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IIporenn C (IIpC) BmepBbic OBUT MOAYYCH M3 IIA3MEI
KpOBH KpyIrHOTO poraroro ckora Johan Stenflo s 1975 .

CuHTe3upyercsi IpEeMMYIIECTBEHHO B neueHu, ogHako [IpC takke HalIeH B
TKaHSIX MUACPMUCA, ITIOYEK, JIETKMX U TOJIOBHOIO MO3ra *

Ero aktuBupoBaHHas (opma o0nagaet
AHTUKOAT'YJISAHTHBIMH CBOUCTBAMM 2

1. Danese S., Vetrano S., Zhang L., Poplis V., Castellino F. The protein C pathway in tissue inflammation and injury: pathogenic role and therapeutic implications.
Blood. 2010 Feb 11; 115(6): 1121 - 30
2. Dahlback B. The protein C anticoagulant system: Inherited defects as basis for venous thrombosis. Thromb Res 1995;77:1-43.


Выступающий
Заметки для презентации
`


TpoMmOuH, BbIpabOaThIBAEMBII B MECTaX MOBPEXKJICHUS COCY/IOB,
o0JIagaeT psIOM IPOKOATYISHTHBIX (DYHKITHM

1. Ilpespamaer FV u FVIII B ux

axktuBHbIe (hopmbl FVa u FVIIla

2. AKTUBHUPYET U BbI3BIBAET

arperaiuio TpoMOOIIMTOB

3. IlpeBpaiaer ¢puOprUHOTrEH B

HEpPacTBOPUMYIO (PHOPUHOBYIO CETh

Dahlbédck B. Resistance to activated protein C as risk factor for thrombosis: Molecular mechanisms, laboratory investigation, and clinical management. Semin Hematol
1997;34:217-34.





Выступающий
Заметки для презентации
TAFI (тромбин-активируемый ингибитор фибринолиза) ингибитор активатора плазминогена I (PAI-I




AllpC o61amaeT NMPOTHBOBOCHAJINTEIbLHOM, IUTONPOTEKTOPHOM aKTHUBHOCTBHIO

Y UTPAET BAXKHYIO POJIb B MOAYJISALMUA BOCIIAIIUTENBHBIX U UMMYHHBIX PEaKLUI

Castellino FJ, Ploplis VA. J Thromb Haemost 2009;7 Suppl 1:140-5

Esmon CT. Semin Immunopathol 2012;34:127-32
Matsumoto T, Matsushima Y, Toda M, Roeen Z et al. ] Asthma Allergy 2015;8:29-37

[IpotTuBOBOCTANMTEIBHBIE (YHKIIMH
AllpC BKIIOYAIOT €ro CrnocoOHOCTh
MHTUOUPOBATH BBIBEJICHHE
MPOBOCTAJIUTENIBHBIX IUTOKUHOB W3
MOHOITUTOB, M OH HIPaeT BaKHYIO
poJib B TATOT€HE3e HapyIICHUH

remMocrasa 1nmpu Cencuce

Danese S, Vetrano S, Zhang L, Poplis V. Blood 2010;115:1121-30

Ikezoe T. J Intensive Care 2015;3:1
Bonar R.A., Lippi G., Favaloro E.J. (2017) Hemostasis and
Thrombosis. Methods in Molecular Biology, vol 1646



Jepunut Iporenna C (IIpC)

65-135 Hopma

20-65 Jlerkas
1-20 CpegHAan
<1 Taxkenaa

Bonar R.A., Lippi G., Favaloro E.J. (2017) Overview of Hemostasis and Thrombosis and Contribution of Laboratory Testing to Diagnosis and Management of
Hemostasis and Thrombosis Disorders. In: Favaloro E., Lippi G. (eds) Hemostasis and Thrombosis. Methods in Molecular Biology, vol 1646. Humana Press, NY
Hiller E. (2007) Basic Principles of Hemostasis. In: Munker R., Hiller E., Glass J., Paquette R. (eds) Modern Hematology. Contemporary Hematology. Humana Press



Jedpunut [Iporenna C (IIpC)
[eHeTUYSTHIA NpnobpeTeHHbIN

HacnaencrtBennwsii  aedumutr IIpC  saBaseTcs  ayTOCOMHO-
JTOMMHAHTHBIM 3a00JI€BaHUEM
[IOBBIIIAET PUCK PA3BUTHUS TPOMOO30B, CTEIIEHb KOTOPOT'O 3aBUCHUT

