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Buenpenue B KIMHMYECKYIO IPAKTUKY 3HAHMM 10 TEOPETUYECKOH MU
KIIMHAYECKOH TeMOCTa3HONIOTHH CYIIECTBEHHO YTITyOHJIO HAIIU TPE/ICTaBICHHS
0 TaTOreHe3e Pas3MYHBIX OCIOXKHEHUH B akymiepckod mpaktuke. OqHUM U3
BaYKHBIX KOMIIOHEHTOB CHCTEMbI TEMOCTAa3a, PEryJHpYyIOINX KaK reMocTas, Tak
Y IMMYHHYIO CHCTEMY YellOBeKa B OTBET Ha COCYIUCTOE WM BOCHAIUTEIBHOE
MOBpEXIEHNE, ABJsieTcs cucteMa npotenHa C.

Cucrema npotenna C sBisieTcs €CTECTBEHHON aHTUKOATYJISTHTHOM cHCTe-
MOH OpraHm3ma, OOECIEeYMBAIOIICH PETYIAINI0 CBEPTHIBAHUS, MOAJEpKaHUE
TEKy4ero COCTOSIHUSI KPOBH, MPEAYNpEKIeHHEe TpoMOo3a, MpeaoTBpamias, Ta-
KUM 00pa3oM, COCyHCTOe TOBpeXIeHHe u cTpecc. KitoueBoli mporeasoit cuc-
teMbl nporenHa C sBnserca aktuBupoBaHHBIM mporenH C (APC). Bnepsoie
nporerH C Obu1 BoieneH B 1975 rogy mokropom Johan Stenflo, mBeackum
npodeccopoM Kadeapsl KIMHUYECKOH Ouoxumuu JlyHackoro YHuBepcuTera
(IIeennust). Jo atoro, B 1960 romy, nporenH C ObUT OTKPHIT MpodheccopoM
Seegers, KOTOpHIi 1 a1 nepBoe Ha3BaHue nporenHy C — ayronporpom6Oun Ila,
i ¢aktop ceepreiBanus XIV. IMozxke mpodeccop Stenflo, u3yyas nmpoTpom-
OWHOBBIN MPOQMIIb, BBICTWI METOJOM XpoMaTorpaduu HECKONBKO cyOcTaH-
Ui U TpeThbuM 1O cuery nporenHoM (muk C) Obll HOBBIM BuTamuH K-3aBH-
CHUMBII OEJIOK, KOTOPBI, COOTBETCTBEHHO, U ObLI Ha3BaH mporernHoMm C. [anb-
Heitiee u3yuenue nporenHa C Stenflo nmpomomkui yxe B JlabopaTopuu JI-pa
John Suttiec B Mamucone (BuckoHcuH), Tae padoTal BMECTE C IMOCTAOKTO-
pantom Charles Esmon, kKoTOpbIii KOHBEpTHpOBal MyTeM IMPOTEOJIN3a TPHII-
CHHOM (HO HE TPOMOWHOM HITH (akTOpoM Xa) UCXOAHBIA HEAKTUBHBINA MPOTEHH
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C B ero aktuBHyI0 (hopMy. JlanbHeHIMe MONBITKH ONPEASIUTh CBOHCTBA HO-
BOro Oellka W ero pojib B PEeaKlUsAX CBEPTHIBAHHS M arperamud TPOMOOIIUTOB
npuBenu rpynny ydenbix u3 Cuatna (Kisiel, Ericsson and Davie) k BbiBO#Y,
4YTO TPUIICHH-aKTUBHPOBaHHBIM nporemH C He moBbImIaeT (HopMHpOBaHUE
TpoMOWHA WJIHM arperanuio TPOMOOIIUTOB, &, HAIIPOTHUB, MPOSBISIET JTOBOJBHO
OIIYTHMBIH aHTHKOATyISHTHBIN dddekT [12].

Kpome antukoarynsatHoi aktuBHOCTH, APC OKaspIBaeT ITUTONPOTEK-
TUBHBIH ¥ TPOTHBOBOCIAIUTENBHBIA 3(D(EKTHl Ha COCYIUCTHIC DHJIIOTETUANb-
HbIEe KJIETKH, HeWpOHAIbHBIE KJIETKH U pa3iINyHble KIETKH UMMYHHONW CHCTEMBI
yenoBeka. JlanHble meiorpornHbie 3gpdekThl cucteMbl iporerHa C Ha cUCTEMY
reMocTasa M BOCHAJIEHHUS Jajl TONYOK HOBBIM HCCIIEJOBAHHUSM W TPUBEIH K
co3manuio pekoMOuHanTHOro APC, KOTOpBIM Halien mpuMEHEHHE B JICUCHHH
Tspkenoro cercuca (PROWESS trial).

I'en mporenna C uenoBeka komupyerca Ha 2-ii xpomocome [8]. APC
(rmukompoTenH ¢ MoJekyispHoi mMaccoir 62 000 Da, mpenimecTBEHHUK CEpH-
HOBOM TMpOTea3bl) CHUHTE3UPYETCS] B BUIEC CIUHOW TOTUIEHTHIHON IIEMH,
coleprKalel JIETKyIo Ienb ¢ MOJeKyIsapHoil Maccor 21 000 Da u Tspkemyto
nenb ¢ MonekyisipHo maccod 41 000 Da, coemmHEHHBIX IUCYIb(UIAHON
cBsA3b10. [10 aMMHOKHUCIIOTHOM MOCIE0BATENHHOCTH U CTPYKTYPE OH BBICOKOTO-
MOJIOTHYEH C TPOMOMHOM W JIPYTMMH BUTaMUH K-3aBHCHMBIMHU KOATYJISIIUOH-
veiMu (akropamu — FVII, FIX, FX. MuHHManabHas €ro KOHI[GHTpAIUs B
I1a3mMe KPOBH 3JIOPOBBIX JIFOACH COCTAaBIISIET MPUMEPHO 3 MI/MJI, YTO KBUBA-
JeHTHO 60 HMOJIB/II.

