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Ha3HauuTh TEeCcThl HA
TpoMOodmnum - JAETKO!
Onpene T KOMY 3TO
HeoOX0IUMO U KaK

M CITI0/Ib30BATH PE3YABTATHI —
HET!



Tpombodpunuio?

3. Kak neuumr




HECITPOBOIIMPOBAHHBIH

D307 TPOoMO03a
IIPY OTCYTCTBUH
MPEXOASIINX WA
TTOCTOSTHHBIX
$aKTOpPOB pHCKa

CITPOBOIIUPOBAHHBIH

D1nr30 TpoM003a,
MIPOU3OLLIEeAIIINN Ha
dboHe UMEerITUXCS
MIPEXOASIINX UJTH
TTOCTOSTHHBIX
$aKTOpPOB prCKa




OAKTOPbI PUCKA TPOMBO3
- “HecTosHHbIE:

- - AaKTHBHBIX pPaK
IIpexopsiiue:
* QoJBIINE:

- 0OJIBIIIOE XUPYPTrUYECKOe BMeIIaTe/IbCTBO
(AMTEeTbHOCTD O0IIEro HapKo3a >30 MHUH)

- IJINTe/IbHBIN MOCTE/TbHBIN PEXXUM >3 CYTOK)
- KecapeBo ceyeHue
® Majble:

® MaJioe XUPYprudecKoe BMeIlaTe/bCTBO (ITUTe/ThbHOCTh
0011ero HapKo3a <30 MUH)

- pueM KOK
- MMMOOWIN3alI

- GepeMeHHOCTh/II0C/IEPOOBBIN MTepHo (mepBbie 6
CYTOK)

- KaTeTE€pHn3aluusd HEHTPA/IbBHbIX BEH
International society on thrombosis and haemostasis, 2016




FEHOTUNWPOBAHME

SERPINE1L: 4G/5G (PAIL: 4G/SG; Ins/Del G) 4G/4G
KomMmenTapmii: OGHapyeHa roMo3uroTHan MyTaynus
MTHFR: C677T (Ala222val) c/T

KommenTapmii: Buisianes nonuMopduiM, aCCOUMHMPOBAHKBER C PHCKOM
pasenTHR NNOAA, B reTepo3uroTioi popme

MTHFR: A1298C (Giud29Ala) A/A
KommenTtapmii: Monumopduama, napywalowero obmen donaros npu
GepeMeHHOCTH, He BbISBNEHO

MTR: Asp919Gly (A2756G) Asp/Asp
Kommentapuii: Monumopduzma, Hapywatowero obmen donaros npu
GepeMeHHOCTH, HE BLIRBNEHO

MTRR: Ile22Met (AG6G) Met/Met
KommenTapuii: Beinanes nonmMopdusm, npeapacnonaratoumii k Hap

obmena HoNaTos, rMNEProMOLUMCTEHHEMMUM M NPHBBINHOMY He BbIMALL
GepeMeHHOCTH, B roMO3MroTHoH dopMe

Buigenenmne [IHK Buinonnexo
F2: G20210A G/G
Kommenrapuii: Monumopdmama, ACCOUMHPOBANKOIO C HAPYWIEHHEM reMOCTA3a, He
BbIRBNEHO
FS: Factor V Leiden (G1691A; ArgS06Gin) G/G
Kommentapmii: MonumopduamMa, aCCOUMHPOBANHONO C HAPYLIEHHEM reMOCTa3a, He
BLIRBNENO
F7: 10976 G>A (Arg353Gin) G/G
Kommentapmii: MonumopduaMa, aCCOUMHPOBANKOIO C HAPYLIEHHEM reMocTasa, He
BBISBACHO
F13A1: Val34Leu (Val35Leu) Val/Val
Kommentapuit: MonumMopduaMa, ACCOUMHPOBANKOrO C HAPYLIEHHEM reMoCTasa, He
BbIRBNEHO
PRSI o/s Pesynbrar 1a60paToOpHOTro aHA/M3a
Kommentapuii: Myraumns He o6Hapyxena
ITGA2: C807T T He ABJIsAeTCA ANAI'HO30M. ,Z[I/IaI'HOB
KoMmenTapmii: Botagnen NoNMMOPGMIM, NPEAPACNONAraloLMii K NOBLILIEHHIO CTaBUTCA BPA4YOM-KJIMHHUIIMNCTOM Ha
arperaynn TpoMBOUMTOB, NOCNEONEPALLHOHKBIM TPOMBO3aM, MHBAPKTY H HHCYNE
B FOMO3NIOTHOH hopMe OCHOBAaHHWH JaHHbIX KNIMHNUYE€CKOI'O 1
ITGB3: PIA1/PIAZ (Leu33Pro; T1565C; HPA-1b) Leu/Leu