OT TOMO3HUI'OTHOI'O WJIX I'CTCPO3UT'OTHOI'O HOCUTCIIbCTBA MYyTallnH
H3zeecmnuo oxono 230 paznuunvix mymayuu eena IIpC

Bonar R.A., Lippi G., Favaloro E.J. (2017) Overview of Hemostasis and Thrombosis and Contribution of Laboratory Testing to Diagnosis and Management of
Hemostasis and Thrombosis Disorders. In: Favaloro E., Lippi G. (eds) Hemostasis and Thrombosis. Methods in Molecular Biology, vol 1646. Humana Press, New York
Hiller E. (2007) Basic Principles of Hemostasis. In: Munker R., Hiller E., Glass J., Paquette R. (eds) Modern Hematology. Contemporary Hematology. Humana Press



Hedumut Iporenna C (IIpC)

['erepo3urotHeiec nuna c¢ aepuuurom IIpC umerot
BBICOKMI PUCK TpomMOodguieduTa, TpoM003a IIIyOOKHMX
BeHd i TOJA

['oMo3urotHeie auna ¢ aepunurom IIpC moaBepKeHbI
¢arampHOMy  MaccuBHOMy  JBC-cunapomy  wium
(pyJIbMHUHAHTOU MypIIype



Jedpunut [Iporenna C (IIpC)

Paziauyaror aBa tuna aepunura IpC:

| Tum (MCTHHHBIM, KOJHYECTBEHHBIM) — BCTpEYacTCS HamOOJIee YacTo H

XapaKTEPU3YETCS] CHHKCHHUEM YPOBHS MMMYHOJOTHMYECKOW M (DYHKIIMOHATBHOW
aktuBHOCTH [IpC

Il Tam (AUCPYHKIUOHAJBLHBIM) — HOPMallbHasd HWMMYHOJOTHYECKas U
CHIDKEHHAs (PyHKIIMOHaIbHAs akTUBHOCTH [1pC

Bonar R.A., Lippi G., Favaloro E.J. (2017) Overview of Hemostasis and Thrombosis and Contribution of Laboratory Testing to Diagnosis and Management of
Hemostasis and Thrombosis Disorders. In: Favaloro E., Lippi G. (eds) Hemostasis and Thrombosis. Methods in Molecular Biology, vol 1646. Humana Press, New York
Hiller E. (2007) Basic Principles of Hemostasis. In: Munker R., Hiller E., Glass J., Paquette R. (eds) Modern Hematology. Contemporary Hematology. Humana Press



PHuCK BEHO3HBIX TPOMOO30B

I'ereposurotneiii aeunut I[IpC Bcrpewaercs y 2-5% mnui ¢ TpomOo3amMu
r1yO0OKHMX BeH HMKHMX KoHeuHocTer u 0,2—0,5% B o01eit nomyisiuuu

Hepuuut IIpC nmoBbimaer puck TpoMmooodpazoBanus B 8-10 pa3



PuCK BEHO3HbIX TPOMOO30B

TpomO03bI 4aCTO BOZHUKAIOT CIIOHTAHHO
* Yallle B BEHaX HUKHEH KOHEYHOCTH
* pEXe B TOJIOBHOM MO3I€, B OpPbDKECUHBIX MJIM IIOUYEUYHBIX BEHAX

Haunbosnee yacto BO3pacT mepBOro MPOSIBICHUS COCTABISET OT 29
10 40 net, paHbllie Y )KCHIIWH, YEM Y MY>KYHH



Puck aprepuajbHbIX TPOM0OO030B

[Ipu Bo3pacTe < 55 net 00JIbIIE PUCK apTEPHUATBLHBIX TPOMOO30B

Arterial thromboembolism

Variable HR (95% Cl) HR (95% ClI) P value

Hereditary Deficiency of Protein C or Protein S
Confers Increased Risk of Arterial
Thromboembolic Events at a Young Age

Results From a Large Family Cohort Study

Bakhtawar K. Mahmoodi, Jan-Leendert P. Brouwer, Nic J.G.M. Veeger, and
Jan van der Meer
Originally published 29 Sep 2008 | Circulation. 2008;118:1659-1667



