauMoHHa KpyBa

= — RR70-110 %

e —

;‘:-;,,, INR MeXXaAyHapoAHO HOpMann3mpaHo OTHOLLUEHWE
- RR: 0,8 —1,2; TepaneBTn4yHa obnact 2- 4

27




Intrinsic System Extrinsic System
Xl — Xlla Tissue Factor + Vila

:

Xl ~» Xla

T
—— s S ’
-

"o ( Q‘-I'—KpMBaHe Ha HapylLeHWs BbB IX -?m'xa
i}
BBLTPELLHMA M 06LUMS MbT Ha )f*_lm,, Xa +—— X
\I
Koary/iauyoHHaTa Kackaja. b
Plaspbalipids

® KOHTPOJI Ha JIEYEHVNETO C XENAPUH: Prothrombin ——— Thrombin

YBenuyeHue 11/2-21/2x

Fibrinogen ——— Fibrin

e RR: 25 - 36 cek.



PUN6pNHOreH |
e i

DYOPYHOREH LT € KoarylalyiOHEH MaKTop. € Hav-B1COKa

ORI El VA BRI clSTM i RRY2=4°C

>
-
= -

=

I Jo'rwmxe'ruyﬁ' Ha PVBPVHOreH ca XapaKTEpPHY 3@ BPOAEHM
cuerel; 4115, @ CbLLO Taka — Npy YepHOAPO6HY 3a60MsBaHwS,

Mi-cu VHAPOM, aKTMBMpPaHa (nbpuHoIn3a v Ap.
zcr-—,,

,_‘
—

-

=—’§

’:,-

\ \

ﬂOBVILLIGHI/I HWBa Ha MPUbpuHOreH ce HabnogaeaT npu
Bb3Ma/InTENHN 3ab60/159BaHns (0CTpo-dh30B 6enThbK). Bucokute
HVWBa Ha MUBPUHOreH ca pMCKOB (DAKTOP 3a pasBUTME Ha
CbpAEYHO — CbA1I0BW 3ab0s1sIBaHMS.
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PIVAPTT, ®ubpuHoreH

Metogu 2a onpegensne

npm6aBﬂHe Ha CbOTBETEH
AKTNBATOpP Ha
KPBbBOCBCUPBAHETO.

30



- top6uvm npean n cnen
;“{: bCMPBaHE Ha beHa Ha
TPOMBOLNTY NNa3Ma cnien
rpyubaBsHe Ha CbOTBETEH
aKTMBATOP Ha
KPBbBOCbCMPBAHETO.

Onsel of Coagulation Event
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[IOKkazaHns 3a VsCeaBaHeE —
OB/IE} 8 TIDOMOOIEHHOCT

RE*—@ 120%

: ’—.-“

'77 —

s OHmKeHue
= —

e

e —

o ——

—

—

— -'BponeH HegouMmbk (1/5000);

—

- MpNAOBUT HEAOMMBK- YepHAPOOHM 3ab019BaHNS,

3axapeH anabet /rankupHe Ha ATIII/, AVNK

32
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PRIZENH \swm

S
ot

o

jiOKazanms 3a VI3CEe[BaHe —

OBYIIIEHE) TPOMOOIEHHOCT

- npvmo6|/|T necbvumT, ANK cvHapom

33



poTent

IORASaHNS ST VISCHEABEHER

ff_)_)’/ﬂ_/s’r/- 7'p0M50f€HHOCT
r‘{ r‘{ J\)" I 4 O/o

I JJAA‘“ Hme

 — "-—

= ;cc it eH ,EI,erI/lLI,VIT

—_— '
7.4_'-9

,pM.EI,Oﬁl/IT AedUUMT — nNpy Bb3M. NpoLecn, YepHoapOOHM

B

= 3a6on;|BaHV|ﬂ He(poTUYEH CMHOPOM, OpasiHa
- ~ @HTMKOAry/iaHTHa Tepanus
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SRIDIDREKPAEH POAYKT OT PasrpakAaHeTo Ha
HERASTBOPYIMUSA DUBPUH (bMBPUH ).

J iju:—gf" WHTEepBanm (JlaTeKC TECT)
2 st uaTeneH pesyntat — noa 0,20 pg/ml

f:;-'* GTIO)KI/ITeJ'IHI/I PE3YATATUN — HAKOJIKO CTEMNEHN Ha

.._f
— = _—:

== ﬂ_OBVILIJEHVIe T.€. TOBa € MOJIYKOSIMYECTBEH TECT.

-
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[IOBUILIEHNETO € VHAVIKATOP) 32, 00pasyBaHE Vi HaTpynBaHe

SENOVGPVIH(TPOMO0O3a WiV PYICK O TPOMO03a):
= nwaﬁsrf ~dTEPOCKIIEPO3a (YyBpexaaHe Ha eHAoTeNa)
SRBEEH03Ha 130M603a (TpoMbodnedbntn, 6enoapobHa

‘—‘M\)E‘ FI
”_J,::{ o) -aHeCTBeHl/I TYMOPH

,.'B:f)'aHHVIFI Cragun Ha AWK - cneundunyeH nokasaTten

- KOHTPOJ Ha nevyeHveTo Ha ANK c xenapvH (DD 6bp30 ce
[NOHM>XaBaT MNPy YCreLwHOo Sie4YeHne)

- KOHTPOJ1 Ha PUOPUHOMNTUYHA TEpanus

- OTXBbpJ/igHE Ha 6bbpeyeH TpaHchNaHTaT — MNOBULLEHWETO Ha

DD e cpaBHUTENHO paHo, Npeau KIANHUYHUTE CUMIATOMM.
36




