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KIOTOro HEe MOXeT ObITb»

* D-anmep ObIN BbICOKUN, @ TeNepb HOPMarbHbIV
* [enapunH He NoBMUAN Ha remocTtas

* [lponan BoNMYaHO4YHbIN aHTUKOArynaHT

* PKOM Bce BpemMs «CKayeT»




Bbibop TecTta n ycnosun caayun

* KnnHnyeckaa oueHka naumeHTa
* AHaMHe3

* CemenHasa nuctopms

* [lpuHnMaemble nNpenaparThbl



[lpeaHannTuka

* Bblbop TecTa 1 ycrnosmn caaydn
* [logrotoBka nauneHTa

* Coava bnomartepumana
* ObpaboTka, TpaHCNOPTUPOBKA N XpaHeEHNE buomarepmana



[loaroToBKa naumneHTa

* Y4yecCTb NMPUEM npenaparoB (Hanpumep, aHTaroHUCTbI BUTaMmHa K —
Henb3da onpeaenutb aedpuunt npotenHa C n S (cHnante MHO go 1.5),

H®I, HMI n gpyrue)

* Bpems cyToK (CHMXeHne bakTopoB CBEPTbIBaHUA U rnoBbileHne PAI-1
HOYbI0) U NONOXeHWe Tena (B NOMOXEeHUN CTOA OTHOCUTENbHOE
yBenuyeHne aktopoB CBEPTbIBAHUSA)

* [lpyem KoHTpaLenTMBOB (NOBbILLEHNE aKTUBHOCTU (PaKTOPOB
CBEpPTbIBaHWA, arperauum TpoMOOLNTOB, CHUXKEHNE aHTUKOoarynsaHToB)

« MeHcTpyauuga

« BocnaneHue, TpaBma, MHeKUUA (YCUNEHNEe UNu yrHeTeHUE
NopmNHONM3a, NoBblLLIEHNE aKTUBHOCTU U aHTureHa d.VIll, vWF,
nopuHoreHa, TpomboumnTos, ykopodyeHne A4TB, MOXET ObiTb CHUXKEHI

aKTUBHOCTU npoTeunHa C)



MaTtepuan ana nccnegoBaHU CUCTEMB
reMocTasa

* [Inasma
* LlenbHaa KpoBb

* KpoBb nnun BykkanbHbIM COCKOD A8 reHETUYECKNX
nccrnegosaHumn

* CbIBOpPOTKa (rOMOUUCTENH, aHTUdochoNUNMaHble aHTUTENa




[1Tnasma KpoBwu

 Knagkas 4yacTtb KpoBU C COXpaHHbIMU
doakTopamu cBeEpPTLIBAHUA (B
OTNNYME OT CbIBOPOTKW)

. ﬂ.J'IFI nonyyvyeHna rnia3mbl
NCNOJIb3YKHTCA aHTUKOAryJnAaHTbI

. L%/ITpaT HaTpua obecnednBaeT
obpaTtumoe cBaA3biBaHNE NOHOB
Karnbuma n ctabmunuampyet
naburnbHble dakTopbl CBEPTLIBAHMUS
d.V n d.VIII.

« Uwntpat Hatpua 3,2% 1.9

- Opyrve aHTukoarynaHtol: SLTA
(HeobpaTumo cBaAsbiBaeT Ca2+ u
nHaktmeupyet .V u VIlil), CTAD
(TOpMOXeHne akTueaunm
TPOMOOUNTOB), renapuH
(CTMMynAauma cBA3n TpoMOuHa U
aHTUTPOMOUHA N MHTMONpoOBaHNE
CBEPTbIBAHUA KPOBMW).