Tepanus rerepo3urorHou Heaocrarounoctu IpC

beccuMNITOMHOE HOCHTEILCTBO
* Her moarocpodynou tepanuu
e Ilpodunaktuka TpoMOO3IMOONIMUeckux ocinoxkHenuid (HMI') npu Hanuuum
(haKTOPOB pHCKa
e UMMOOWIM3alUs, TOPMOHOTEpPANUsl, ONepali, 0epeMEeHHOCTh

IlanmeHTHI ¢ BIepBbI€ BOSHUKIIIMM TPOMO030M

e Tepanerrtuueckas (momHas qo3a) HMIT

* Meonennoe npucoeounenue Bapgapuna (yenesoii noxazamenos MHO 2.0-3.0)
Ha nepevie 6-12 mecsayes

IHoBTOpHBIE TPOMO0IMOOIMYECKHUE OCTOKHEHUSA

e Tepanerrtuueckas (momHas qo3a) HMIT

* Meonennoe npucoeounenue Bapgapuna (yenesoii noxazamenos MHO 2.0-3.0)
Ha OumelbHoe 8pems

P. Knoebl in Critical Illness Coagulopathy and the Protein C System, 2016
VHCTPYKIHS 10 MEANIIMHCKOMY npuMeHeHnto Bapdapurhttps://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=330462a8-9a25-41b2-93a6-h88913ac9912&t=



BapdapyH MHIAYIUPOBAHHBIA HEKPO3 KOKH

Yacrora 0,01 — 1% nauuenToB 1pu
npueMme Bapdapuna

HuddepeHnuanpHas IuarHoCTHKA!
. Heduuut nporeuna S, AT I, myranusa V Jleiinana

OcTpoe HayaJsio B TeucHue 1-3 qHel co gHs npueMa Bapdapuna

Tunuyabie MecTa MOpaXKEHUS:
*  AIOAUIIbI

e Ocapa

¢ AKUBOT

i MOJIOYHBIC KCJIC3bI

PaspelueHre Ha AeMOHCTPaLMIO GOTO NaLMEHTOB NOAYHEHO



BapdapyH HHAYIIUPOBAHHBIA HEKPO3 KOKHU
HaToreHes

[IpC nmeeT KOPOTKYI SKHM3HB 5-8 4YacoB, MO CPaBHEHUIO C
npyrumu ButaMuH K 3aBucumbIiM (pakTopamu (11, IX, X 1o 72 gacos)
bricTpoe cumxenusi ypoBHs IIpC npu npueme Bapdapuna

Transient Clofting o —
« Warfarin & Hypercoagulable & & Vascular = Infclzmlign oy ‘-..-'DG :
state occlusion ' xtravasafion

Pa3spelleHMe Ha AeMOHCTPaLMIo GOTO NALMEHTOB MNOYYEHO

P. Knoebl in Critical Illness Coagulopathy and the Protein C System, 2016



Tepanus rerepo3urorHou Heaocrarounoctu IpC

BapdapuH MvHAYIUPOBAHHBIA HEKPO3 KOKU

e OtmMmena Bapdapuna

 B/B BBeaeHue Butammuua K
 Tepanesruueckas (nojHas go03a) H3M umn HOI

e Konnenrpar IIpC (mauanbnas mosa Ceprotin® 60 ME/kr
KasK/Jable 6 1)

e Hauano neuenus npu ypoBHe AllpC > 25 ME/an
e IleneBas aktuBHOCTH IIpC: mocne Havana jgedenus 100

ME/nn

Knoebl P Severe congenital protein C deficiency: the use of protein C concentrates (human) as replacement therapy for life threatening blood-clotting complications.
Biologics. 2008;2(2):285-96.

