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DaKToOpbl CUCTEMbI CBEPTbIBAHMA KPOBM

« B cucremMe cBepThIBaHUA KPOBU UMEIOTCSA 51
(baKTOPBI

- B akTuBUpOBaHHOU (pOpMe 6 ILTa3MEHHBIX (PAKTOPOB
KPOBH U KaJUIMKPENH — 3TO CEPUHOBbBIE IPOTEA3HI.
MexaHU3M CBePThIBaHMS MPEACTABIIAET COOOM KacKas
peaKIni OTpaHUYEHHOI0 IIPOTE0JIN3a OETKOBBIX
(paKTOPOB, YTO B KOHEYHOM HUTOTE IIPUBOJIUT K
IIOJIMMEPU3aLH OCAeTHETO IIPOAYKTA - GubpuHa.




HasBanue Mou1. macca BpeMsA OyHK1IUA
k/1a IIOJIY>KU3HU

®dubpunoren (1) 340 3 IIH. CTPYKTypHas

ITporpom6bun (II) 72 4-5 IH. podepMeHT

TkaueBoit ¢-p (I1I) 37 AKTUBATOP

Honsl Ca (IV) KO(paKTOp

IIpoaxkuenepus (V) 330 1 IH Ko(aKTop

ITpokouseptun (VII) 50 54 npodepMeHT

®axrop VIII (anTure-

MOGQUIBHBIN A) 330 10 4 KodaxTop

daxrop IX (anTHUTE-

MOGUIbHBIN B) 56 20 9 poepMeHT

dakrtop X 56 3 JH. po¢depMeHT

dakrtop XI 160 3 JTH. npogepMeHT

daxkTtop XII 80 3 JIH. po¢depMeHT

daxkrtop XIII (Tpombo-

IIUTAPHBIN) 150 12 TH npoepMeHT

IIpekasutuKperH

(IU1a3MeHHBbIN ) 80 (-p KOHTAaKTHOU aKTHUBAIIUHU

BMK 110 (b-p KOHTAaKTHOU aKTHUBAILIUHU



CMCTEMbI CBEPTbIBAHUA

Kpunrn-gomen. Ilporpom6un (dbaxrop XII )u dhepMeHTHI CCTEMBI
bubpuHOIIM3a CoZiep:KAT YUaCcTKU ¢ 80 aMUHOKUCIOTaMU, UMEIOIUMU
(dopMy 1eTIn B BUJIE CIUTIOCHYTOTO Oy0IrKa (KPUHIJI- zl;omeH)
OO6ecrieunBaeT B3aMOJENCTBUE C IPYIUMHU DaKTOpaMy reMocTasa

« EGF-nomen. ®akropsl VII, X, IX u XII cogep:kaT mocjiea0BaTeJIbHOCTDb U3
50 aMUHOKHCJIOT, TOMOJIOTHYHYIO TAKOBOH (DAKTOPA POCTA SIHAEPMHUICA
(EGRF). 9t fomeHsl 00ecieurBaioT CBsA3bIBaHUE (DAKTOPOB C

pelenTopaMy HOBEPXHOCTH KJIETOK WJIN PEIENTOPHBIMU JIOMEHAMU
daxkTopos V u VIII.

* ApomaTrueckrie aMUHOKHUCIOTHL. [IporpombuH, dhakropst VIL, IX u X
cogep:kat nocyenoBareabHOCTh Phe-Trp-X-X-Tyr, B KOTOpOi
apoMaThyeckrie OOKOBbIE IENH IKCIIOHUPOBAHBI HAPYIKY, CO3/1aBast
ruipoPOOHBIN YUaCTOK, B3AaUMO/IEHCTBYIOIINH ¢ MeMOpaHaMU KJIETOK.

» Homensnl pubponHekTrHa. Paktop XII cosiep:KUT JBa y4acTKa,
TOMOJIOTHYHBIX pparmenTam bubpoHekTrHa Tuna I u I1. dparmenT tumna

IT npuHUMaeT yyacThe BO B3AUMOJIEVUCTBUH C KOJIJIAT€HOM
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- JIBe bOpMBI: I1a3MeHHAsA U TPOMOOIIMTapHAas.
II1azMeHnHasi: TeTpaMep U3 AByX Hap mermei (a u [3),
TPOMOOITUTAPHBIN COZIEPKUT TOJIBKO A-IIEIIb.

» AxtuBanua pakropa XIII (mnazmenHas gpopma)
IIPOHCXOAUT B 2 ATaNa: CHaUasIa noJ JenCTBUEM
TPOMOMHA WM Xa IIPOHUCXOAHUT pacillelieHHE (-
IIeITd C OCBOOOKAeHNEM MEeNTHUAA aKTUBAIIUHY, a
3aTeM TeTpaMep pacliajaeTcs ¢ 00pa3oBaHUEM
AKTHBHOI'O JUMepPA U3 COCTOAIETO U3 2 A-IIeHEM.