<
N—

Plasma

WBC

and
Platelets

i

" Serum ]

Centrifugation done
directly with
anticoagulants

\u

without

Centrifugation done
after coagulation
anticoagulants

Clotting factors
present e.g.
Fibrinogen

Given to patients
lacking blood cells

J v
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Used for diagnosis
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[Tnasma

* begHaa n borartasa TpomboumTamm nnasma



3abop KpoBM

Ll.laﬂ,FILLl,aFI BEHENyHKUNA C MMHMMalibHbIM BEHO3HbIM 3aCTOEM

OT%OXHyTb. dunsmnyeckaa akTUBHOCTb, CTpecc (Bbibpoc t-PA n ysennyeHue
donbpunHonusa, ykopodyeHne AHTB, aktuBauua dpaktopa Vlll, ysennuenmne v\W

3abop KpoBM B MONOXeHUU cnasa (féxa)

cnonb3yeTcs BEHO3HAsA KPOBb (KpOME NPUKPOBATHOW ANArHOCTUKN)
He 6paTb 13 KaTeTepa Cc renapuHoOm

YuuTtbiBaTb reMaToKpuT

OnuTtenbHbIN cTa3 — ykopoveHne AYTB, B, TB, noBbilleHne ypoBHSA
pnbpuHoreHa, ysennyeHne dpndbprnHonmsa 3a cHET BbICBODOXOEHMA BErKoB v
cocyamnctomn cteHkm (t-PA, vWF), aktuBauumn TpomboumTos

[TlepeBopaymBaHue npobupkn 3-4 pasa ans nydwero nepemMeLllnBaHung C
aHTUKoArynsiHTom

MWHUMN3npoBaTb BPEMS XpaHEHUS NPO6



[Tpobnembl

* HekoppeKkTHOe COOTHOLLEHNE KPOBU N aHTUKOAryrnsiHTa

* CrycTtku
* [emonuns (BNNSET Ha TECTbl C ONTUYECKMM METOAOM AETEKLMNL



TpombouunTapHbIK remocTas

* Bpema KpoBOTEYEHUS

* KonnmyecTtso TpoMOOLIMTOB
* Arperauusa TpombouunToB

* ®akTop BunnebpaHaa



OQOTA (aTuneHgmamuHTeTpaauerar)

* [1Ns oLeHKn TpoMboLUNTOB
* MoxeT bbITb 3 TA-3aBUCMMas TPOMOOLIMTONEHUS

* [Tonumopdunsm ITGB3-b: 1565 T>C accounmnpoBaH C
ncesgoarperalmnen



Arperauuns TooMoOoLUTOB

« OnTnyeckasa arperaToMeTpus — yBerim4yeHune
CBETOMPOMNYCKaHMA Npyu obpa3oBaHnM
arperaTtoB

* iMnegaHcHasa arperatoMeTpus —
N3MEHEHNE CONPOTUBNEHUA MeEXAY
MeTannn4yeckMmMmn anekTpoaamm npu
obpa3oBaHMKM arperaTos

* PFA-100/200 — obpasoBaHue cryctka Ha
MemMbpaHe U U3MeHeHWE OaBneHne B
KapTpuoxe (aHanor BpeMEHM KpOBOTEYEHUS
— HapyLueHne NnepBNUYHOro remocTtasa,
TpomboumTapHOU YHKUNK, baKkTopa
BunnebpaHaa)




MHAOYKTOpPbI arperaunn TpoMoOoLUUTOB

 Al® — nameHsercsa dopma KneTok—
>3Kcno3nuua peuentopa dondbpuHoreHa —
>Ca2+-3aBucumas arperaums 4yepes )

npocTarfiaHanH-TPOMOOKCaHOBYO CUCTEMY U o
anbda-rpaHynbi I B
« AApeHanvH (annHedpuH) — oenUCTBYeT B Sl B ol -0
UMTpaTHOM nnasme npu cHmxeHnn Caz+ - 7 XS SEN
(akcnpeccusa peuentopa pubpuHoreHa, TXA2- - i
BOJIHA) pow

« KonnareH — ectecTtBeHHasa akTMBauus o BT et
TpomMbounToB //fé S 4
&5 &> 00 :

. APaxm OHOBasi KUCnoTa — NpeBpaLlaeTcs B
[MrG2, NrH2, tpombokcan A2.

