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KoHPAUKT nHTepecos
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MpoTtenH C (MpC) Bnepsble Obla NOAYYEH M3 NMAA3MblI KPOBM
KpynHoro poratoro ckota Johan Stenflo 8 1975 .

CUHTEe3NpYyeTCA NPeMMyLLEeCTBEHHO B neyeHn, ogHako MpC Takke HalaeH B
TKAHAX aNUAEepPMMCa, NOYEK, NErKUX U TONIOBHOIO Mo3ra *

Ero aktuBmnpoBaHHaa ¢opma obnagaer
aHTMKOAryNAHTHLIMW CBOUCTBaMMU 2

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.
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TAFI (тромбин-активируемый ингибитор фибринолиза) ингибитор активатора плазминогена I (PAI-I




AlMpC obnagaeT NpPOTUBOBOCMANIUTENIbHOWN, LUTONPOTEKTOPHON aKTUBHOCTbIO W
MTPAET BAXKHYIO POb B MOAYAALMM BOCNAIMTENBHBIX M MMMYHHbIX PEaKLM

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. J Asthma Allergy 2015;8:29-37

[TpOTMBOBOCNANUTENBHbIE  PYHKLNM
AlMpC BKAOYAOT ero CnocoOHOCTb
MHIMONPOBATL BblBEAEHME
NPOBOCMA/INTENbHBIX LMTOKMHOB W©3
MOHOLIMTOB, M OH WUIPAET BaXKHYHO
PO/Ib B MNATOreHe3e HapylleHnn

remocCTtasa rnpu cericuce

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



Nednuut NMpoteunHa C (MpC)

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



Nedunuut MpotenHa C (MpC)
B emMYeTHiiii NprobpeTeHHbINn

HacneanctBeHHblin  geduumt  [pC  ABnAeTcs  ayTOCOMHO-
NOMWHAHTHbIM 3aboneBaHeEM
[TOBbIWAET PUCK Pa3BUTMA TPOMDO30B, CTEMEHb KOTOPOrO 3aBUCUT

OT TOMO3NTOTHOTO NN TETEPO3UTOTHOIO HOCUTEJTIbCTBA MYyTau K
M3secmHo okono 230 pa3nuyHeix mymauud eeHa MpC

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



Nednuut NMpoteunHa C (MpC)

PasnunyatoT Aa Tmna aeduumta MNpC:

| T™MN (MCTUHHBIWX, KOAMYECTBEHHbIN) — BCTpeyaeTca Hambosiee Yacto M
XapPaKTEPU3YETCA CHUMKEHMEM YPOBHA MMMYHONOTMYECKOM N PYHKLMOHAAbHOW
akTmsHoCTU [pC

Il TN (AUCPYHKUMOHANBbHBLIM) — HOPMa/IbHAA MMMYHOOTMYECKAs U CHUMKEHHAA

PYHKLUMOHaNbHAA aKTMBHOCTL [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



Nedunuut MpotenHa C (MpC)

[eTepo3nrotHble auua ¢ agedmugmtom [1pC  mmetoT
BbICOKM pUCK Tpombodpnebuta, Tpombo3sa rnybokux BeH

man TIJ1A

[omo3urotHble anua ¢ aepuumtom [MpC noaBeprKeHbl
PaTa/ibHOMY MaCCMBHOMY NBC-cuHapomy il

dyNbMUHAHTON Nypnype



Puck BeHO3HbIX Tpomb0308B

[eTepo3nrotHbin aedunumnt MpC BCcTpeyaeTca v 2-5% auu
c Tpombo3amun rNyDOKMX BEH HUMKHUX KOHEYHOCTEN U
0,2—0,5% B 06LWeN nonyaauUum

Nedunumt MpC nosbiwaeT puck TpomboobpasosaHuA B 8-10 pas



Puck BeHO3HbIX Tpomb0308B

Tpomb03bl YaCTO BO3HUKAIOT CMOHTAHHO
* yallle B BEHaX HUMKHEN KOHEYHOCTH

¢ pexe B COCydaX TO0/10BHOIO MO3lra, B 6pb|>1<eequ|x NI
MNoYeYyHblX BEHAX

Hanbonee 4acto BO3pacT NepBOro NpoABAEHWA COCTaBAAeT OT 25
00 40 net, paHblle Yy XKEeHUWMH, YeM Y MYXKYMH