» AkTuBupoBaHHbBIU pakTop XIII kaTaau3upyer
obpaszoBanue e-(y-TJIyTaMu)-JIN3UHOBBIX CBA3EH
MesKJTy MOJIUIIeNTHAAMU B KOMILJIEKCaX OeJIKOB.
IIox npenrcrtBueMm pakropa XIII mpoucxogur
«CIIMBaHNWE» MOHOMePOB (PUOpPHHA B IOJHMED, a
TaK)Ke «IIPUIINBAaHNE» O2-aHTUILIa3MHHA,
KoJIylareHa 1 (puOpOHEKTHUHA.




» ®akToppl V u VIII (aHTHre MODUINNHBIN A)
BBINOJIHAIOT cXOAHbIe PyHKIMH. OHU 00€eCIIeUnBaIOT
CBsA3bIBaHHE BUTAMUH K-3aBHCHUMBIX
aKTUBUPOBAHHBIX PaKTOPOB IX 1 X ¢
dochoaunuaamy. Haangame Takux B3auMOAeHCTBUU
yBeJIN4YUBaeT 3(p(PEKTUBHOCTh PEAKIINM AaKTUBAIlUHN B
100000 pas.

» ®akTopel V U VIII CUHTE3UPYIOTCA KAK IIOJIUIEITU/IbI.
O6a Gesika cozep:karT I10 2 loMeHa, TOMOJIOTUYHBIX
[IePYJIOILIa3MHUHY, IO 2 TOMOJIOTUYHBIX C-ZIOMeHa U
OoJsibIION B-710MEH, KOTOPBIH OTILEIJISAETCA IPU
akTuBauu pakTopoB. ®akrop VIII nmoaBepraercs
npoTeoan3y B C-KOHIIEBOM YacTu B-ziomMeHa, B KpOBU
IIPUCYTCTBYET B BH€e HaObOpa reTepoJuMEPOB,
B3aWMO/IENCTBYIOIUX ¢ noHaMu Ca.




cBepPTbiIBAHNA KPOBU

» ®akTOpHhl V U VIII aKTUBUPYIOTCSA IO/, A€ CTBHEM
TpoMOmMHa uiau paxkropa Xa. TpombuH
paciervisaeT GakTop V 1o ocraTkaM apraHUHA
(709, 1018, 1545), a dakTop VIII — o ocraTkam
Arg 372,740 u 1689. B akTUBUPOBAaHHOU (POPME
dakTop V — rerepoaumep (A1-A2/A3-C1-C2), a
dakTop VIII — rereporpumep (A1/A2/A3-C1-C2),
cyObeJUHUIBI KOTOPBIX B3aUMOAENCTBYIOT IPU
yuyactu MOHOB Ca. C-KOHIIeBbIE YUACTKHU 3TUX
(baKTOPOB B3aMOJIENCTBYIOT C (pOCHOTUNNIAMHU.




« B rasme kpoBu (hakTop VIII nmupkysampyer
doH Bunnebpanna (VWF) — aare3suBHbIM 6€eJ1KOM, 06ecneuBaroIIIM
CBSI3bIBaHIE TPOMOOIIMTOB C CyO3HAOTEINAILHBIMU CTPYKTYPaMH U
CKJIEMBaHUe TPOMOOIIUTOB Ipu arperanuu. Kpome Toro, vVWF 1oBbIIIIaE€T
ctabuabHOCTh PakTopa VII 1 ero 3anuTy oT HHAKTHUBAINMK IIpoTernHoM C.

. HemocTaTouHOCTD 3TOr0 (pakTOpa MPUBOAUT K YBEJIMUEHUIO PHUCKA
KpoBousausaHuAa (6osie3Hb poH Buiiebpanga), B cCOUETAaHUU C
TUIIEPTOHNEN YBEJIMUUBAET PUCK

MO3TOBOT'O KPOBOU3JIUAHUA.
boJie3ns poH Buiieopanaa — BpOXKAEHHOE OTCYTCTBHE MYJIBTUMEDPHBIX