Kommentapuii: Myrauus He oBHapyesa HMHCTPYMEHTAQ/IbBHOTO NCC/I€eJOBaHUA

«...NpeapacnonoKeHHOCTb K Ppa3BUTUIO UHPAPKTOB,
WHCYNbTOB, TPOM60308B, 6ecnnoguio, NPpUBbIYHOMY
HeBblHaWKUBaHUIO bepemeHHocTn, TIJIAU T1.4.»
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TPOMBODPUNUA — HE SABONTEBAHUE!!

Tpombodunusa - HapyLLeHUA

B CUCTEME reMoCTa3a,
nposasaatoLwmecs
CKNOHHOCTbIO K
Tpomb6006pa3oBaHUIO



TPOMbBOPHWJINA MOJKET
PEAJIN30OBbIBATbCA B
BUJAE TPOMbO30OB NJ/IN
ATIUTEJIbBHO ITPOTEKATb
bECCUMIITOMHO



_HacaedcmeeHrHble mpombogunut

- Factor V Leiden

* Prothrombin (F 11G20210A)
* Neduuurt AT |1

* ledpnuut nporenna C

* lepuUT MPOTENMHA S



[IpuobpemeHHbIE Mpomboguauu
/ ‘ﬁHTI/I(l)OC(l)OJII/IHI/I,Z[HI)IIL/’I CUHPOM

* [IppoGpeTeHHBIIH AepuuT eCTeCTBEeHHBIX
AHTHKOAr'yJIsTHTOB (3aboneBaHUs MeveH!,
HePpPOTUYECKUIT CHUHIPOM, remapuHorepanus, JBC-
curgpowm, npueMm KOK, Bapdaprna)

* 3710KaYeCcTBEeHHbIE€ HOBOOOPA30BaHUSI/XUMHOTEPATTHS

* MuenonpomudepaTuBHbIA CHHAPOM TPH HATAYUHA
mytapuu JAK 2 Vé6i7F

* [Tapokcu3MaibHasi HOYHAsA TeMOT/IOOMHYPUSA
* TpaBMbI

* bepeMeHHOCTH M ITOCIEPOAOBHIH Mepuoy (rmepBbie 6
HeAelb)

o 'UT



Gain of function mutations:

‘FactorV Leiden

‘Prothrombin (F II
G20210A)

Contact system: Cellular injury:
HMWIK, PK, F XII F Xlla, Kallikrein Tissue Factor (TF)
\h} ‘-F'_‘\
F X F Xla F Vlla F Wil
R | T
FIX F IXa
m R TFPI
F Wil FWVila—» FX FXa #—— Antithrombin
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/I-Luleﬂc

~ Loss of Function Mutations:

Jepumut AT 111 (>250 myTarmii)
Tun I - | pysxumm / | ypoBHS
Tun II - | dysKIIMM / <> YPOBEHD
Hedpuuut nporeuna C(>200
MYTal[Hi1)

Tun I - | dyaxuu / | ypoBHs
Tun Il - | pyskumm / <> ypoBeHb
Jedpuuut mporenna S (>200
MYTal[Hi1)

Tun I - | ysxumu / | ypoBHS
Tun II - | dyaKUIMM / <> yPOBEHD

Tun III - « | dyakimm / <>
ypPOBeHb CBSI3aHHOW | YpOBEeHb
cBoOOIHOM GPOPMBI

TPOMOO

Contact system:
HMWIK, PK, F XI F Xlla, Kallikrein
o

F Xl F Xla
S

F IX F [Xa )
~._ X \,/

* 4

/_,-—-..,z
F VI FVila—» FX FXa
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Prothrombin (F Il)
%
FV FVa