* PUCTOLETUH — CTUMYNMPYET B3anMOLeENCTBME
VWEF ¢ TpombouuTtapHbeim [T1 |b

uf_.f_ﬂGH'
o 0B 85



MHTepnpeTauna pesynsraTtoB

arperaumm

Platelet

Aggregation ADP Epinephrine | A™SMAONIC | Gojagen | Thrombin | Ristocetin
Disease
State
Summary 1 2 1 2
ool N[N | N[N N N Nor | !
von Willebrand Disease N N N N N N N V
Glanzmann’s
Thr:mbast?l:nla l | ) ) l N/A J N/A
l
gt ! or ! ! Nor} ! N/A N/A
W
Aspli\r;:ill:ii:.inziestion . l i i i i ) N/A N/A

N =Normal } = Decreased

1 l = Substantially Decreased

1° = Primary Response

2° = Secondary Response

* Corrected by cryoprecipitate, Factor VIl concentrate or normal plasma; type IIB exhibits increased sensitivity to low concentrations




KNOTTUHIOBbIE TECTHI

* Ha ocHOBEe OLEHKM BPEMEHU OT A0baBneHNa akTmBarTopa 4o
obpa3oBaHus crycrka

» [lo6aBnaTCA HEe TONbKO akTUBATOPbI, HO U APYyrMe KOMIMOHE!
* Henb3s oLeHNTb KOMMOHEHTLI cucteMbl hndbpuHonmsa

* PasnunyHble crnocobbl AETEKUUN: MEXAHNYECKUIN, OMTUKO-
MEXaHU4YEeCKNN, TYpOUaNMEeTprnYeCcKui



[lpyrne Tnnbl nccrnepgoBaHUM

* TecTbl C XpOMOreHHbIMU U QONYOPOreHHbIMN CybcTpaTamMn ans
OLIEHKM aKTUBHOCTU NpoTeas - PepMEHTOB (aHTUTPOMOUH,
nnasMmuHoreH, npotevH C, renapuvH, PAI, nHrMbnTop nnasmuHa u

apyrue). BJ‘II/IFIeT NPUEM HENPAMbIX aHTUKOArynsHToB, 4edonuuT
ButTammHa K

* IMMYHOXUMUYECKME METOAbl AN onpeaeneHns KOHLEHTpauum
KOHKpEeTHOro 6ernka Ha OCHoOBe peaKLuun aHTUreH-aHTUTeso

* [TpoTOYHAsA LMTOMETPUS — KONMMYECTBO Pas3fNYHbIX PELENTOPOB,
NPOAYKTbl KINETOYHOWN akTUBaLMK, cyononynsunm TpomMmooLmToB U

* MonekynsipHo-reHeTn4eckne MeToabl Ona onpeaeneHus
reHeTU4YeCcKown npupoabl HapylleHuin (JlengeHckaa mytauus, reHol
NPOTPOMOUHA, MHTErPUHOB, NpoTenHa C 1 Tak ganee)



CKPWHMHIOBbIE U PaCLUMPEHHbIE TECTbI

* AHTB (akTMBMpOBaHHOE YaCcTUYHOE TpoMOOMNacTUMHOBOE
BpeMSA) — BHYTPEHHUN NYTb

* [1B (npoTpoMOMHOBOE BPEMS) — BHELLHUN MYTh
* TB (TpoMbMHOBOE BpeMSA)
* ®DnbpuHoreH

* AkTnBHocTb doakTopos |l, V, VI, VIII, IX, X
* AKTUBHOCTb @aHTUTPOMOMHA, cuctemsbl npotenHa C
* BonyaHo4HbIN aHTUKOArynaHT



UTO BNMMAET HA KNOTTUHIOBbLIE TECTbI?

* HapylieHunsa co cToOpoHbl pakTopoB, KOaKTOPOB, MHIMOUTOPDI
CBEPTLIBAHUSA

* 1B — pedomunt VII, X, V, nporpombuHa, aecomnumnt domndpuHoreHa, MNAao,
napanpoTeunHbI

 AYTB — pgedonuut XIll, XI, IX, VIII, X, aedpnuymnt pnbpuHoreHa
« TB — cBoncTBa 1 KOHUEHTpauust dndbpmnHoreHa
* AyToaHTuTEna (BnusaHue BA Ha AYTB)

 AKTMBaLMA remocTasa
» HapyweHune 3abopa KpoBu

* [Npném npenapatos (1B - aHTaroHncTbl BUTamuHa K, nHrmnontopb
AYTB — HOI, TB — renapuH, nurmnoutopbl TpombunHa)