dopm dakTopa poH Busnebpana, HeoOOXOAMMBIX JIJIs arperaiumn
TpoMOOIIUTOB. IIposIBiIsieTCss Kak reMOpparudecKuil CHHAPOM,
XapaKTepU3YIOIUNCs TeH/IEHIINEN K KPOBOTE€UEHHIO U3 CIN3UCTHIX
060JI0UeK, yBeJInueHreM BpeEMeHU KPOBOTEUEHM
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« TpaHncMeMOpaHHBIN TJTUKOIIPOTEH/I, BRITOJTHSIOMINHN (PYyHKITUU pelenTopa
dakropa VII, MOAyTUPYIOIUUI €r0 aKTUBHOCTb. AKTUBHOCTD pakTopa 111
3aBHCHUT KaK OT 0esiKa, Tak 1 0T QOc(OJIUIINI0B MEMOPAHBI KJIETOK.
CsasbiBaHue ogHOIennodyedHou popmbl pakropa VII ¢ hakropom 111
H3MeHseT CTPYKTYPY daktopa VII Tak, 4TO CTAaHOBUTCSA BO3MOKHBIM €TI0
pacierieHre Ha JIByXIelIO4YedHyI0 (popMy, KOTOpas B KOMILIIEKCE C
dakropom III aktuBupyet X u XI (paKTOPBI CBEPTHIBAHUSA KPOBH, UTO
WHUIMHAPYET KAaCKaJl KOaryJIAUH.

« BpIicokoe copeprkanue pakropa III xapakTepHo AJ11 Mo3ra, MHOKap/ia,
KJIETOK BIUJEpPMUCcA U SIIUTENNS, BBICTUIAIOIIETO CAN3UCThIE 000JI0UKH.
Knetku sHZI0TE A 1 MOHOLIUTHI MOTYT 9KcnpeccupoBaTh pakrop III mox
JIEVCTBUEM IIUTOKUHOB, SHJIOTOKCHUHA, OKNcJaeHHBIX JIHIT 1 UMMVHHBIX
KOMILIEKCOB, obecneurBasi 00pa3oBaHUe BHYTPHUCOCYIUCThIX TPOMOOB pu
psijie 3a00JIEBaHU.

« ®@akrop III cocrouT u3 263 aMUHOKHUCJIOT, OTAAJIEHHBIN POJICTBEHHUK
cymepceMericTBa 0€JIKOB, BKJIIOUAIOIIETO PEIENITOPHI TOPMOHA POCTA,
NJI-1-7. CeaseiBanue paktopa VII ¢ pakropom III ctTumynupyer MUTpaIimio
I'MK, pocT 1 MeTacTazupoBaHUE OIIyxoJel. M130upaTebHOE ITIOBPEKIEHUE
reHa ¢gakropa III npuBoUT K aHOMAJIUAM B PA3BUTHUU COCYIOB.




HOCJIGZ[OBaTeJIbHOCTb Ka)KZ[OI/I n3 uenen KOOAHUPYETCA CBOUM I'€HOM,
KOTOPbIE€E BOSHHUKJ/IN B PE3YJbTATE AYIIVINKAIIUH OJHOI'O I'€Ha-
IIpeAIIeCTBEHHHUKA.

* Y-IIeNb CYIeCTBYEeT TaK:Ke B MUHOPHOU popMe (0K0J10 10%), Y KOTOPOI B
pe3yJbTaTe aJbTePHAaTUBHOTIO cIiavicuHra C-KOHIIEBOH TETPAIIENTH/
3aMeHeH Ha 20-4JIeHHbIN nenTu. PuOpruHoreH ¢ yAJINHEHHOU 1IeNbIo
MeHee 3(pPEeKTHUBHO B3aUMO/ENCTBYET C TPOMOOIIUTAMHU.

- ObHapy:xeHbl nomuMmopdHbie yuacTtku B Aa-ienu (Thr/Ala312) u B B-
nenu (Arg/Lys448). Y My:K4nH, TOMO3UTOTHBIX 10 Arg 448 ypoBEHbD
¢dubpuHOreHa B KPOBU HUXKe, UEM Y T€TEPO3UTOT M TOMO3UTOT 10 Lys448.
Kpome Toro, ectb nosimmopdusm B obs1actu mpomortopa B-rena. T.o.
YPOBEHBb (QUOPUHOTeHA YaCTUYHO OMpeJiesisieTcs TeHeTUYECKH.

« OUOpPUHOrEeH MOABEPTraeTcs MHOXKECTBEHHON MOCTTPAHCISIITUMOHHOMN
MOANQPHUKAIINH: TJINKO3UWJINPOBAHNI0, (POCHOPHUINPOBAHUIO,
cynbdatupoBanuio (Tyr 418, 422) MUHOPHBIX Y-Ilelel U
THUJIPOKCHJIMPOBAHMUIO Pro31 B B-1iemnm.

- B Aa-niertu pochopuupyrorcs Ser3 u Ser 345. CrerneHb
dochopusinpoBaHUus BTOPOTO Ser BIIUAET Ha CTPYKTYPY GHUOPUHOBOTO
resis: gedpochopuipoBaHHbIN O0€JI0K 00pa3yeT IIPU MOJTUMeEpPU3aIuU
6os1ee ToJicThie HUTH, POCchHOPUIHPOBAHHBIN 0€/10K 00JIee YCTOMYUB K
TDOTEOTINRV.