[Iporenn C cuHTE3UPyETCS B MEUEHU W COCTOUT U3 JIETKOW U TKETIOM
nemnei, MmonekyisipHas macca 62 000 Da. ®usnonorudeckas MpoTEONUTHICCKAS
aktuBanusi APC TpoMOMHOM OCYIIECTBIISIETCS HA MOBEPXHOCTU DHAOTEINHAIb-
HBIX KJIETOK C YYaCTHEM TPHUIICHHA W JIBYX MEMOPaHHBIX PELENTOpOB, TPOMOO-
MOJYJIMHA U 3HJoTennanbHoro perenropa nporenna C (EPCR). TpomGomony-
JIVH SIBJISIETCS BHICOKOA(GUHHBIM perentopoM TpoMOuHa. CBS3aHHBIA ¢ TPOM-
OOMOIYTMHOM TPOMOWH, B pe3ylibTare M3MEHEHUS KOH(OpPMAIUH aKTHBHOTO
LIEHTpa, MEHSET HAMpPaBJICHHOCTh CBOCTO JCHCTBUA. TpPOMOMH NpuoOperaer
MOBBIIIEHHYIO YyBCTBUTEIHHOCTh B OTHOIICHHHM WHAKTUBAIMH €0 aHTUTPOM-
ounoM III m MOMHOCTBIO TepseT CIOCOOHOCTh B3aUMOJCHCTBOBATH ¢ (hUOpH-
HOI'CHOM M aKTHBHPOBaTh TPOMOONHUTHL. B KomIiekce ¢ TpOMOMHOM TpPOoMOO-
MOIYJIHH (YHKIIMOHUPYET B KadecTBe KO(aKTOpa, YCKOpsS aKTUBAIMIO IMPO-
tenHa C. EPCR sBasercs xirodeBBIM perentopoM mporenHa C B peryiaupo-
BaHMU pa3nuuHbX naeiictBuit APC. Cas3biBaHue TPOMOMHA ¢ TPOMOOMOJY-
JIMHOM CIOCOOCTBYET akTHBaImMu nporerHa C. JTa peakuus yCHUINBACTCS MPH
Jokanuzanuu nporenHa C Ha MOBEPXHOCTH dHAOTeNHs B coenuHeHuu ¢ EPCR
(puc.1). K mpumepy, axtuBanusi nporenHa C KOMIIEKCOM TPOMOMH — TPOM-
6omomynuH B 1000 pa3 Bhlle, 4eM aKTHUBAIHsI TPOCTO TPOMOMHOM B OTCYTCT-
BHE TPOMOOMOJyJIHMHA, U OHa ycuiuBaercs eme B 10-20 pa3 Oonbie, ecnu
nporenn C coequHeH co cBouM perenropom EPCR [1].
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Puc. 1. CocraBHble KOMIOHEHTHI U 3¢ dexThl cuctemsl nporenHa C. Tpu OoCHOBHBIE
peakuuu mporenHa C, n3o0pakEHHBIE ClieBa HAIPaBO, — 3TO aKTHBaLMs mpoTtenHa C,
AHTHKOATyJIIHTHBIN IyTh IpoTerHa C ¥ HIUTONPOTEKTOpHBIN ImyTh npoTenHa C. Ciesa —
akruBanust nporenna C. dusnonornueckas akruBamus nporeuna C (PC) ¢ momorrsio
komIutekca TpomOuHa (Ila) — TpomOomMonynuHa (TM) Ha MOBEPXHOCTU SHIOTEIHATH-
HBIX KJIeTok criocoocTByer EPCR. Tlocpennte — aHTHKOATYITHTHBIN MyTh npoTenHa C.
APC oxa3bIBaeT CBOM AaHTHUKOATYJISHTHbIE AEUCTBUS METONOM IPOTEOTUTHYECKON
nHaktuBammd FVa u FVIIla ¢ momompeio PS Ha HeratuBHO 3apsbKeHHBIX (oc-
¢donmunuaHex MeMOpanax. CnpaBa — IUTOIIPOTEKTOPHBIN ImyTh potenHa C. APC, coe-
nuHéHHBI ¢ EPCR, pacmemnser PARI 11 MHUIMMPOBAHUS BHYTPUKIETOYHBIX
CUTHQJIBHBIX IyTeHl C pa3BUTHEM IUTONPOTEKTOPHOIO AEUCTBUS, KOTOPOE BKIIIOYAET
MIPOTUBOBOCHAJIUTENBHYIO M aHTHANIONTO3HYIO aKTUBHOCTh, HAapYIIEHHUE PO TeH-
HOH KCIPECCUH U 0apbepHO-NPOTEKTOPHBIX NEHCTBHUN

Pazpenunenne APC ¢ EPCR npuBOAMT K €ro BHICBOOOXKACHHUIO B ILIA3-
My, rie APC nHakTUBHpYeTcs TIa3MEHHBIMH MHTHOUTOpAMH CEPUHOBBIX MPO-
Tea3 (cepmMHaMM), BKIIOYAIONIMMH WHruouTop nporewnassl al (al-Pl), wuaru-
ourtop axtuBatopa miuazmuHorena [ (PAI-I), uaruburop nmporenna C (PCI) u
np. PCl-onocpenoannoe nuruduposanne APC ycuimuBaeTcst eiiCTBUEM Tema-
puHa, Toraa kak ¢popmupoBanue komriekca APC-PAI-I yckopsiercst mox Biusi-
HueM BuUTpoHekTHHA. PCI MOXeT Takke MOJaBIISATh CBA3BIBAHHE TPOMOWHA C
TM. OoHapyxenue PCl B ydacTkax MOBPEXKICHHS MO3ra y OONBHBIX
CKJIEPO30M TMPHBEIO YUYEHBIX K HM3YYCHUIO MOTCHIHMAIbHOH 3(dexTuBHOCTH
APC y mbllIIeit mpu ckiiepo3e U CKIePO30M0A00HbIX 3a00ICBaHUSIX.

Heitrpanuzamus PAI-1 B komiuiekce ¢ APC yBennuuBaer puOpuHONM-
THYeckuil moreHnuan. TepameBTHueckoe BBeaeHHe Bbicokux 103 APC acco-
UUpYeTCs O CTUMYJsinued GpubpuHonm3a. Jpyroil MexaHW3M yCHUIIEHHS MPO-
necca (GuOpHHONHM3a aKTUBHPOBAHHBIM mpoTenHoM C CBsi3aH € aHTHKOA-
rymsHTHBIM 3 dekrom APC Ha QopmupoBaHne TpOMOHMHA, YTO TMPUBOIHUT K
camkennto aktuBaiu TAFI (TpoMOMH-aKTUBHpPYEMBIH WHTHOUTOP (GUOPHHO-
JM3a) KOMILJIEKCOM TPOMOUH — TPOMOOMO/TYJIHH.
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Anmuxoazynanmuan akmuenocme npomeuna C