Tepanua retepo3uUrotHou HepgocrtatouHocTu MpC

bBeccMmnTomMHOE HOCUTENLCTBO
° HeT 40ArOCPOYHOM TEpanum
° [lpodunaktMka TPoMbBOaIMbONUYECKMX OCNOXHEHUN (HMT) npu Hanmn4mm
$aKTOPOB PUCKa
°  Mmmobumamnsauma, ropMoHoTepanua, onepaumm, bepemeHHOCTb

MauneHTbl C BNepBble BOSHUKLLUM TPOMBO30M

 TepaneBTnyeckasa (monHas gosa) HMT

e MeodneHHoe npucoeduHeHue BapgapuHa (uenesol nokazamesns MHO 2.0-
3.0) 8 nepssbie 6-12 mecAaues

MoBTOpHbIe TPOMBO3IMbOANYECKNE OCNOKHEHUA

 TepaneBTnyeckasa (monHas gos3a) HMT

e MeodneHHoe npucoeduHeHue BapgapuHa (uenesol nokazamesns MHO 2.0-
3.0) Ha 0numesbHoOE BpPEMSA

P. Knoebl in Critical Illness Coagulopathy and the Protein C System, 2016
VHCTpYKIHS 10 MEAUIIMHCKOMY TipuMeHeHnto Bapdapuwrhttps://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=330462a8-9a25-41b2-93a6-b88913ac9912&t=



BapdapuH MHAYLMPOBAHHbIN HEKPO3 KOXKM

Yactota 0,01 — 1% naumeHToB npwu
npneme BapdpapmHa

OnddepeHumanbHas AMAarHOCTUKA:
. Nedunumt npotemnHa S, AT lll, mytaumna V lengaHa

OcTpoe Ha4vano B TeyeHne 1-3 aHen co AHA Nnpuema BapdapuHa

TUNMYHble mecTa MNOPaAXKEHNA!

° Aroamupbl
e bDeapa
°  KMBOT

® MOJIOYHbIE XKeJie3bl

Pa3spelueHne Ha AeMOHCTpaLmio GOTO NaLUeHTOB NOyYeHO



BapdapuH MHAYLMPOBAHHbIN HEKPO3 KOXMU
natoreHes

[MTpC MmeeT KOPOTKYIO M3Hb 5-8 YacoB, MO CPABHEHUIO C APYTUMMU
BUTaMMH K 3aBrCcHMMbIM PaKkTopamm (I, IX, X go 72 yacos)
bbicTpoe cHuKeHua yposHaA MpC npu nprneme BapdpapuHa

PaspelueHre Ha AeMOHCTpaLMio GOTO NaLUeEHTOB NOYYEHO

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



Tepanua retepo3uUrotHou HepgocrtatouHocTu MpC

BappapuH MHAYLMPOBAHHbIA HEKPO3 KOXMU

e OTmeHa BapdapumHa
 B/B BBeneHne ButammnHa K
 TepaneBTnyeckas (nonHasa no3a) H3IM nan HOI

e KoHueHTpaT lNpC (HayanbHasa go3a 60 ME/Kr Kaxable 6 4)
e Hayano nevyenuns npu yposHe AlpC > 25 ME/an
 Llenesasa akTMBHOCTL [1PC: nocne Hauana neuenna 100 ME/,LI,I'I

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.
WuCcTpyKIust 10  MeAWIMHCKOMY npumeneHuto mnpenapata Cenporun  https://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=96f8c087-52ff-4f94-a6de-