WHCTpyKIMsT 10  MEAWIMHCKOMY npumeneHuto mnpemnapata Cenporun  https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=96f8c087-52ff-4f94-a6de-
3dd12657909e&t=



MUWHHUCTEPCTBO 3/IPABOOXPAHEHHUS Y COLIMAJIEHOT'O PA3BUTUS
POCCHUICKON ®ENIEPALIUU

HHCTPYKIUA

o MeHUHHCKOMY nplmeueu;uo npenapara
CEIIPOTHH
Perncrpannonnstii nomep:
Toprosoe nassanue: Cenporun
Memuy HAPOAIIOC HENMATEHTOBAHIIOE HAZBAHHE HJIH IPYNNMHPOBOYNOE HAIBANHE:
IMporenn C yenopeyeckuii
Jlekapersennas gopma
JIuoduuzaT 1A NPHTrOTOBIEHHA PACTBOPA 1A BHYTPHBEHHOTO BBE/ICHHUS

Cocras

Haumenosanne HHIPEeAHEHTOB Koanvecrso Bo tlmalcone

AKTHBHOE BeHIECTBO

ITporenn C uenoseveckuii 500 ME’ 1000 ME"
O6mmuii Oenok (Bxmodas anbOyMHH 42,5 Mr 85,0 Mr
YyeoBeyecKuii) (40,0 Mr) (80,0 mr)
Benomorarteasble BemlecTBa e

Hatpus xnopun - ) 44 'MI‘ 88 Mr
Harpusa uutpara auraapar 22 Mr 44 Mr

Kaxaerit hnakoH ¢ pacTBOpHTEIEM COZCPIKHT:

Boaa s nasexumit ' 5ma 10 M

- onHa mexxayHaponHas exuanna (ME) G6enka C coOTBETCTBYET H3MEPEHHOM aMHIOMIHTHIECKO#
axtuBHOCcTH Oenka C B 1 mMn HopMaubHO#H mnasMel. AxtuBHocTs (B ME) ompenenserca c

HCMONB30BaHHEM MeTO/Ia XPOMOTEHHOrO CyOCTpaTa OTHOCHTENBHO MeXKIYHAPOJIHOrO CTaHAapTa
BO3.



HeonaranbHaga QpyJIbMUHAHTHAS Nypnypa

Yactora coctasisger 1 Ha 500 000 - 750 000 HOBOpOXKICHHBIX

[IposiBisieTcss B IepBBIC JHU IOCIIE POXKIACHHS (/2 daca) HEKpO30OM
KOXH, Tskesmon koarynonaruei (JIBC cunapom) u apTepualbHbIM
1 BEHO3HBIM TPOMOO030M

5 AHeun

Knoebl P Severe congenital protein C deficiency: the use of protein C concentrates (human) as replacement therapy for life threatening blood-clotting
complications. Biologics. 2008;2(2):285-96.



Yposens IIporenna C

Adapted from Bonar R.A., Lippi G., Favaloro E.J. (2017) Overview of Hemostasis and Thrombosis and Contribution of Laboratory Testing to Diagnosis and Management of Hemostasis
and Thrombosis Disorders. In: Favaloro E., Lippi G. (eds) Hemostasis and Thrombosis. Methods in Molecular Biology, vol 1646. Humana Press, New York, NY
Hiller E. (2007) Basic Principles of Hemostasis. In: Munker R., Hiller E., Glass J., Paquette R. (eds) Modern Hematology. Contemporary Hematology. Humana Press



Yposens IIporenna C

= Unaston of Pedsatric Hematology/Uncology, Department of Pediatncs, IWK Health Centre, Dalhouste University, Haljax, Canada

Y pivision af Hematopathology, Department of Pathology and Laboratory Medicine, Dalhousie University and Capital District Health Authority, Halifax, Canada
* Department of Pediatric Hema ncology, University Children’s Hospiral. Muenster, Germany

ar ion af Pediatric Hematology/Oncology, Department of Pediatrics, McMaster University, Hamilton, Canada

HepoHoweHHble HOBPOXKAEHHDbIE MMELOT eLle bonee
HU3KNM yposeHb NMpotenHa C

Bonee BbICOKUU PUCK
Pa3BUTUA GYIbMUHAHTOM

nypnypbl



Uanonarnyeckasa QpyJbMUHAHTHAS Nypnypa

Bo3HUKaeT T1oOCji€ TEPEHECEHHOTO OaKTepPHAJBHOTO0 WJIH BHPYCHOIO
3a00JIeBaHMs U OOBIYHO HaunHaeTcs uepes 7-10 gHel nocie Havalia MHpEKIuu

BonbIIMHCTBO C1y4yaeB HAOIIOAAETCA y AeTel
Hanboinee pacrpocTpanéHHbIe HHOEKITUU.