Kak antukoarynsaTHbIi (epmenT APC myTeM mpoTeoIMuTHIEeCKOro mpo-
Teonu3a nHaktuupyer dakropsl Va (FVa) u VIlla (FVIIa). Liupkynupyromuit
HeakTUBHBIM FV NOTEHUHanbHO MOMKET MPOSBIATh MPOKOATYJISHTHYIO WU
AQHTUKOATYJISIHTHYIO aKTUBHOCTh B 3aBUCHMOCTH OT MOIU(HKAIMU TMPO- WIIH
AHTHKOAT'YJSIHTHBIMH SH3uMamu. [long BosmeiicTBueM TpoMOuHa oOpa3syercs
aktuBHBIN FV, obmanaromuii nmpokoarynssHTHON akTuBHOCTBIO. [locie mporeo-
JUTUYECKOW MHAKTUBAIIMK aKTHBUPOBaHHBIM NpoTrenHoM C FVa npeBpaiaercs
B HeakTUBHBIN (akTop — FVi. Pacmennenue FVa akTHBHpOBaHHBIM TIPOTEMHOM
C naumnaercs B caite Arg 506, mocne wero FVa yrpaumBaer crmocoOHOCTH
B3aumojencTBoBath ¢ FXa. IlonHas uHaktuBanus FVa mpoucxoguT mocie
pacmeruienus: B nosunuu Arg 306. INockonbky FVa ycunmBaer BbIpaOOTKY
nporpom6OuHassl B ~10 000 pa3, To uHaktuBaius FVa ¢ nomomnipio APC a¢dex-
THBHO CHWXXaeT oOpa3oBanue TpomOuHa. UnaktuBanus FVa u FVIlla Ha orpu-
HATEIBHO 3apHKEHHBIX (HOCHOTUITHIHBIX MeMOpaHaX OCYUIECTBISIETCS C TO-
MoIIBI0 KodakTopoB — mpoTerHa S u dakropa V (FVac). BaxkHocTs nporenHa
S noarBepxkmaercs TeM (akTOM, YTO HEIOCTATOYHOCTH €ro B KPOBH YeTOBEKa
CONPOBOXKIAETCS TPOMOOIMOOIUUECKUMH OCIOKHEeHUsIMH. FVac obpasyercs
npu aktuBanuu FV aktuBupoBaHHbIM mporenHoM C W 00Najaer aHTUKOA-
TYJISIHTHOHM akTUBHOCTBIO. [Ipn 3TOM 00pasyercs U koakTop aKTHBHPOBAHHOTO
nporenHa C, yJacTBYIOIIMM BMecTe ¢ mpoTemHoM S B mHakTuBammu FVIlia.
Hnst BozHukHOBeHHsT APC-ko(hakTOpHOH aKTHBHOCTH paclICIicHHEe B calTe
Arg 506 tarxxe mpuHIUNUAIRHO BaxkHo. Pakrop FVac mom BozmelicTBHEM
TpomMOuHa npespamaercs B FVi [2].

CootBerctBenno FV, FVIlla sBnsercs BakHbIM KO(AKTOPOM ISl TH-
HA3HOTO KOMIUIEKca, KOTOpBIH ycuinmBaeT obOpasoBanue Qaxrtopa Xa (FXa)
npubmmzutensHo B 200 000 pas. CoorBerctBenHo FVa, nnakruBanms FVIIa c
nomoieio APC mpoucxoaut mocie pacmierienus npu Arg336 u Arg562. B
ormnune or FVa, pacmerienue FVIIla Ha xakoMmM-1u00 MecTe MPUBOAUT K
MOJTHOM moTepe akTUBHOCTU TporenHa S u FVac, Ho He FVa, xotopeie obec-
nedrBaroT 1 ycuinBaioT APC-onocpenoBannyto nHaktuanuio FVIIIa.

Humonpomexmopnuie ceoticmea APC 00ycinoBlieHbl €ro crocoo0-
HOCTBIO HHTHOWPOBATH SKCIPECCUIO TIPOBOCIIATUTENBHBIX TATOKMHOB, aJIr€3UB-
HBIX MOJIEKYJ, TpemoTBpamaTh aaresuio jeiikonutoB. dynkunn APC, kak
MOJIyJISITOpa BOCTIAJIEHHS, PEATH3yIOTCA Yepe3 ero perenTopbl — SHA0TeNnab-
ueiii perentop EPCR u penentop, aktuBupyemsbiii mpoteazoit 1 (PAR1) Ha
KJIETKax DHJIOTENUS,, MOHOIIUTAX U Jpyrux kierkax. APC uHrubupyer anonros
U OJOKUpYyeT BoOcCHaleHHe, M3MEHSS NPO(QHIb JKCIPECCHH TEHOB B DHJIO-
TENMATBHBIX KIIETKaX, CHI)KaeT 00pa3oBaHUE MPOBOCIAINTEIHHBIX [TUTOKHHOB
AKTUBUPOBAHHBIMH MOHOLIUTAMH, OCYIIECTBISET 3alllUTy OSHIOTEIHaIbHOU
OapbepHoil pyHkuuu [5,6]. APC nHAynHpyeTr NpOTEeKTUBHBIC T'€HbI, AaKTUBUPYS
m6o EPCR, mi6o kackan penentopoB EPCR-PARI [1]. APC-menuupoBanHOe
MUTOMPOTEKTOPHOE CHUTHAJM3UPOBAaHHE TpPeOyeT COBMECTHOW JIOKAIHM3allUH
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PAR1 u EPCR B JUIIMOHBIX CKOIUIEHMSX, O0OTaléHHBIX KaBEOIWHOM-1, WM
KaBeoJiax, BO3MOXHO TMOSBISAIOMKXCS B pe3ynpTaTe 3amonHenuss EPCR wu
WHUIUHpYomuxcs B To Bpems, korna APC, cBsazannsiii ¢ EPCR, aktuBupyer
PARI1 [7-9]. B nononHeHne KO MHOTHM UCCIICIOBAHUSM, CBUACTEIHCTBYIOIIIM
o ToM, 4To PAR1 u EPCR TpeOyroTcs ajis peaiu3aiuy MpoTeKTOPHBIX dPdek-
ToB APC Ha KJIeTKH, Ipyrue pelenTopkl, Takhue Kak cuHro3nH-1-pocdarupiit
peuentop 1 (S1P1), peuentop 2 amomumnomnporenna E (ApoER2), ramkompo-
teuna Ib, CD11b/CD18 (aMf2; Mac-1; CR3), PAR-3 u Tie2 Taxxke MOTyT, Kak
MO0 OJMHOYKE, TaK M COBMECTHO, crocoOcTBoBaTh APC-MHHUIMHPOBAHHOMY
CHUTHAJIM3UPOBAHUIO Ha SHJOTEHANBHBIX U Apyrux kierkax [9-11]. UzsectHo
okosio 20 reHoB, akcrpeccuio kKoTopeix APC mossimaer, u 20 reHOB, JKC-
npeccuto kKoTopslx APC momaBmnsier. K mepBbIM OTHOCATCS T€HBI C MPOTHBO-
BOCTIAJINTENIFHOW M aHTHAIONTO3HON aKTMBHOCTBIO, K MOCIEAHUM — C TIPO-
BOCTIAJINTENBHON U mpoanonTto3Hoid. APC oka3piBaeT MPOTHBOBOCTIAINTENbHBIH
¢ dexT Ha PHAOTEIHANIbHBIC KJISTKH M JICHKOLMTHI. BiusHue Ha KJIETKHA SH-
JOTEJHsS OCYIIECTBIISIETCSl TyTeM MHTUOWPOBAHMS BBICBOOOXKICHHUS MTPOBOCHA-
JUTETBHBIX MEINATOPOB M CHW)KEHUS MOJIEKYJN aJre3ud COCYIUCTOro dHIOTe-
Jus. DTO YMEHbBIIACT aJIre3UI0 JICHKOIMTOB, MHPHIBTPALIMIO B TKAHAX U Orpa-
HUYMBAET ouar paspyuieHus mnomnexammx TkaHed. APC mommepkuBaer
OapbepHyl0 (YHKIUIO DHIOTENHS W CHIbKaeT xemorakcuc. APC mHrnbupyer
BBICBOOOKZICHUE MEINATOPOB BOCHAIUTEIBHOTO OTBETA B JICHKOIMTAX, TaK JKe
KaK ¥ B SHJIOTEIHAIbHBIX KJIETKaX, CHHU)Kas OTBET IUTOKUHOB M YMEHbIIAsl CUC-
TEMHBIA BOCHAJIUTEIbHBIA OTBET, Kak 3To HaOmomaercs mpu cerncuce. APC
OKa3bIBaeT HEWpONpOTeKTUBHBIN 3(ddekt. AnTHanonto3Hoe neiicteue APC
OBLTO TIOBOJIOM ISl Ha3HAueHHS IpenapaToB pekomOuHaHTHOro APC B cxemy
JICYCHUs CETICHCa, TaK KaK CHUKCHUE CTEIICHH aronTo3a KOppemupoBalo ¢ 00-
Jiee BHICOKON BBIKMBAEMOCTBIO CENTHYECKUX nanueHToB. APC 3amummaer a3H10-
TenuaNbHbIA Oapbep. M3BeCTHO, UTO HapylIeHHE dHIOTENUANBHOrO Oaphepa u
COOTBETCTBYIOIIIEE MOBBIIIEHUE MPOHUIIAEMOCTH JHAOTENHUS aCCOLUUPYETCS C
OTeKaMH, TUIIOTEH3U e, BOCMIAJIEHNEM, KOTOPBIE COITYTCTBYIOT CETICHUCY.