[TpoTpombuHoBoe Bpemsa (1B, PT, INR)

* [lpoTpOMOMHOBOE BpeEMS B CEKyHOaAX

* [lpoTpomMOUH No KBuKy — no kanmbpoBoYyHOMY rpadumky

* [lpoTpomMbuHOBOE oTHOLWEHUE — 1B nauneHTta/l'1B
pedepeHCHOU HopMarbHOW Nna3Mbl — HE UCMOMNb3YETCH

* [lpoTpobuHOBLIN MHAEKC — 1B pedepeHCHON HOpMaribHOW
nna3mbl/l1B nauneHTa - He ucnonb3yeTcs

* MHO -0 B cteneHn MY (mexxgyHapoaHbIn NHOEKC
4yBCTBUTENLHOCTN TpoMbONNnacTuHa)




YanunHeHue ['1B — cHuxkeHune TK,
nosbiweHne MHO

* 3aboneBaHuns NevYeHu

* [lpenapartbl aHTaroHncToB BUTaMmHa K

* [ledomunt BUTamMmnHa K

* IHrMouTopbl CBEPThIBAHUSA (rernapuH B Bbicokou ao3e, MNAod)
* ledonumnt dpaktopos VI, X, V, nporpombuHa

* [Mno-, gucdndbpnuHoreHeMuns

* [1IBC cuHapom

* [lpenapaTbl MHIMOUTOPLI dbakTopa Xa



AYTB (APTT)

* AKTUBATOpP KOHTAKTHOU pasbl 1 doocdonunuabl
* HyBCTBUTENBLHOCTL K renapuHy

* MoXeT ObITb YYBCTBUTENBLHOCTb K BOSTYAaHOYHOMY
aHTukoarynaHnty (AHTB yyscTBUTENLHLIN K BA)



YaonunHeHune AYTB

* leconuunT I, V, XII, XI, IX, X, VI

* Nedonunt donbpunHoreHa

* JleyueHne renapmHom

* Hannymne Bon4yaHo4YHOro aHTukoarynsHra, o[l

* bonesHb BunnebpaHga (cHmxeHne aktmsHoctn . VIil)
* [1IBC-cnHapom



dunbpunHoreH

* benok octpou asbl

* [loBblLIEeHNE NMPU MHDEKLMAX, TPaBMax, 3aboneBaHUAX MoYex,
KonrareHo3ax, HoBoODpa3oBaHUSIX, aTEPOCKIEPO3e, KYPEHUN,
bepeMeHHOCTMN.

* dnbpuHoreH no Knayccy - OnpeneneHne BPEMEHN CBEPTbIBAHUS
npn gobasneHnn n3dbiTka TPOMOUHA

* 1O BNUAKOT Ha nonmepmnsaunto PnopmH-MOHOMEPOB —> JTOXKH
HU3KNEe pes3ynbraThl

* TypbuammeTpunyecknini MeToa — M3MeHeHe MyTHOCTU

° MMMyHOXI/IMI/NeCKI/Ie MeTOoAbl — C NOJTINKITOHAJ1IbHIBIMU U
MOHOKJ10HAaJIbHbIMA aHTUTEITIaMH



TecTbl cMelWwnBaHUSA

Mixing Study

Patient

s
b e |

1:1 mix = 1 part

patient, 1 part NPP

4:1 mix = 4 parts

patient, 1 part NPP P
. O
e

N4

NPP

R
fromce s = mnad

Interpretation

Corrects= Factor Deficiency Pattern
Does Not Correct= Inhibitor Pattern

Immediate Mix = measure PT or aPTT immediately

Incubated Mix = incubate samples for 1-2 hours at 37°C, then measure aPTT



OnpeneneHne aHTUKOarynsHToB

* [NpoTtenH C

* KoarynsumoHHbIW — akTuBauns npotenHa C (nportak un3 ﬂp,a
LMTOMOpAHMKa) —> nHaktuBauua Va, Villa—>ygnuHerHne AHTB —
>cpaBHEHMe ¢ nna3mon 6e3 npotenHa C

* C XpOMOreHHbIM cybcTpaTtom (aktuBaumus npotenHa C — npoTak)
* NMMYHOXUMUNYECKNU