e BeTpsHaA ocla
* CTPENTOKOKKOBas HH(MEKIMS



Tepanusa pyJabMUHAHTHON MypOypbI

Konmnentpar IIpC (Ceprotin®)
B/B menneunnsiii 6omroc 60-80 ME/kr kaxxapie 6 yacoB
e  MakcuUMajbHas CKOPOCTb 2 MJI/MUH JIJIsi B3POCIIBIX
e 0,2 mu/kr/mun g geteit <10 kr
eneBas aktuBHOCTH mocie jJeuenus [IpC 100 ME/nn

*  AJIbTEpHATUBHBIA PEXKUM
B/B mennennsiit 6omoc 100 ME/kr, a 3arem HenpepbiBHAs
uHdy3us 10 ME/kr/4. ens: aktuBHocTs [IpC 100 ME/an

o Cgexasi 3aMOpOKeHHaA IJ1a3Ma
6 aHen nocne neyenna e  20-30 mur/kr Kaxkaele 6 yacoB

IlocJie ncue3sHOBEHHA CUMIITOMOB
MenneHHoe MNPUCOCAMHEHHE K  TEpaluu
Bapdapuna

Knoebl P Severe congenital protein C deficiency: the use of protein C concentrates
(human) as replacement therapy for life threatening blood-clotting complications.
Biologics. 2008;2(2):285-96.

I/IHCprKL[I/Iﬂ 1o MCIUINHCKOMY IIPUMCHCHUIO nperiapara Cel’IpOTI/IH
https://grls.rosminzdrav.ru/Grls_ View v2.aspx?routingGuid=96f8c087-52ff-4f94-a6de-
3dd12657909e&t=

Yepes 2 mecaua



DyJIbMUHAHTHAA NypIIypa

Alex Veldman' , Doris Fischer”, Flora Y Wong', Wolfhart Kreuz®, Michael Sasse’, Bruno Eberspacher”,
Ulrich Mansmann®, Rudolf Schosser”

Konuentpar IIpC BBOAuMIICS B TeueHUE 2 nHEW (MeauaHa, 1-24 nHs)
B cpeaHe cyTouHor ao3o0u 100 ME/kr

77,7% Bobixkuan / 22,3% ymepiu

YMepmme getn uMenn ObutH Oosiee Hu3kue nokasarenu [IpC (P <0,05) u Ooxnce
BBICOKYFO 9acToTy Koarynomaruu (P <0,01) mpu nmoctymnernu B [TUT

Bpems or Hayana nocrymiieHuda B IIUT v Hayana jiedyeHnsi KOHLEHTPATOM
IIpC ObL10 OoJ1ee AIUTEIBLHBIM Y yMepiuux aeteii (P = 0,03)



DyJIbMUHAHTHASA Iypnypa

Coagulation and Fibrinolysis Blood 2016 128:2605;

Efficacy and safety of protein C concentrate to treat purpura fulminans
and thromboembolic events in severe congenital protein C deficiency

Marilyn J. Manco-Johnson'; Lisa Bomgaars?; Joseph Palascak®; Amy Shapiro®; John Geil’; Sandor Fritsch®; Borislava G. Pavlova®;
David Gelm

 Ilpaktnuecknm y Bcex (95%)
MaIMECHTOB, Oy YaBIINX
KOHIIEHTpAT ITpC, JICYEHUE
CUMTAIOCh A(P(HEKTUBHBIM

e Ilo cpaBHEHHIO CO CTaHJapPTHBIM BapHaHTOM
nedenuss  (C3II ®w  aHTUKOAryJIsIHTHI)
3HAYUTEIBbHBIA A(P(PEKT ObLI y MNalMEHTOB,
noay4aBmux KoHueHtpat [IpC



Jlepumur IIporenna C (IIpC)

IIpuoOpeTeHHBIN

e 3aboyicBaHMS IICUCHU
e Jlepumur Buramuna K
 HNudexknun (Cencuc)

e JIBC — cunapom

Knoebl P Severe congenital protein C deficiency: the use of protein C concentrates (human) as replacement therapy for life threatening blood-clotting
complications. Biologics. 2008;2(2):285-96.