3HadeHue cuctembl nporenHa C nydine BCEro WIIIIOCTPUPYETCS IMpo-
TPOMOOTHYECKUMH M MTPOBOCIIAITUTENEHBIMU OCIIOKHEHHUSIMH, 00YCIOBICHHBIMU
nedunutom nporenna C wiM HapylmieHHEM ero (YHKIWW MPU TaKUX COCTOS-
HUX, KaK WIIEMHYECKHA WHCYIBT, BOCHAINTEIbHBIC 3a00JIEBaHMs, aTepOCKIIe-
po3, akymiepckue mpodiaemsl v ap. Jedpurut nporenna C MoxeT ObITh T'€He-
TUYECKUM HJIH TPUOOPETCHHBIM.

HacnenctBennpiii nedunut nporenHa C sBisieTcS ayTOCOMHO-TOMH-
HAHTHBIM U TOBBIIIAET PUCK Pa3BUTHUS TPOMOO30B, CTEMEHb KOTOPOTrO 3aBUCUT
OT TOMO3UTOTHOTO HJI T€TEePO3UTOTHOIO HOCUTENbCTBA MyTallui. B HacTosmiee
BpeMmst u3BecTHO okoj10 200 pa3nuuHbIX MyTaluii reHa nporeuHa C. Hekoropsie
W3 HUX TPUBOAAT K TOYTH MOJNHON MOoTepe QYHKIMK TeHa W PAa3BUTHIO HEOHA-
TaNbHOW (YIEMUHAHTHON MyPIYpHI, APYTHe HE3HAYUTEIBHO BIUSIIOT Ha (QYHK-
U0 Oelka W HECKOJIbKO TOBBIMIAIOT PUCK Pa3BUTHA TPOMOOQHUIUHU. JKC-
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npeccust MyTanuii rera nporenHa C, Mo-BUAMMOMY, B 3HAYMTEIFHON CTEIICHH
3aBHCHUT OT HaJW4Us JPYTHX, B TOM YHCIIE HACIICACTBCHHBIX, (DAKTOPOB PUCKa,
MOCKOJIBKY OJIHU ¥ T€ )K€ MYTaIllUH B PA3IMYHBIX CEMbSIX MOTYT MOBBIIIATH PUCK
TpoMOOOOpa3oBaHUsl B TETEPO- MM TOJIBKO B T'OMO3UIOTHOM COCTOSHUHU.
I'omo3uroTHoe HOCUTENBCTBO AcehuiuTa nporerHa C BCTpedaercsl JOCTaTOUHO
pEelKO W CIOCOOCTBYET Pa3BUTHIO HEOHATANBHOW (DYIbMUHAHTHOH IypIypHI
wi JIBC-cuHIpoMa B MIIaJICHUECKOM BO3PAacTe, C BBICOKUM YPOBHEM CMeEpT-
HOCTH TPH OTCYTCTBUU 3aMeliaroliei Tepanuu nporenHoM C. ['erepo3urorHeie
HOCUTENIH CKJIOHHBI K BEHO3HOMY TpoMOoambonmu3my [2]. Kpome Toro, y nuir ¢
TeTepO3UroTol Bap(aprH MOXKET BBI3bIBATH MOAOOHBIA (DEHOMEH BCIEICTBHE
pe3koro cHkeHust ypoBHsS nporerHa C. M, HecMOTpsl Ha aHTHUKOATYJISTHTHYIO
¢byHkuuio BapdaprHa, B 3TOW CHTYallMd OH IMPOBOIUPYET MPOKOATYJISTHTHBIN
CTaTyC U CIOcOOCTBYET TPOMOOOOPAa30BAHUIO B MEJIKMX COCYIaX KOXKH.

Paznmmyaror nBa tmna nmeduimra nporenHa C: I Tum (MCTUHHBIN, KOJH-
YECTBEHHBIN) BCTpedaeTcss Hamboee YacTo M XapaKTepU3YeTCs CHUKCHUEM
YPOBHSI UMMYHOJIOTUYECKOW ¥ ()YHKIMOHAIBHOW akTHBHOCTH npotenHa C; II
TN (IUCYHKIMOHATBHBIN) — HOpMabHAsS KIMMYHOJIOTHUYECKAss U CHIDKCHHAS
(yHKIMOHATBHAS aKTUBHOCTH npoTenHa C.

Iereposurorneiii nepunut mporemna C Berpewaercs y 3,7% mui c
TpoMbO03aMu TIIyOOKMX BEeH HIKHHX KoHedHoctedl u 0,2—0,4% olmiei mo-
nyasaiud. Jedunur nporerHa C MOBBIIIACT PUCK TPOMOOOOpa3oBaHus B 5—8
pas [3].