* HebonbLUOEe NoBbILLEHNE BO BPpEMSI ODEPEMEHHOCTH,
YMEHbLLEHWE NOCNE POAOB U rnocre onepaunm

* CHMXeHmne: BpoXxaeHHoe, 3aboneBaHns nevyeHn, octpas
aAblXaTernbHag HeaoCTaTOMHOCTb, MEHUHIOKOKKOBBLIV CEMNCUC,
[NBC, remognanni, aHTaroHUcTbl BUTaMmnHa K



Pe3ncteHTHOCTb K npotenHy C

* BpoxxgeHHas — myTtauum paktopa V - nengeHckasa myrtauums,
kembpawxkckas mytaumsa, HR2-rannotun
* [eTepo3uroTHbin (het) BapunaHT nemngeHckomn mytaumm

accoumnmpyeTcs ¢ yBennyeHnem pucka tTpomoosos B 5 - 10 pas,
roMo3nroTHbl (hom) aedoekT ¢ ysennveHnem pucka B 50 — 100 p

* [lpnobpeTeHHasa — BONYaHOYHbLIN aHTUKOArynsiHT, 0epeMeHHOCTb,
aHTaroHmcTbl BUTamMunHa K, ysennydeHme aktmBHoctu goaktopa Vi

* OueHka pesncteHTHocTn: AYTB ¢ protac / AHTB 6e3 protac



[ mobanbHblIe TeCcTbl remocTa3sa

* TeCT reHepaumn TpombuHa
* TpomboanacTtorpadgusa (Tpom0b03afiacToMeTpus)
* TpomboanHamunka



TpomboanacTtorpadoua (T3l)

dukcauua konedbaHnm CTepKHA B KIOBETE C
obpasLom nocne akTuBauumn CBEPTbIBbIBAHUS.

Mature clot

Fibrin strants

Vcnonb3yercs umMTpatHas KpoBb. e
LlenbHas KpoBb, 6oraTtas n 6egHas TpoMboLMTamu Vesselinjiry MA oo siors
nnasma. p

oLeHKa renapuHa, pubpunHonmaa,

TpomGoumTOonaTn, runepkoarynsaums, Retoo ot o

formation

rmnokoarynaumam. TEG weee——r - — L —

Tirme bo

Time to

indtial clot formation reach a
pre-specified
chot strangth
[ R-time 'T K-time Alpha angle Maximum
(R] (K} (3] Amplitude (MA)
Tima For bacing o Anggle betwean
W Tirme to first deviation gt baseline and tangent | Maxirmuem deviation of
Definition reach 20 mm . 3 ) @
from basaline fitud line that inersacts {racing from basaline
gkl initial deviation
Controlling . Firinogen cleevage Fibrinogen clesvages Fibrinogen aclivily
Pathways Coagulation ca Fibwn polymerization Fibein potymerization | Plstelet count § quality
Interpretation 4 = hypocoagulable 1} = hypocoagulabie
Il = hypercoagulable 4+ = hyparcoagulable
ThErquE”hc ‘t = adminisder fresh If K time i= ¥or alpha angla is {!r. then: = addminister
Implications frozen plasma administer cryapricipiale or fibrinogen concenlrale platelets




TecT reHepauun TpombuHa (TI'T)

* AKTMBaUUs remocTasa B nnasme

* TPOMOUH pacliennaeT
donyoporeHHbIN cybcTpaTt—
>pernctpaumna dnyopnmMeTpom
KPUBOW reHepaunum TpomMoOunHa

* [Mno-, runepkoarynayms,
OEeNCTBUE NeKapCTBEHHbIX
npenaparoB, aHTUKOArynaHThlI,
remMocTas rnpm 6epemMeHHOCTH,
OBC-cnHapom.

[Thrombin]

Coagulopathic

Normalx

Balanced intervent

\!