Husknit pyHKUMOHaNbHBLIN ypoBeHb [poTenHa C Koppenuposan
C MapKkepamu ANCOYHKLUMN NevYeHn, BocnaneHus, cencmca m obin
HEe3aBUCUMbIM NPEANKTOPOM NeTasibHOCTU Yepe3 3 mecaua npu

uMppo3e nevyeHu, ocobeHHO ecnn PYHKUMOHA/NIbHbIN YPOBEHb
MpoTtenHa C 6bin <52%



Hepuuur IpC - Cencuc



Cencuc

BbiCOKMI pUCK KpoBoTEueHUA!
He pekomeHayeTtca npu cencuce!

JipoTpexoruH ajb(pa (akrusupoBannbiii) (rhAPC)

WHeTpykiMss 1O MEAMIMHCKOMY TNpHMeHeHuro mpenapara 3urpuc https://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=63adc894-7406-48e0-91c0-
1da36f224c5a&t=



Cencuc

UAIANA TADUEUD * ANNALIDA FHANUU * GIUVANNI LANDUNI *

E-mail: landoni.giovanni@
ALBERTO ZANGRILLO

Konnentpar Ilporenna C sBISI€TCS BO3MOKHBIM MU
O€30IIaCHBIM METOJIOM JICUCHHS Y MALMEHTOB C CEIICHCOM
(OCOOEHHO C MEHMHIOKOKKOBBIM HJIH (PyJIbMHUHAHTHOM
myprype)

WHCTpYKIMSA 110 MEIUIMHCKOMY mpuMeHeHuto mpernapata Cemporun https://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=96f8c087-52ff-4f94-a6de-
3dd12657909e&t=



Octpast uHpeKIMOHHAS PYyJIbMUHAHTHAS Mypnypa

OOBIYHO BO3HHUKAET HA (DOHE CeImcHuca
* MEHMHIOKOKKOBBIM MEHUHTUT
e CTpEenTOKOKKOBas ITHEBMOHMUS

BbICOKNHT pUCK aMIIYTAIIUM KOHEYHOCTEN

1/-1eTHEE  MHOTOLICHTPOBOE  PETPOCIEKTHBHOE
HUCCJIeOOBAaHME B 95 OTACICHHUSAX MHTCHCHBHOM
tepanuu Bo @panuuu ¢ 2000 o 2016 roxa

Received: 11 June 2018 Accepted: 3 August 2018
Published online: 20 August 2018



OcTpast uHpeKIUMOHHAA PYJIbMUHAHTHAA NMYPIIypa

Adult patients with purpura fulminans
in 55 French ICUs over a 17-year period (2000-2016)
N =306
Neisseria meningitidis N=195/306 (63.7%)

Streptoccocus pneumoniae N=67/306 (21.9%)
Others N=44/306 (14.4%)

Survivors during the FUP Hospital decedents
N = 180 (58.8%) N = 126 (41.2%)
| ¥ N. meningitidis S. pneumoniae Others
' : - : Fig.2 Comparison of outcomes between patients with purpur
No amputation Am putatlon* | fulminans infected by N. meningitidis, S. pneumoniae and other 1
N= 129/180 (71 7%} N= 51/180 (28 3%) organisms. Amputated patients are patients who survived at le:
= 2 amputation and survivors are patients who survived without an

\_tion during the follow-up period. The p value comes from a x” t¢



OcTpast uHpeKIUMOHHAA PYJIbMUHAHTHAA NMYPIIypa

CranaaprHasi Tepanus cencuca
bomtoc koHnentTpara [Iporenna C - 100 Ex/kr
ITocnenyromas HenpepbiBHAg HHGY3us 10 MKr/Kr/g

Ilean — ypoBenb aktuBupoBanHoro IpC 100 ME/na

TONbKO Npu HepaoCcTaToyHoCTHU!



bepeMeHHOCTH M MOCJIEPOI0BBIN MEPUO

Table 1. Risk of Venous Thromboembolism With Different Inherited Thrombophilias

Prevalence in VTE Risk Per VTE Risk Per
General Pregnancy (No Pregnanc Percentage