[Iporenn C — Butamun K-3aBucuMBIiA riukonpoTenH. Jedpunur nporeu-
Ha C acconuupyercs ¢ MOBBIIIEHHBIM PHUCKOM HEKPO3a KOXKH Y TalMeHTOB,
npuHuMaonmx Bapdapud. [lporenn C o0namaer KOPOTKHM BpeMEHEM
nonyxu3au (T1/2) u cocraBnsier 64 MO CpaBHEHUIO C APYrUMH BUTamMuH K-
3aBHCUMBIME (pakTopamu. Prick BappaprHHOBOro HEKpo3a KOXKH HE 3aBHCUT OT
XapakTepa OCHOBHOTO 3a00JeBaHWsi W JIO3bI HENPSIMOr'0 KOAaryisHTa. IJTO
OCJIO)KHEHHE 4alie Bcero oOycnopiieHo nepunmrom nporenHa C. Ilockombky
T1/2 nporenna C 3Ha4YMTENIBLHO KOpoUe o cpaBHeHUIo ¢ T1/2 dakropoB cBep-
THIBaHUs, a BapdapuH MojaBisieT CHHTE3 BceX BUTaMUH K-3aBucHMBIX (ak-
TOPOB, TO Y JIMII C HacleACTBEHHBIM AeduiiuTom nporerHa C BapdapHH BBI3bI-
BaeT MpPEXJE BCEr0 pe3Koe CHIDKEHUE KOHIeHTpaiuu nporenHa C. OT1o mpu-
BOJIUT K BPEMEHHOMY ITOBHIIICHHIO CBEPTHIBAEMOCTH KPOBU M TPOMOO3y cOCy-
JIOB KOXH C TIOCIICAYIOIIUM HH(PAPKTOM.

Kak onmceiBanock Beime, nporednd C akTUBUPYETCS TPOMOWHOM, CBS-
3aHHBIM C TPOMOOMOJIYJTMHOM Ha TOBEPXHOCTU SHAOTENHAIbHBIX KIETOK. Pe-
nenTtop sHAoTenuansHoro nporenHa C/akrusupoBanaoro nporeuHa C (EPCR)
MpeCTaBIsIeT co00l TIMKOMPOTENH, SKCIPECCUPYEMbIii Ha MeMOpaHe dHJ0Te-
JUAITBHBIX KIETOK COCYJI0B, KOTOPBIN CrieM(PHUUECKH U C BHICOKMM CPOJICTBOM
cesasbiBaercs ¢ nporenHoMm C u APC. Jlns dynkunonupoanus EPCR momxken
ObITh CBs3aH ¢ (OCHOTUIUIAHON MeMOpaHOW, KOTOpas CTaOWIHM3HPYET €ro
TpexMepHyio cTpykrypy. CssaspiBanme mporenHa C ¢ EPCR ycunmBaer ero
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AKTUBAIIMIO TMOJ JACHCTBHUEM KOMILIEKCa TpOMOMH — TpomOomomyiauH. EPCR
oOHapyXHBaeTcs, B OCHOBHOM, Ha MeMOpaHe KpYIHbIX cocynoB. Kpome Toro,
OH MHTEHCHUBHO 3KIPECCUPYETCS CUHIIUTHOTPOPOOIACTOM, YTO IPEAYITPEKIAET
pasBuTHE TPOMOO3a W WIpaeT ONpeNesICHHYIO POJIb B COXpPaHEHHH OepeMeH-
HOCTH. B ma3me HEKOTOPHIX JItojIel pUCyTCTBYET pacTBopuMas Gopma EPCR
(sEPCR), xoropsrit otimuaercst ot oosraaoro EPCR orcyTcTBHeM TpancMeMO-
paHHOTO JIOMEHa M LHTOIIa3MaTH4eckoro «xBocTta». sEPCR cBsa3biBaer mpo-
teuH C u APC ¢ takum xe cpoactBom, kak 1 EPCR, of1Hako 3T0O CBA3BIBaHUE C
APC mnofaBisieT aHTUKOATYJISTHTHYIO aKTHBHOCTh npoTenHa C u3-3a OJI0KHpO-
Banus coequaenust APC ¢ gocdonunuaaoit moBepxHocThio, uTo naenaer APC
HEecIocOOHBIM WHAKTHBHPOBaTh (akTop Va. B ornmmume ot memOpaH-acco-
nuuposanHoi ¢popmbl EPCR, nporenn C, csizannbiii SEPCR, He npuBogut k
YCUJICHUIO akTHBaluK rnporenHa C KOMIJIEKCOM TPOMOUH — TPOMOOMOIYJIHH.
sEPCR-3aBucumas axtuBaius nporenHa C, HaAIpOTHUB, SIBISIETCS TPOMOOTCH-
noii. Hapymenne ¢ynkiun EPCR Moxer ObITh 00YCJIOBIICHO HAJIMYUEM MY-
TAIUH/TOTMMOP(U3MOB, TIPUBOSIIMX K CHIDKEHHIO KOTMYEeCTBa MEMOPaHHOTO
EPCR (Takoro pona Toue4yHble MyTallMd BCTPEUAIOTCS OYEHb PEAKO) U MyTa-
nuit/monumopdusmoB B ree EPCR, npuBoasimux K MOBBIICHHOMY COZIEpIKa-
uuto B kpoBu SEPCR. U3BecTHO okos1o 13 monmumopgusmo B rene EPCR. 6936
A/G nomumoppuszm EPCR reHa acconumpyercss € TOBBIIICHHBIM PHUCKOM
TpoM0030B, MH(]apKTa MHOKapjaa, HEBbIHAIIMBAaHHUEM OepeMeHHOCTH. Takke
OBUTO OTMEYEHO, YTO MOJIMMOPPHU3M T'eHa MOXET UTpaTh pPOJNb B PAa3BUTHH
MaNApUiHOW MH(EKIUH W acCOUHUpYeTcs C OONBIIMM PHUCKOM OHKOJIOTH-
4yeckux 3abojieBanwuii [3, 4, 7].

PesucrentHocTs Kk aktuBHpoBaHHOMY npoteuHy C (APC-R) o3nauaer
HecrtocoOHOCTh TpoTenHa C pacIeruissTh ¥ WHAKTHBHPOBATH (akTopbl Va
n/umn  VIlla. Pa3zHooOpa3Hbie MYyCKOBBIE (AKTOPhl MOTYT OBITh NPHYHHOM
pesucTteHTHOCTH K TporemHy C, Koropas MOXeT OBbITh HaCIeICTBEHHO
00yCIIOBIIGHHOM wIM TpuoOpereHHod. Hambonee pacrmpocTpaHEHHBIM IIpH-
MepoM reHerruecku ooyciaosiaeHHolH APC-R sBnsercs myranus FV Jleliaen.