Y

Cellular injury:
Tissue Factor (TF)

=
; F Vila F Wi
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Antithrombin
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P s i ">vy ' Thrombin (F Ila)
" Activated Protein C __—<

1 Fibrinogen Fibrin monomer
| [Protein S i
& Pratein C + Thrombomodq!jn-"/ l
T—————"Crosslinked fibrin Fibrin multimer
k\._r—/j
Factor Xllla Factor XlII
k___/




O6cnepgoBaHue Ha HACNEACTBEHHYIO
s — Tpomb0

Tun TpoMmooPpuINHI HccnegoBanme

Factor V Leiden [eHeTHUeCKoe HccIeoOBaHUE,
PATIC*

Prothrombin (F Il G20210A) TeHeTHyeckoe UccieOBaHKE

Heduuut AT Il Omnpepenenvie ypoBHs/
PYHKIIMOHATbHOU aKTUBHOCTH

Hedumut nporenna C OmnpezneneHuve ypoBHS /
PYHKIIMOHA/IbHOM aKTUBHOCTHU

Jledurut nporenHa S OmnpeneneHrie ypOBHS
CBSA3aHHOI'O Y CBOOOIHOTO
npoTerHa S/ PyHKIIMOHATbHOM
AKTUBHOCTH

*PAIIC - pesucTeHTHOCTH paKkTOpa V K aKTUBHPOBAaHHOMY TipoTenHy C



O6bcneposaHue Ha NpnobpeTeHHYIo
Tpomboopmn

>

Tun rpom6odmnnm HUccnegoBanme

AnTudochonrnnugHbIi » Bo/T4aHOYHBIN QHTUKOATY/ISIHT;
CUHAPOM rIgM, IgG K KapauO/IMNIUHY;
»IgM, IgG K GeTa-2 ITUKOTIPOTEUHY;

[Ipuno6perennslii fepunut OnpeaeneHrie ypoBHS aKTUBHOCTH AT
eCTeCTBEHHBIX [, mporenHoB C 1 S
AHTUKOATy/ISIHTOB



~—He BblﬂW

1. Bo BpeMsa TpOMOOTHYECKOTO COOBITHA:

- Tectsl (mpotenH C, mporeuH S, AT, BA) MoryT ObITH
JIOXKHO CHIDKEHbI TIIPM OCTPOM TpoMOO3e,
OepeMeHHOCTH, He/laBHEM BbHIKHUIbIIIIE

2. B mponecce aHTUKOAryJISHTHOU TepPaNum:

- JIO)KHOIIOJIO)KHUTE/IbHbI€ PpPe3yabTaTbl, OCOO0EHHO
BA; (ormeHa BapdapuHa min 3a 2 nexenn; HOAK -
min 3a 2 auaa; HMI, HOI' - min 3a 24 4gaca go
aHa/In3a)

3. B cayuyae BbIfABIeHHS = 3HAYUTEIbHOTO
nmpoBoIUpYyIOinero ¢akropa



HYYXHO /TN pYTWHHO.NPOBOAUTD==

S pMarHocTMKY TpoMm60odbuann?

® /laHHBIE IO KJIMHUYECKOU IIPHUMEHHUMOCTU
reHeTUYeCKOro TeCTUPOBAaHUS OrpaHUYEHHI,
Takke, KaK W [JlaHHble B  TIOJIb3Y
TPOMOOTTPOPUITAKTHKHY, OCHOBAHHOM
TOJBKO HAa TeCTaX TPOMOOPHITUU

* Hasimune tpoMOopuainm He BIUSIET Ha
HCXOZbI TPOMOO30B

* He CylIecTByeT KQa4eCTBEHHBIX
PYKOBO/JCTB o IUATrHOCTUKE
TpoMOOopuarn!!!