Population (%) History) (%) (Previous VTE) (%) of All VTE References
Factor V Leiden =15 0.5-3.1 10 40 1-4,1,12
heterozygote
Factor V Leiden <1 2.2-14.0 17 2 -4, 1, 12
homozygote
Prothrombin gene 2-5 0.4-2.6 >10 17 -4, 1,12
heterozygote
Prothrombin gene <1 2—4 >17 0.5 1-4,1,12
homozygote
Factor V Leiden/ 0.01 4-8.2 >20 -3 1-4, 12
prothrombin double
heterozygote
Antithrombin 0.02 0.2-11.6 40 1 1,5:6,1,12
deficiency
Protein C deficiency 0.2-0.4 0.1-1.7 4-17 1,5,7,1,12
Protein S deficiency 0.03-0.13 0.3-6.6 0-22 1, 8-12

Abbreviation: VTE, venous thromboembolism.



bepeMeHHOCTH M MOCJIePOAOBBIA MEPUO

Blood 2016 128:2343-2349;

»ability of venous
yerium

tinrich Heine University Medical Centre,
University of Manchester, Manchester,
rf, Germany

e PerpocnektuBHbiii aHaau3 1990 - 2008 r

e Amnamu3 BTDO0 Bo BpeMst OepeMEHHOCTH U IOcIIe poJoB (6 MecsIIeB)

o 243 xennuusl ¢ BTO0 u 243 6e3 BTD0 (> 1 6epeMeHHOCTh B aHAMHE3E)
e > 35 et puck BT20 1/483

o <34 ner puck BT20 1/741

JKeHIuHBL ¢ Tsokea0M TPoMOOdMIMEd HMEIOT BBICOKHM aOCOIIOTHBIM PHUCK
pazBuTua BTO0O HE3aBUCUMO OT MOJOKUTEIBHOTO TPOMOOTHYECKOTO CEMEHNHOIO
aHaMHe3a

OTUM  KEHIIMHAM  CIIEAYEeT TMPOBOAUTH PYTHUHHYK  AHTECHATAJBbHYIO
TPOMOONIPOPUIIAKTHKY HE3ABUCUMO CEMEMHOIO TPOMOOTHYECKOTO aHAMHE3A



bepeMeHHOCTH M MOCJIEPOI0BBIN MEPUO

AHecTe3na U MHTEHCUBHAA Tepanus y NaUMEHTOK, NONYYAKOWKUX AHTUKOArYNAHTbI

MpunoxeHune 2
OueHka pucka BT20 Bo Bpems 6epemenHoct, RCOG,2(

CyuiecTBOBaBLUME paHee

Mpeablaywnia anvsoa BTI0

HacaeacTBeHHas

Aeduumt aHTUTpoMbUHA

Aedvunt npotenHa C

AeduuuT npotenHa S

®akTop V Aeiaena

Tpombodurana MyTauusa npoTpoMbuHa

MpuobpeTtenHas

AHTUTEAE aHTUdOoChOoAMNTUAA

[MOCTOAHHLIN BOAYAHOYHBIA aHTUKOAryASHT U/|
NOCTOSIHHbIE YMEPEHHbIE /BbICOKME TUTPbI aHTI
aHTUKapPAMOAUIMIUHA W/UAM aHTUTEA B2-glycopr
MeAWUMHCKME COMyTCTBYIOLLME NAaTOAOrMM, HanpUMep — pak; cepaeYHas
HeaocTaToOuvHOCTb; akTuBHaa CKB; BocnaavteabHasa noanapTtponatus uan IBD;
HepPOTUYECKUIA CUHAPOM; caxapHblil anabeT 1 Tuna ¢ HedponaTnei; cepnoBk
KABTOYHaA aHemusi; ynoTpebAaeHne BHYTPUBEHHbIX HAPKOTUKOB

M2
BospacT > 35 aet A bepemeHHOCTb
5 2 KpoBoTeyeHue Hoaee 1000 ma

Oxupenune (BMI 6oaee 30 Kr/m?) oo HepeMeHHOCTM MAM Ha paHHUX CPoKax 5 10 CHrapBT B ABHS
ﬂapMTeT bonee 3 3BMTUA NAOAS
Kvneuue :