Briepeeie APC-R kak npu4rHa HAaCIEACTBEHHOW TpomOoduiamu Obuia
onucana B 3 pa3HbIx ceMbsix Dahlbaeck et al. B 1993 romy. CiencrBuem stoit
MYTalllH SBISIOTCS HapylieHUs: B (QYHKIIMOHUPOBAHUU cHCTeMbl mporenHa C,
TIPEICTaBIIAIONICH BaXKHEHIIIMI €CTECTBEHHBIN aHTUKOATYJITHTHBIM myTh. Kax
OBLITO CKa3aHO BHIIIE, B yCIOBUSAX HOPMBI APC HHrHOMpYeT KoaryJsiuio myTéM
pacIieruieHus] OTPaHUYEHHOTO YHMCIia TIENTHAHBIX CBI3el KaK B MHTAKTHOM, TaK
u B aktuBupoBanHoM FV (FV/FVa), a taxxke B VIII ¢dakrope (FVIII/FVIIa).
APC-3aBucumoe pacuierieane FVa ctuMynupyercs MpOTEeUHOM S U MPOTEo-
nuTruaecku Monupuuuposannoro FV-non neiicteuem APC. Takum oOpasom, B
HopMe FV moTeHnmanbHO Omocpenyer ABE IPOTHBOIOIOKHBIC (YHKIIMH: a)
MPOKOATYJISIHTHYIO — TIOCIie KiMBaxa TpoMOuHOM min ¢paktopom Xa (FXa) u
0) aHTHKOAryasiHTHYI0 — mocie knuBaxka APC. Tlporpomborudeckuit agdekr
APC-R nipu neiiieHcKoi MyTallii UMeEeT 110 MeHbIIel Mepe 2 O0bICHEHUS:
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e Hapymenue nerpamaunu FVa mox geiictBuem APC, B TO Bpems Kak
MPOKOATrYISIHTHBIHN ekt MyTupoBasiero FVa coxpansiercs.

e Hapymenue B mpoiecce aerpagauuu FVIIIa, nockonbky HOpMallbHBIN
knmuBax FV B oOmactu Arg506 HEoOXOauM il OCYIIECTBICHHS CHHEp-
ruaHoit APC-koakropHoit akTBHOCTH FV Hapsay ¢ mpoTeMHOM S B
nerpananuu gakropa VIlla.

Hapsny ¢ onmucannbiMu Bbie 3¢ dexramu nelieHckas MyTanus BechMa
3HaunMa Ha (uOpuHoIu3. B HacTosIiee BpeMs XOPOIIO HM3BECTHBI IPOGHUO-
punonmtHueckue cBoiicta APC. Hapymenne npopuOpHHOIUTHYECKOTO OTBE-
ta Ha APC y manuenToB ¢ aeiaenckoi myrarueit sisisercs TAFI-3aBucuMpiM.
3TOT peHOMEH MPENCTaBIsET OJMH W3 HEMAaJOBAKHBIX MEXaHU3MOB IPOTPOM-
0OTHYECKOH TEHACHIIUY y MAIMSHTOB C JICHICHCKOW MyTaIlueH.

Bckope nocie onucanus APC-R crana goBonsHO vacto (20-60%) oOHa-
PYKHBAThCSl CpEIN MAIMEHTOB ¢ TpoMOo3aMu B 3anajHoM mupe. Haobopor, He
OBLIIO CIIBIIIHO O Hel B A3uu. [IpuunHa okasanack B ToM, 4T0 ajuieiab FV:Q506,
BbI3bIBatoIMii APC-R, 0oOHapy>XxuUBaJICs JIUIIb y €BPOIICOMIHON Pachl U OTCYT-
CTBYET y MECTHOTO HaceseHus: Azuu, Adpuku, AMepuku u ABcrpanuu. [Ipen-
rnojararT, 4YTO €IWHWYHAsg MyTalusi TreHa, koaupyromero FV, mpousomnuia
okosio 30 000 ner Ha3am, T.e. Mocie MUrpanuy HaceneHus u3 Adpuxu 100 000
JIST Hasall, W IIOCNE Cerperaliy a3uaToB OT EBPOICHIICB. DTO OOBACHSICT
yacTtoTy MmyTaiuu B EBporie u orcytcrBue eé€ B Anonnn u Kutae, a Taxke cpeau
MECTHOI'0 HaceiaeHus Azun, Adpuxu u Amepuku [3,9].

Puck tpom6030B npu APC-R upesBbruaiino Benmuk. Cpeau OOJBHBIX C
3THUM OCJIO)KHEHHEeM JieiiieHckass MmyTauusi coctaBiser 25-40%. Ilpu asrtoi
MYyTaIll¥ PUCK TPOMOO30B MOYTH B § pa3 BBIIIE, YeM B OTCYTCTBHE MYTAIlUH, &
MIpY TOMO3UTOTHOM HOCHUTENbCTBE MouTH B 90 pas.

[To HekoropeiM maHHbIM (A. Gerhardt et al., 2000), neligeHcKass MyTaIus
HaOmonanack y 44% xeHumH u3 119 ¢ TpoM0O03MOOINISCKMME OCIIOKHCHHS-
MU TIpH OepeMEHHOCTH.

[To mannabM apyrux aBTopoB (J. Meinardi et al., 1999), cpean 228 Ho-
cuTeleil MyTalui PUCK MPEphIBaHUS B 2 pasa BBIIIE, YEM B TPYIIIE )KECHIIMH C
HEBbIHAIIMBAaHUEM, HO He HocuTelel Mytanuu, 80% moreph OCPEMEHHOCTH Y
HocuTenel myrtanuu Obuth B [ TprMecTpe 1 10 16 Henens.

B nenaBHem uccnenopanuu Bare S.N. et al. (2000) cooOmuiin, 4To pUcK
BBIKH/IbINIA ¥ Oecriofgus B 2,5 pasza BbIIE ISl HOCHTENEH JIeHIeHCKOM
MYTAaIHH.

Antudochomununasie antutena (ADA) ob6mamalT CcrOcOOHOCTHIO
MHIHOUPOBAThH cHCcTeMY IIpoTerHa C HECKOIBKUMU MyTAMU (puc. 2):

® UHrHOMPYIOT opMUpOBaHHE TPOMOMHA, akTUBaTopa nporenHa C (Tpom-
OWHOBEIH MapajioOKC);

e UHrHOUPYIOT akTHBaluio npoTenHa C depe3 BIUSHHE HA TPOMOOMOJY-
TUH (aHTUTENa K TPOMOOMOYIIHHY);
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o uHrubupytotr APC aktuBHOCTH (proOpereHHas pe3ucreHTHOCTH APC),
YTO MOXKET JIOCTUraThCs: a) 4Yepe3 HHTHOMIHMIO COOPKH IPOTSHHORB
KoMmIutekca mpotenHa C Ha aHMOHHBIX MOBEPXHOCTAX (HOCHOTUITUIHBIX
Matpuil; 0) uepe3 npsaMmyro HHruounmio APC akTUBHOCTH; B) 4epe3
uHruoOuImMio kodakropos Va u Villa;

® aHTHUTE]A BIMSIOT Ha ypoBeHb npoTenHa C u/miau mpoTenHa S (mpuo0d-
PETECHHBIN TePHUIUT).