3dd12657909e&t=



MUHHUCTEPCTBO 3/IPABOOXPAHEHHS Y COLIMAJIBHOT'O PA3BUTUS
POCCHUICKON ®ENEPALIUU

HHCTPYKIUSA

o MeHUHHCKOMY nplmeueu;uo npenapara
CEIIPOTHH
Perncrpannonnstii nomep:
Toprosoe nassanue: Cenporun
Memuy HAPOAIIOC HENMATEHTOBAHIIOE HAZBAHHE HJIH FPYNNHPOBOYNOE HA3IBANHE:
IMporenn C yenoseyeckuii
Jlekapersennas gopma
JIuoduu3aT 1A NPHTOTOBIEHHA PACTBOPA JUIA BHYTPHBEHHOTO BBEICHHUS

Cocras

Haumenosanne HHIPEeAHEHTOB Koanvecrso Bo tlmalcone

AKTHBHOE BeHIECTBO

IMporenn C uenoseveckuii 500 ME’ 1000 ME"
O6muii Oenox (Brmodas anbOyMHH 42,5 Mr 85,0 Mr
YyeoBeyecKuii) (40,0 Mr) (80,0 mr)
Benomorarteasbie BemlecTBa e

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

Kaxaerii hnakoH ¢ pacTBOpHTEIEM COZCPIKHT:

Boga s nasexumit ' 5ma 10 M

- onHa mexxayHaponHas exuanna (ME) 6enka C coOTBETCTBYET H3MEPEHHOIM aMHIOMHTHIECKO#H
axtuBHOCcTH Oenka C B 1 mMn HopManbHo#H mnasMel. AxtuBHocTs (B ME) ompenenserca c

HCMONB30BaHHEM MeTO/Ia XPOMOTEHHOrO CyOCTpaTa OTHOCHTENBHO MEKAYHAPOJIHOrO CTaHAapTa
BO3.



HeoHaTanbHan (IJyIIbMMHaHTHaﬂ nypnypa4d
YactoTta coctasadaeT 1 Ha 500 000 - 750 000 HOBOPOXAEHHbIX

[lposiBNsieTcs B nepBble AHW nocae poxaeHusa (2-12 vacos)
HEKPO30OM KOXW, Taxenon kKoarynonatmen ([ABC cuHapom) U
apTepunanbHbIM U BEHO3HbIM TPOMOO30M

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.



HeoHaTtanbHaa ¢yAbMMHAHTHaAA nypnypa

* [lopa*KeHMA KOXM NepBOHAYa/IbHO KaXKyTCA TEMHO-KPACHbIMU U
3aTeM CTaHOBATCA GNOIETOBO-YePHbIMM 1

* OHM MOTYT NOABNATLCA B MeCTe npeaplaylien TpaBMbl B BUAE
remaToM, a 3aTeM MepexonTb B HEKPO3bI 2

* Bpema nosasneHua B TeyeHue 2-12 4 nocae poxkaeHua 2

e Yalle BCEro Ha KOHEYHOCTAX, AroanLax 1 beapax 2

1. Chalmers E, et al. Arch Dis Child. 2011;96:1066-1071.
2. Price VE, et al. Semin Fetal Neonatal Med. 2011;16:318-322.
3. Knoebl PN. Biologics: Targets & Therapy. 2008;2:285-296.



YpoBeHb [lpoTteuHa 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



YposeHb [1poTtenHa C

HepoHoweHHble HOBPOXKAEHHDbIE MMELOT elle bonee
HU3KNM yposeHb NMpotenHa C

Bonee BbICOKUU PUCK
Pa3BUTUA GYIbMUHAHTOM

nypnypbl



HeoHaTtanbHaa ¢yabmuHaHTHaA nypnypa (PM)

Cnenota (KpoBOM3/IMAHME B CETYATKY, TPOMDOO3bl COCYA0B WU
aTpoPuMA 3pUTENbHOrO Hepsaa) !
Tpomb03bl KPYMHbIX COCYA0B C AafibHenwmnm passmutnem Pt

Pa3Has KAMHMYECcKass KapTWMHa 3aBUCUT OT Ha4a/ibHOM aKTUBHOCTM
MpC m TN myTaumm 2