KnnHunuyeckue cutyauum gna BbinoJsiHeH ’

: €CTUPOBaHUA HA HacneaCcTBEeHHble Tpombopuaum:

* Tpom603 B BO3pacTe A0 50 JieT BHE IMPOBOLMPYIOIIUX
$aKTOPOB MJIM aCCOLIMHUPOBAHHBIM C MUHHUMAa/IbHBIMU W3 HHUX
(Manas xupyprusi, KOK, ummooOwvn3saiiys)

* YeTrkuii  ceMeHHBI  TPOMOOTHYECKW  aHAMHE3 Y
POICTBEHHUKOB IIePBOM TMHUU POACTBA B MOJIOZOM BO3pacTe

* [ToBTOpHBIE TPOMOO3BI, OCOOEHHO B MOJIOJOM BO3pacTe (Ipu
ncxroueHuu A®C)

* TpomM0603bI HETUITUYHBIX JIOKATU3AUI
* PoacTBEeHHUKU MAIlMeHTa C TPOMOO30M:
- JKEHIIIMHBI, TUTAHUPYIOLIHe 6€peMeHHOCTh
- YXeHIIUHBI, TUVIAHUPYIOIHE TePaIrIo0 3CTPOreHaMU

Anticoagulation forum, 2016
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HEJAb JTUATHOCTHUKHU
TPOMBO®PUJINYECKHUX
COCTOSIHHUHU -
OIIPEJAE/IEHUE
KJIMHUYECKOH CTPATETHHA
I[MPOPUJIAKTUKHU U TEPAIITUU
TPOMBOTHUYECKHUX
OCJIO)KHEHUH




- TpetyeTca M A HOETAN.TOMBOGAM

Y OHKONOrnM4YecKmnx 60abHbIX:

* Pak - paKTOpP BBICOKOTO TPOMOOTE€HHOTO
pucka!!!

® TaKTHMKa BeJeHUSI He 3aBHCUT OT Ha/IM4YUSsI
TpOMOOPUITHH

° INTUTEeIbHOCTh Tepanuyd  OIpeJesisieTcCs
TOJBKO HAa OCHOBaHuUU d¢PPeKTa oT
IIPOTUBOOITYXOJIEBOU TepaITuu



eHune 6epemeHHb

A MEPHEAHCEAH
ROJIETHA ARVIIED OB

i THHEKOI0TOE
(ACOC)

OdmecTso
ARYVIIEPOE 1]
THHEROTIOTOE
Kanage: (500G

Kopomescrkan
BOJLTETHA
ARVIIEDOE ]
THHEROJI0TOE,
Bennrolpuranng
(RCOE)

unmeu

AMEpHEAHCKAR FOJLTETHA
TOPAKRATBHBIX Bpadeil (ACCH

I'eTeposHEroTHAA MY Ta

naaEreHa haxTopa V

Jlefigjera H.IH FeHA TPOTPOMOEHA:

Jdopogoe Famammecroe Fammmmecsoe npodrTarTHEa Foamrrmecroe Ha GUIEOg SHETe
HA OIS E FLTH Ha DI eHEe OPH =3 QpVIHX
npodrTarTHEa darTopoE pHcEa;
HMI i HET pPaccMoOTpeTE
BOSMOEHOCTE
P o ELT A ETEEE ©
28meqmpm 2
OpvTHEx haxTopax
pPHCED
IMocae pogoe EKammmgecroe Eammmgeckoe mpodIaKTHEL E Farmecro e Ha GOIHOm eEe;
HA OIS e FLTH HaOIROTEHHe FUTH | TeUeHH:e He MeHee | IpH ceMeHHOM aHAMHSSE
AHTHEOATYIAHNTHAA | B-Hex 10 g mpw ET?> 6-gegnpodmaarTiea

TEep aTIHNE [MpH
HATHIHE aKTopoE
pHCEA

npodETaETHES
mpr =1

T OTIOTHET & IBHED
jfasTopax pHcEa

Hamereree 1
darTopa prcea;
PaccMOoOTpeTE
BOSMOHOCTE
OpoITeHnd o 6
HeJ IIpH CeMeHHOM
agameese BT2