TH3IHOOT enWans Hele AT

AT K TpoMOOMOIYNHHY

FS_apC  Fyila

—_—

AT knpotesy Cn S
Dedimumr npoteHa Cn S

lNepexpec THAR
peaKt MBHOCTh Deta2-GPl v

AT K npoTpoMEuHy
AT KnpoTevHy S

Puc. 2. ITytu narubuposanust cucremsl nporernHa C antrdochoaunuaHpMu
AQHTUTENIAMU

Tak Ha3bIBAEMBIi «TPOMOMHOBBIN MTAPaOKC» CBA3AH C TEM, YTO TPOMOUH
o0JiaJiaeT M aHTH- U IPOTPOMOOTHYECKUMHU CBOMCTBAMH B CHCTEME TeMOCTa3a.
[lpy HHU3KUX KOHIEHTPAIUSAX TPOMOWHA TMPOSBISCTCS MPEUMYIIECTBEHHO
AKTHBAIUsl €CTECTBEHHOI'0 aHTHKOaryisHTa — mporenHa C. B 3Tor MoMmeHT
TPOMOMH — aHTHTpoMOOTHYecKul areHT. Korma dopmupyercss 0osbiiie TpoM-
OuHa, (pubpuHOreH npeppamiaercsa B ¢puodpuH, a FVa u FVIlla akrusupyrorcs:
TPOMOMH MPOSBISET NPOTPOMOOTHUYECKHE CBoiicTBa. AMA HHTHOHPYIOT
HHU3KHE YPOBHU (POPMHUPOBAHHUS TPOMOMHA, KOTOPhIE HAOIIOIAIOTCS B HOPME, U
cHKarT ypoBHU nupkymupyomero APC. Ilocie moBpexIeHus COCYTUCTOM
CTEHKH ypoBHsI IHpKyaupytomiero APC craHoBHTCS HEIOCTATOUHO /ISl TIPEAy-
MPEeXKICHUS HEKOHTPOIUpYyeMoro oOpa3oBaHHS Tpomba, M TeMOCTATHUECKHH
0ajlaHC CMEIAETCs B IPOTPOMOOTHYECKYIO CTOPOHY.

CocTosiHUS, COITPOBOXKIAIOIINECS HU3KUM ypoBHeM mpoTterHa C (mpuo0d-
PETCHHBIN TEPUIUT), BKIIOYAIOT B CeOs:

® Tepanuio BappapuHoOM;

e 3a0oJeBaHUs MEYCHH (IUPPO3 MTCUCHH );
e jnedunur Butamuna K;

® CBOXHI TPOMOO3;
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JUTUTENBHYIO aHTHOMOTHKOTEPATTHIO C HEIOCTATOYHBIM IIPUEMOM TTHIIIN;
MeTacTa3upyIoIIe OMyXO0iH;

JABC-cunapom;

TSDKETYI0 OaKTepUaNbHYI0 HHPEKINIO B MOJIOJIOM BO3pacTe.

VY B3pocnbix npuobpereHHbI negunut nporenHa C He Bceraa BeneT K
TpoMOO3y, MOTOMY YTO B STHX YCJOBHUSX YPOBEHb IPYrHMX (PakTOpOB CBEp-
THIBaHUS TAKKE YacTO TOHIDKEH. Y JIeTel MproOpeTeHHbIH eUIUT poTenHa
C wugaime Bcero 0OO0YCIIOBJICH OakTepualbHOW HH(pEKIMeH, 0COOCHHO MEHHH-
reajbHOM, U B TAKMX YCIIOBHAX PUCK TPOMOO30B JIOCTATOYHO BBICOK.

Ypoeenbp mporenHa C Bcerma HU3KAH y TMAlMEHTOB, MPUHUMAOIIAX
BapdapuH. Her HeoOXoauMocTH B omnpereneHnn ypoBHs nporernHa C y Takux
nanueHToB. [Ipy HeoOX0AMMOCTH KOHTPOJSI HE0OOXOIUMO OTMEHUTH BaphapuH
3a 14 nHel &m0 mpoBeneHUs aHanu3a. [Ipu coxpaHeHMHM pHUCKa TpoM0Oo3a Ha
BpeMsi OTMEHBI BapdapHrHa cliefyeT Ha3HaYuTh Mpenapathl HU3KOMOJIEKYISp-
HOTO TelapuHa.

Tak kak nmporeud C BbIpaOaThIBAeTCs B MEYEHH, TO MAIUEHTHI C 3a00-
JIEBaHUSAMH MEYEHH TakXKe UMEIOT HU3KUK ypoBeHb mpoTenHa C.

Konnentpamus nporenna C B miia3Me 370pOBBIX HOBOPOXKJIEHHBIX COC-
taBisietr okono 40 ME/an. B kpoBu 310pOBBIX B3pOCIBIX JIO/ICH ypOBEHB MPO-
terHa C B HOpMe cocTraBisieT 65-135 ME/n.

Hawm mpezncraBnsiercs, 4yTo omeHka cucteMsbl mpoTernHa C MMeeT BaXKHOE
JUATHOCTUYECKOE M TNPOTHOCTHYECKOE 3HA4YEHHE /S MHO)KECTBAa MaTOJIOTH-
YECKUX COCTOSIHUM B aKyIIEpCKO-TMHEKOJIOTMYECKOW MpakTuke. B yactHOCTH,
npu mupkysinn ADA u B yenoBusix APC mMoxeT uMeTh MeCcTo 00pa3oBaHHe
AQHTHTEI KO BCEM KOMITOHEHTaM cOOpku cucTembl mporenHa C (TpoMOoOMO-
nynuny, mpoteuny S, mporenHy C); cucrema nporenHa C mpakTHYECKH Beeraa
MOBPEXAaeTcs Yy JKEHIIMH C TOMO3MTOTHOH WM TETePO3UI'OTHON (opMOi
TEWCHCKOW MYyTalliu, TIpH HACIEACTBEHHOH M TpUOoOpeTeHHOM ¢opme He-
nocraroynoctu nporenHa C. Peds uer o Takux 3a00JIEBaHUSX U OCIOKHEHUSIX
B aKyIllepcTBe, KaK MPEdKIaMIICHsI/IKIAMIICUS, MPEXIEBPEMEHHas OTCIIOWKa
HOpPMAaJIHHO PacMOI0XKEHHOM TUIalleHTHl, IPUBBIYHOE HEBBIHAIIMBAHUE, MTPEXKIe-
BpPEMEHHBIE POJIbI, MHOTOIUIOAHAS OEpEeMEHHOCTh, CHHIPOM IOTEPH ILIOJA,
TPOMOO3bI, TPOMOOIMOOJINH, CHHAPOM 3aACP)KKH Pa3BUTHS IUIOA, TICUCHOYHAS
HEIOCTaTOYHOCTh, CHHAPOM THIEPCTUMYISLMN SUYHUKOB, Heymaun OKO,
CEeNTUYECKNE COCTOSHUS, CEITUYECKUH IIOK U TIP.