1. ChalmersE, et al. Arch Dis Child. 2011;96:1066-1071
2. Knoebl PN. Biologics: Targets & Therapy. 2008;2:285—-296.



Nanonatnyeckaa pyibMMHAHTHaA nypnypa

Bo3HWKaeT nocne nepeHeceHHOro 6akTtepuasbHOro An BUPYCHOro 3abonesaHma
M 0ObIYHO HaYMHaeTca Yepes 7-10 aHen nocne Havana nHGeKLum

BonblWMHCTBO cnyyaeB HabatogaeTcs y geTen
Hanbonee pacnpocTpaHEHHble MHPEKLMN:

¢ BeETpAHAA OCrlla
¢ CTPenToOKOKROBAA l/IHd)eI-(LI,MFI



Tepanua pynbMmmHaHTHOM Nypnypbl

Nedununt MNMpoTtenHa C (MNC)

[1BC — CMHAPOM M HEKPO3 KOXM (C KpoBOTEYEHNEM)
Penkoe 3aboneBaHue

Noapatoweecs edyeHunto!

daTanbHO, 6€3 paHHEeN ANArHOCTUKM U NeYEeHUS



Tepanua yAbMUHAHTHOMU Nypnypbl

O6uwasn Tepanus *
® aHTMbaKTepuanbHaa Tepanus
® nevyenune [1BC cmHapoma

CneumduyecKkas Tepanma L2
® 3amecTuTenbHasa tepanma (npoteunH C)
® QHTMKOAry/NAHTHAA
® TpaHCN/IaHTAUMA NeYeHu

1. ChalmersE,etal.ArchDisChild.2011:96:1066-1071.
2. GoldenbergNA,Haemophilia.2008:14(6):1214-1221



Tepanua ¢ynbmmnHaHTHOU nypnypbl (PMN)

ECcTb cumMnTOMbI HEOHATaAbHOM Of17?
AHaNn3 KPOBWM A0 HaYyaa Tepanuu

HaunHanTe Tepanuio 40 NOAYYEHUA
NabopaTtopHbIX pe3yabTaToB!



Tepanua ¢ynbmmnHaHTHOU nypnypbl (PMN)

v’ TpombouuTsl = 50 * 10°/n
v ®dnbpuHoreH > 1 r/n
v'C3M nau KpuonpeumnuraT

‘/AHTI/I6a RTEPUNAJZIbHAA TePalinA
— N.meningitides
— Streptococci
— Haemophilus species
— Staphylococci
— Gram negative bacteremia — Rickettsia
— Varicella
— Plasmodium falciparum



Tepanua ¢ynbmuHaHTHOMU nypnypbl (PM)

v/ C3MM 10 — 20 mAa/Kr kaxkaple 6 — 12 yacos !
v 1 mn/kr C3MM yseanumsaet yposeHs MNpC Ha 1 ME/an 2
v Lenb: poctukeHuns yposHsa AfpC > 10 ME/an

v C3MN 10 Havana Tepanum KoHueHTpaTom MpotenHa C

v HMT oaHoBpemeHHo ¢ C3M (unm kKoHueHTpaTom MpC) 1
v HE ncnonwsyite HMr 8 Buae MoHoTepanuu 2

v" [103bl COrNaCHO MHCTPYKLMM M BO3PACTY

1. MonagleP,etal.Chest:141(2Suppl):e7375-801S.
2. GoldenbergNA,Haemophilia.2008:14(6):1214-1221



Tepanua ¢ynbmuHaHTHOMU nypnypbl (PM)

KoHueHTpaT lNpoTtenHa C

B/B meaneHHbln 6ontoc 60-80 ME/Kr KasKable 6 4acosB
0,2 ma/Kr/muH ansa neten <10 Kr

LleneBas akTnBHoOCTb nocne nevenms AlpC 100 ME/an
1 ME/Kr=1%

JlTabopaTopHbIK KOHTPO/Ib ypoBHA AllpC 0 Ha4ana Tepanum u
nocne

[TpoaoKeHne Tepanmm NoKa He MCYEe3HYT CMMMNTOMbI (KOXKHble
nokpossl, [1BC)