Time



TpomboanHamumka

* AKTBaUMs CBEPTbIBAHUA KPOBU TKAHEBLIM (pakTOPOM Ha
CTEeHKe KaHana —>pocT onbpm1HOBOIro cryctka—=>dpukcauus
BUOEOKaMepomn N pacyeT napameTpoB:

* Bpemsa 3agepxku

* CKOpOCTb pocTa

* Hannuymne cnoHtaHHoOro TppomboobpaszoBaHUS
* CKITOHHOCTb K rmnepkoarynsumnm

* [1nasma



LR R TR TR

dotorpadian vbprpoBoro crycTia B TecTe TpoMbOIHHAMKMKN, MAPaAKTApHEIE BNA PAAMAMHHBIX COCTOAHMA CHETEME CREPTRIBAHWA

CocToAMMWe - RS Hoom Faso o = ; | M el Y THLEA A
FaMOCTa1A | N0 AL DDMa | HNE] 3l YTIALL BO CTIOHTA MM
Mk

e ——
'm"DTU'FFI-HdJHFl C THoHE B
CrYCTHE B KOHL@ gk oM CnoHTaHHbe
HCCNeNoBaHnm CryCTHM

[Ha 30-# MuHyTe]

lNprMepsl NpEYHH
HIMEHEHHA
resocTaza aH




Mapkepbl akTuBaLn CBEPTbIBAHUA
KpOBWU

* D-gumepsl

* ®akTop BunnebpaHaa

* AKTBHOCTbL oakTopa VI
* PUbpPUHOreH



D-gumepsl

* [NpoaykTel gerpagaumn pubpurHa, KoTopble 0bpasyroTca noa
oencTevem nnasmMmHa B npouecce pubpunHonmsa

* [lepnoa nonysbiBeaeHues bonblue 24 4yacos

* EcTb MHOro pa3sHbiX MEeToAoB, C Pa3HOW CTENeHbIo
4yBCTBUTENTbHOCTU U cneuudUYHOCTH

* PasHble egmHunubl namepeHua! 1 ur/mn FEU= 2 vr/mn DDU
* [loporoBble 3Ha4YeHUS pasHbIe
* Y nny ctapiie 50 net KoHueHTpauus D-anmepoB BoO3pacTael



dakTop BunnebpaHga

e [loBbILLEHNE — TPOMOUHEMUSI, MOBPEXAEHUE IHOOTENNS, aKTUBaLUK
TPOMOOLIMTOB MPn OHKOMOrMn, remoodracro3ax, MmmenonponmdeparBHbl
3aborneBaHusX, UMMYHHbIX 3aboneBaHusix, anabete, runepToHNN.

 He TonbKo dakTop!

« AHTUreH dpaktopa poH Bunnebpanga (VWF:AQ);

* PUCTOLETMH-KODaKTOopHas akTuBHoCTb (VWF:Rco);
« aHTureH |l dpaktopa dooH Bunnebpanga (VWF:Agll);

¢ KONnareH-cBsi3blBaloLlasg akTUBHOCTb (pakTopa poH Bunnebpanga
(VWF:.CB);

« pakTop dboH BunnebpaHaa-dakTop VIl ceasbiBatowmm tect: VWE:VIIII



ADAMTS-13

* [lpoTenHasa, pacliennatoLlas
doakTop dboH BunnebpaHpa.

* HegocTtaTok akTUBHOCTU — U3-3a
aedouumTa nnn nHrmduTopa

* Bo Bpemsa bepeMeHHOCTH
ADAMTS-13 cHuxaetcs,
OOHOBPEMEHHO HapacTaeT
doaktop BunnebpaHaa




dparMeHTbl NPOoTPOMOUNHa 1+2

* OTpakaeT akTUBHOCTb NpeBpaLleHns npoTpobmMuHa B TpomMb
* [lnarHocTuKa rmnepkoarynsymm

* Cam TpOMOUH HEBO3MOXXHO U3MEPUTb KONMMYECTBEHHO, U
NO3TOMY UCMOSb3YHOT APYyrue MmapKkepbi.

* ®parmeHT 1 + 2 nmeeT nepunoa nosnypacnaga okosno 1 yaca v
yoansieTcs U3 KpoBM MNeYEHbIO.



MoHomepbl pnbpurHa

* PKOM

* MoHOMepbI undpuHa —
NPOMEXYTOYHbIN MPOAYKT Ha
nyTn dpopmmpoBaHng
donbpunHa

(B)

(C)




«ITO MOXET ObITb, U A 3HAO, NOYEMY»

Cnacubo 3a BHMMaHue!