— npoteuHa C

ZHUA KC npoTenHa S

A

Kymukos A.B., [lludman E.M., 3a6onorckux W1.b., CuapkoB C.B., Hlyrxytko E.M., benomectnos C.P. Knuandeckue pexomeHaauu (IPOTOKOIBI ICYCHNUA). AHECTE3HS U
WHTCHCHUBHAA TEPaINus y MalMeHTOK, MOMYJYAONIINX aHTHKOATYISHTHI I IPOQIIAKTHKY U JICUYCHUS BEHO3HBIX TPOMOOIMOOIMUECKUX OCIOKHEeHNH B akymepcTse. 2015



KIIMHH4YeCKUH cJIyyau

37 JIETHUH MY>KUMHA MOCTYIAeT B OOJbHUILY
C OJIBIIIIKOM ¥ OOJISIMH 3a TPYJUHOM

CuHycoBasi TaxukapAuvs, HECKOJIKO PACIIMPEHBI MpaBbie Kamepbl cepaua, KT
anruorpadus BesiBuiaa TOJIA

beut HazHaueH H®I' u mamueHT OBUT BBIMMCAH C YIYYIIEHHEM Ha OpPajbHBIX
AHTUKOATYJISTHTAX

DTOT K€ MaIMEeHT Yepe3 4 rojia moCTyIaeT B
OOJIBHUILY C OOJISIMU 3a TPYAUHOU

Ha OKI' oOmupHbIM MHPApKT MHOKap/a Mo
IIEPEAHEN CTEHKU



Tahla ?

mnt valua Dofaran

S 2%

S]

A

1|

1 [

Antiphospholipid antibodies
Lupus Anticoagulant

DRVVT 32.8-48.9 sec

DRVVT T: C Ratio

Anticardiolipin Antibody

Y orna okazajics odeHb HU3KUM ypoBeHb AllpC 26%, y marepu

46%, HO TPOMOOTHUECKOIO0 CEMEHHOI0 aHaMHEe3a He ObLIO



B cyxom ocrartke...

BapdapuH HWHAYUHPOBAHHBIN HEKPO3 KOXKH -
ocTpoe HAa4YaJ0 B TeueHue 1-3 nHEH co IHS mpueMa
Bapdapuna

 Ortmena Bapdapuna
 B/B BBenenue Buramuna K
e Tepanerrudeckas (monHas g03a) H3M unu HOI

e Konnenrpar IIpC (nauansnas nosza Ceprotin® 60 ME/kr kaxabie 6 u)
e Hauano neyenus npu yposae AllpC > 25 ME/an
e llenesas aktuBHOCTH IIpC: nmocie Hayana neuenus 100 ME/na

WHCTpYKIHUsI 110 METUIIMHCKOMY MpuMeHeHuto mpenapata Cenporun https://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=96f8c087-52ff-4f94-
a6de-3dd12657909e&t=

WHCTPYKIMS 110 MEIUIUHCKOMY mnpuMeHeHuto Bapdapun https://grls.rosminzdrav.ru/Grls_ View v2.aspx?routingGuid=330462a8-9a25-41b2-93a6-
b88913ac9912&t=



B cyxom ocrartke...

HeonaraabHasa QyJbMUHAHTHAS Nypnypa

° B IepBbIC [IHU MOCJE POKICHUSI HEKPO3 KOKHU
e Tspkenas koaryaonarus (JABC curnapom)

e apTepHualIbHbIC U BEHO3HBIE TPOMOO3EI

Konnentpar IIpC (Ceprotin®)
B/B memennsrii 0omroc 60-80 ME/kr kaxawpie 6 4acoB
* MaKCHMaJlbHasi CKOPOCTh 2 MJI/MMH JIJISI B3POCIIBIX
e 0,2 vur/muH g nerer <10 xr
I{eneBas aktuBHOCTH nocie dedeHus IIpC 100 ME/an

* AJIBTCpPHATUBHBINA PEKUM
B/B mennennsiit 6omtoc 100 ME/kr, a 3atem HenpepbiBHas nH(py3us 10 ME/kr/q

CgBeikasi 3aMOpPOKEeHHAS IJIa3Ma
e 20-30 mur/kr kaxapie 6 yacoB

WHCTpyYKIWS 10 MEMIIMHCKOMY NpuMenennto npenapara Cenpotud https://grls.rosminzdrav.ru/Grls View_ v2.aspx?routingGuid=96f8c087-52ff-4f94-abde-
3dd12657909e&t=



Pounencon A.M.
email: a.ronenson@mail.ru
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