WHcTpyKIMsT 10  MeAMIMHCKOMY npumeHenuto mpenapata Cenporun https:/grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=96f8c087-52ff-4f94-abde-
3dd12657909%e&t=



dyabMMHAHTHAA nypnypa

KoHueHTpaT MpC BBOAMACA B TedeHMe 2 aHen (meanaHa, 1-24 nHA) 8
cpegHe cytodHom no3on 100 ME/Kr
77,7% Bbixkunu [ 22,3% ymepau

Ymepuwume aetn umenn doinmn 6onee Huskme nokasatenm MpC (P <0,05) n 6onee
BbICOKYO YacToTy Koarynonatuu (P <0,01) npu noctynneHum 8 MAT

Bpems ot Hayana noctynnenua B MUT 1 Hayana neveHnAa KoHueHTpaTtom [pC 6bino
6onee pantenbHbiM y ymepuwmx geten (P = 0,03)



dynbMUHAHTHAA nypnypa

22222222222222222

* [pakTnyeckn y Bcex (95%) naumeHTOB, MOAYYABLIMX KOHLEHTPAT
[MpC, neyeHme cynTanocb 3IGPEeKTUBHbLIM

e [lo CpaBHEHWIO CO CTaHAAPTHbIM BapuaHTOM nedyeHmsa (C3M wu
aHTMKOAryNAHTbI) 3HAYUTENbHbIM 3PPeKT Obll Yy  NALMEHTOB,
nosy4aBLmMX KOHUEHTPaT MpC






Nedunuut MpotenHa C (MpC)

[MpnobpeTeHHbIN

° 33b60n1€eBaHMA NeYeHn
e [edununt ButammHa K
* WNHPpekunu (Cencuc)

e [IBC—cuHOpom

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.



Aedununt NpC - Cencuc



Cencumc

BbiCOKMI pUCK KpoBoTeueHUn!
He pekomeHayeTtca npu cencuce!

JipoTpexoruH ajb(pa (akrusupoBannbiii) (rhAPC)

WHeTpykimMss 1O MEAMIIMHCKOMY TNpHMeHeHuro mpenapara 3urpuc https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=63adc894-7406-48e0-91c0-
1da36f224c5a&t=



Cencumc

KoHueHTpaT [lpoTenHa C ABAAETCA BO3MOMHbIM U
6e30nacHbIM METOA0M Ne4YeHna Y NaLMeHTOB C CeNCUCOM
(0cOBEHHO C MEHMHTOKOKKOBbIM MAM  PYIbMUHAHTHOM

nypnype)

WucTpykiust mo MeIuIUHCKOMY npumeHenuro npernapara Cenporun https:/grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=96f8c087-52ff-4f94-a6de-
3dd12657909e&t=



Octpaa nHPpeKyunoHHaa pyibMUHAHTHAA nypnypa

ObObI4YHO BO3HMKAET Ha GOHE Cencuca
* MEHWUHTOKOKKOBbIM MEHUHTUT
e CTpenToOKOKKOBaA MHEBMOHMS

BbICOKMI pUCK amnyTaLyUK KOHEYHOCTEM

17-neTHee  MHOroUeHTPOBOE  PEeTPOCNEeKTUBHOEe
nccnegosaHme B 55 oTaeneHmAx WHTEHCUBHOM
Tepanuu Bo @paHumm ¢ 2000 no 2016 roa

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



Octpaa nipeKkyumoHHaa pynbMUHAHTHAA nypnypa



Octpaa nipeKkyunoHHaa ynbMMHAHTHAA nypnypa

Tpom603 MUKPOLUUPKYNATOPHOrO pycna
°* HEeKPO3 KOXHbIX MOKPOBOB
° KoarysaonaTtua noTpebneHus