K coxxanenuio, 10 HacCTOSIIEro BpeMEHU B KIMHHYECKOW M aKyIIEepCKOM
MpaKkTHKE JajieKO He BCEria CKPUMHUHTOBBIMU METOJAMH OLIEHWBAETCs CHCTeMa
nporenHa C, CIEACTBHEM Uero sBISIETCsl HenocTaTrouHas nHpopMaiwst o QyHk-
LMOHAJIFHOM COCTOSIHUM TeMOCTa3a.

Onpenenenue nporednHa C MOXKET ObITh BBIMOJHEHO Pa3IMYHBIMU ME-
TOAMHU:

o lDA-onpenenenue ypoBHs nporernHa C (HeT OleHKH (QyHKIIMOHAJIbHOU
AKTHUBHOCTH).
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e Ompenenenne ypoBHs aHTUTEN K poTenHy C.

o Ompenenenne QyHKIMOHATBFHON aKTHBHOCTH TpoTrenHa C aMHIONHUTH-
YECKUMHU WM KOaryJoMEeTpHYECKMMH MeToaaMmu (Tioban-rect). Oba
(YHKIIMOHANBHBIX TECTa OCHOBaHBl HAa NMPUMEHEHHH aKTHBAaTOpa IpO-
terHa C u3 s1a muroMopanuka. [lox nefictBueM aktuBatopa npotenH C
AKTHUBHPYETCS W B NPUCYTCTBUU CBOErO KOoakTopa S BBI3BIBAET MpO-
teonu3 gakropos Va u Vllla. [TosTomy nociie 106aBneHust akTHBaTopa K
HOPMAaJIbHOHM TUIa3Me MPOMCXOAMT Y/UIMHEHHE BPEMEHH CBEPTHIBAHMUS.
[Ipu HemocTatouHOM KonmyecTBe mporerHa C, mMpoTenHa S WM TpU
APC-R yanuHeHue BbIpaX€HO B MeHbLIeH cTerneHu. Ha pesynbTaThbl
BIIMSIFOT COCTOSIHHSI, CONIPOBOXKIArOIINECS BUTaMUH K HETOCTaTOUHOCTBIO
(prieM HempsSMbIX aHTUKOATYJISTHTOB, O0TYpallMOHHAS )KEeNTyXa U JPyrhe
3a0oneBanus redenu). [Ipu HemoctaTke BuUTamuHa K HexkapOOKCHIIH-
poBaHHBIE MOJEKYNbl NpoTenHa C TEpSIOT aHTHKOATYISHTHYIO aKTHB-
HOCTb, ONIPENENsIeMyI0 KOaryJIoOMeTPHYECKHM METOJIOM, OJTHAKO COXPaHs-
10T aMHJIOUTHYECKYIO ¥ aHTUTEHHYIO aKTUBHOCTb.

B knuHMueckolf mpakTUKe B ciydasx HeaocTaToyHocTu mporenmHa C
MOSIBUIIACHh BO3MOXKHOCTh 3aMECTUTEIIFHON Tepanuu npenapatamu nporernna C
(cenmpoTHH, IPOTPEKOrHH ajib(a), KOTOPhIe 00Iaal0T KaK aHTHKOATYJISHTHBIMU
u ipoudbpuHOIMTHYECKHMH d(dekTamu (BIHIHIE HA CUCTEMY TeMOoCTasa), Tak
W MPOTHBOBOCHAINTENBHBIMA U AHTHATIONTO3HBIMU d(PPeKTaMu (IIUTOMPOTEK-
TUBHOE aericTBue). OMHAKO UMEIOIIMECS JTaHHBIC CBHUICTEILCTBYIOT O KpaiiHe
BaYKHOW HEOOXOJMMOCTH KOHTPOJIS 32 TEMOCTA30M ITPH MIPOBEICHUH TEPaIUu.

Ilocmynuna 01.11.13

NMpnunkht C-h hwdwlwpgp b opquithquh whunwpwbwfu
Jh&wyjukpp, dtwutwynpuybu dwtjupwpdwuljut
wpulnhuynud

U.}Y. Uujuguphw, (+.U. Uppwhwdyumi, F.Iv. vhqpntw,
Q..[r. Uppwhudjul, (.0 Uppwhunlfjui

Uljunhyugus ypninkhu C-h (APC) thnpumqpbtgnipiniip ypnunkht
C-h Eungnpbjhw], wypnunbwqubpnyg (PAR) wlijunhjugus, hsybu twb
wynjhynwpnunkht E2 nkghywunputph b hthhphwnnpubph dhol, wnw-
owglniu t nwpphp thnthnjuntpjniukp opquithquh hkdnunugqnid hu-
Judwlwpnybjhnipjut b hunttwjhtt hwdwlupgnid (ghninypnunklnnp
wqnbtgnipnih):

NMpnunbkhtu C hwdwlwpgh Juplnp tpwtwlnpniup wdkuhg juy
wpuugnynd £ twpwppndpughtt b poppnpuyhtt pupnnipinibubph
ntwpnid, npp Wuydwbwynpdws £ ypnnkht C-h nhbhghwnny jud tpw
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$nitghuyh juwbiqupdwidp: dkpghtiu Yihupjuljwl ypwljnpfuynud
wpunwhwjnynd E hpkdhy htuniunny, pnppnpughtt gnpdpupwugubtpny,
wpkpnulipngny, winpuyhtt b dwujwpwpdwlub pupnpnipnitubpny:
APC-h jEuuwpmtwljut $niujghwubph ntunidbwuhpmipnitp b hpdw-
gnipjniup pny juwt hpwlwbwgubk] hunnnipmnit dwuljwupntjhnipjub
b pnppnpuyhtt ywpnghutbtph Ypw, wthpwdbonnipjut nhypnid” Yh-
npunk] wypnukht C-h ypkywpwwnubpp npybu hwjudwlupnkihs b gh-
wnnuypnunklwnnp vhong:

Protein C system and pathological conditions of organism,
partucularily in obstetric practice

A.D. Makatsaria, R.A. Abrahamyan, D.Kh. Khizroeva, G.R. Abrahamyan,
R.R. Abrahamyan

Interaction of activated protein C (APC) with protein C endothelial,
activated by proteases (PAR) receptors and receptors of apoliproprotein E2 and
inhibitors, causes different changes in immunological and coagulation systems
of organism hemostasis (cytoprotective effect).

The importance of system of protein C is evident in cases of pro-
thrombotic and inflammation complications due to deficiency or dysfunction of
protein C. Its manifestation in clinical practice is ischemic stroke, inflammation,
atherosclerosis, vascular and obstetric complications. The study and knowledge
of biological functions of APC will allow to carry out monitoring of coagulation
and inflammation processes and to use protein C medications as anticoagulants
and cytoprotectors.
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