Tp o frLT 2 ETHNSS CERMET FUTH
TP OMEeEY TOSEEEBIMET 105 anE
HMNIT rasr ABE © TeTeBRIN
sHageHen WMHO 2 0-3.0

TomosHroTHas MyTamHa reda paxtopa V. eligeHa HIH FreHa OPoTPOoMOHHEA :

Ao pomgos IMpoderrasTieEa IMpodesrTarTeEa Paccuotpets Blarmrg e cRo € Ha VT eFEe
HMT zrass HELD HMIT EOSMOFHOCTE IIPH CeMeHHoM AHAMHeSEe
Ip o ELT A KTEER E T3> npodrirasTiae cEre FTE
mponMesyTouHEre gossl HMWI
Ilocae pogoE AHTHEOATYIAHTHAA | 6-Hex G-Hexm G-sHen mpodETaETHED
Tep aTEa npodETaETHES npodrTarTHEa p o LT a FTHSS CFRMET FUTH
HMIT P OMEeFE Y TOEEINET 703 aAME

HNT manr ABE © eeERIN
sHamenen WHO 2 0-3.0
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AnrepHEaHCEAR
FOJIETHA

ARVILIER OB ]
THHEROI0T0E

OO mrecTB 0
AKVILIED OB H
rHHEROJI0TOE

Kanage: (S0GC)

Kopoaesckas

KO TETHA
ARVIIEPOE EH
rHHERMIOTOE,

AMepHKEAHCKAA ROJLTETHA
TOpARAIBHBIX Bpaueil (ACCP)

(ACDGE) BennrodpuTanng
(RCOG)
JedHHET ecTecTReHHBIX AHTHRKOATY JIAHTOE!
Jdopogos B arrerrrmecroe B arremrrmecroe PaccumoTrpers E merererecro e Ha TR0 exTre
HaO/IHO ] SETETe FUTET HAa DRI e BOZMOFHOCTE
mpodrTaETEa mp o T A KT
HMT masn HET HMT
[Tocae pogoe B aremrramecroe B arremrramecsoe 6-HeneIRHAR E aerereraecroe Ha TR0 SR
Ha ORI SEET e FUTE HAOIRODesse HIH | OpodeTasTHEa [P CeMeHHon aHAMESSE
ANTHECATVIAITHAT | §-Hexn ET3 6-pen mpodrrrasxTaea
Tep aTIEA ITPH Hmp o QETAKTHES TP 0 ELT A KT ETSEE CEEIMET FLTE
HAJHEHH fakETopoE | mpHu =1 [P OMMEeE TOUWEEIME 0 SaRE
PHCER D OTIOTHET e IEHEDL HMT
darxTopax pHcEa
AnTadocdoITHIHIHBIE AHTHTEIA:
Jdopogos Eaeereraecsoe I[MTpoMmesyTowEAR Paccumotpers -
Ha ORI SEET e FUTE FLTH EOSMOBHOCTE
mp oL TAKTIES TepaATeETHEECKAR | OpoEUTIKTEES Ha
TemapIEHOM mo=a HMWT Ip O TAE S HEE BCeH
CepenMe O CTH IPE
Z3 OpVTHX
faEToOpOoE pHCEA;
pPaccHMoTpeTE
EOSMOBHOCTE
mpodELTARTHES ©
28 Eengmpnl
apwvrex daxTopax
prIcEa
IMocae pogoe b-Hen b-Hen H-Hex -
ANTHEC ATV IAITHAT | MpodeTa KT mpodELTa KT
Tep AT HMWIT




— TEPAIIUYA:

elIpy ocTpom »>nu3oze - TOAHOAO3HBIU
MHTEHCUBHBIM  KyYpC  aHTHUKOAlYJISITHTHOU
Tepanvu BHe 3aBUCUMOCTHU OT IPUYUHBI,;

* Onpenenenyie JIMTEIbHOCTU Kypca (oTan4me
CIIPOBOIIMPOBAHHOTO 3MH307a — 3 MeCAIa, OT
HeCIIPOBOILIMPOBAHHOTO — MOYKU3HEHHO?)
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