Koarynonatua notpebneHus
° KpoBOTeYeHue

1. ChalmersE, et al. Arch Dis Child. 2011;96(11):1066—1071.
2. Veldman A, et al. Critical Care. 2010;14(4):R156.



Ocrpast uHpeKIMOHHAS PYyJIbMUHAHTHAS Mypnypa

AETY O
Koy S ®
q (¥
15
A S
Som
et ®

 CraHaapTHas Tepamnus cencuca
* bomtoc konnentpara IIporenna C - 100 Ex/kr
e Ilocnenyromas HenpepbiBHAs HHDY3UsA 10 MKI/Kr/g

* Ilean — ypoBenb aktuBupoBannoro IlpC 100 ME/na

TONbKO Npu HepaoCcTaToyHoCTHU!



bepemeHHOCTb M NOCNEpPOAOBbIN Nepuon,

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 1-15 0.5-3.1 10 40 -4, M, 12
heterozygote
Factor V Leiden <1 2.2-14.0 17 2 1-4, 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 -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 1,56,1,12
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.



bepemeHHOCTb M NOCNEpPOAOBbIN Nepuon,

Blood 2016 128:2343-2349;

e PeTpocneKkTnBHbIM aHann3 1990 - 2008 r

e AHann3 BT30 B0 Bpems bepeMeHHOCTM 1 noc/ie poaos (6 mecaues)

e 243 xeHWMuHbl c BT20 1 243 6e3 BT30 (> 1 bepemMeHHOCTb B aHaMHe3e)
e >35 et puck BT20 1/483

e <34 net puck BT20 1/741

HKeHWMHbl C TAXenon Tpombodunmen WMMeroT BbICOKMIA aDCONOTHBLIN  PUCK
pa3BuTMA BTOO HE3aBUCMMO OT MOSIOMKUTENBHOIO TPOMBOTUYECKOrO CEMEMHOro
aHaMHe3a

ITUM  KeHWMHam  c/iedyeT  NPoBOAMTb  PYTMHHYIO  aHTEeHaTas/lbHYlo
TpombonpoPpuNakTUKy HE3aBUCUMO CEMEMHOIO TPOMDOTMYECKOro aHaMHesa



BepemeHHOCTb U NOCNEpPOAOBbIM Nepuoa,

Kymukos A.B., llludman E.M., 3a6onorckux U1.b., CunpkoB C.B., Hlyrytko E.M., benomectnos C.P. Knuandeckue pexomeHaanuu (IPOTOKOIIBI ICYCHNUA). AHECTE3HS U
MHTCHCHUBHAS TEPAIusl y NalUCHTOK, MOTYJaOIINX aHTUKOATYISHTHI A1 TPO(PUIAKTUKA U JICICHUS BEHO3HBIX TPOMOOIMOOIMYIECKUX OCTIOKHEHUH B akymepcrse. 2015



HeoHaTtanbHaa ¢ynAbMUHaAHTHAA nypnypa



HeoHaTtanbHaa ¢pynbMMHAHTHAA nypnypa

e 2-124acaos nocse poXAEHMA HEKPO3 KOXMU
° Taxenada Koarynonatva (ABC cuHapom)
° apTepwasibHble N BEHO3Hble TPOMOO3bl

KoHueHTpaTt NpoTtenHa C
e B/B meaneHHbin bontoc 60-80 ME/Kr Kaskable 6 4acos

* LUeneBas akTnBHOCTb nocae nevyeHns AlpC 100 ME/an
e 1ME/kr=1%

* JlabopaTopHbI KOHTPOb YpoBHA AlpC 0 Havyana Tepanum 1 nocae
e [lpofosxKeHne Tepanmm Noka He NCYe3HYT CUMNTOMbI (KoXHble, [1BC)

c3n
e (C3MM10—20 mn/Kr Kaskable 6 — 12 yacos

e 1 mn/kr C3M yBennymsaeT yposeHb MpC Ha 1 ME/an
* Llenb: poctmxkeHunsa yposHa AlMpC > 10 ME/an
* (31 oo Havyana Tepanmm KoHueHTpaTom [1poTenHa C
HMTI
e HMTI ogHoBpemeHHo ¢ C3M1 (Mamn KoHueHTpaTtom [MpC)

WHCTpyKIWs 10 MEMIIMHCKOMY MpuMenennto 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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