» CunTe3 pubpuHOreHa 3HauuTeJIbHO IIOBBIIIAETCS ITPU
MHOTUX 3a00JIeBAaHUSX, €T0 CUHTE3 CTUMYJINPYETCS
NJI-6.

» YpoBeHb GUOpUHOTEHA B KPOBU YBEJIMUNBAETCA 1) C
BO3PacTOM, 2)IIPU THHEPJIUNNIEMUH, 3) KYPEHUH U 4)
IIpreMe IIepopajbHbIX KOHTPAIlEITHBOB.

- MakcuMaJsibHasi KOHIleHTpalus pubpruHOreHa B
KPOBHU B 3UMHME, MUHUMAaJIbHAA — B JIETHUE MECAIIbI.

* YBestnueHue ypoBHA (pUOPUHOreHa paccMaTPUBAIOT
KaK (PAaKTOP PMCKA BOSHUKHOBEHUSA CEPAEUYHO-
COCYAMCTBIX OCJIOKHeHU. PDUOpHUHOTreH BAMUSIET HA
BSA3KOCTb KPOBH, OBBINIAET arperaiiio TPOMOOIIUTOB
1 5puTponuToB. OH HAaKaIlJIMBAETCS B 00J1aCTH
aTepPOCKJIEPOTUUECKHX OJisnieK. PUOPUH U IPOAYKThI
ero pacliellieHUs CTUMYJINPYIOT IIPOJIn@epaInio
I'MK 1 MOHOIIUTOB.



ACPIBRBAAHC CBOPTHIBATHAH KDOBK

pEaKIili, B KOTOPHIX IIyTEM OrpaHUYeHHOTO
IIPOTEe0JIM3a 00pa3yIoTCs aKTUBHbIE
KOMIIOHEHTHI CCTEMbI CBEPThIBAHUSI.
MHOTrOCTyIIeH4aTOCTh 1 (pepMeHTaTUBHAS
IIpUpPOJa PeaKIui akTUBAIIUU 00ecIIeuiBaeT
BO3MOKHOCTh MOIITHOTO «YCUJIEHUS CUTHAJIa» U
3P PEKTUBHOCTb KOHTPOJISI, KOTOPBIH JOJIKEH
IIPOMCXOAUTD JIOKAJIbHO B 00J1aCTH
IIOBPEXKAEHUA CTEHKU COCy/a

o CyIlIeCTBYIOT [Ba IIYTU aKTUBAIIUU CBEPTHIBAHUA
KPOBH: BHYTPEHHUU 1 BHEIITHU.




CBEPTbIBAHUA KPOBMU

BHyTpeHHUM NyTb

BHewWwHUU nyTb

VIII +
AHTUreModunbHLI B . // [osBsnsercs npu
i’ x| AHTUremohunbHbINA NOBpPEXAEHNM
,//a'V Vila TKaHu
X - I Xa+VI||+Ca+X /
V+Ca+Xa+npoTpoMbuH

TpoMOuUH
Xllla —XIII

/
¢I/16pVIHOFeH—>CDVI6péMH MOHOMV

PropyH —— | CtabununampoBaHHbI PUbPUH
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 KuHUuH- -Ka/IVLIMKPpEXWHOBaA CUCTEMA COCTOUT N3 HeOOJIbIITNX
IIO/JIUIICIITUOB, A TAKKE Ha6opa AKTUBHUPYIOIIINX WU J€AaKTUBHUPYIOIINX
KOMIIOHEHTDI

° OCBO60)KZ[€HI/IQ KHNHHNHOB N3 KHHUHOI'€HOB IIPOUCXOAUT II0] I[eI/ICTBI/IeM
TpI/IHCI/IHOHO,Z[O6HbIX CEPHHOBDLIX IIPOTENHAS3 - KAJIJIMKPDEHNHOB,
JIOKAJIN30BAHHBIX B INIa3M€E€ KPOBH (HJIaBMeHHbII/I KaJI.TII/IerHH) U B
TKAHAX HEKOTOPBIX OPTaHOB

 JTO rpyimiia 0eJK0OB KPOBH, UTPAIOIINUX POJIb B , KOHTpOJIE
, KOaryJisiiiiyi ¥ BOBHUKHOBEHUHU O0JIEBBIX
OlLIyIIeHuN. BasxkHEUIITNMU KOMIIOHEHTAMH JAHHOU CUCTEMBbI SIBJISIOTCS
, KOaryJisiiiii ¥ BOBHUKHOBEHUH 00JIEBBIX OIYIIEHUI.
BarkHeNIIMMY KOMIIOHEHTaMU JIaHHOM CUCTEMBI SIBJISIFOTCSA OpaiIuKUHUH

5|

» Bricokomosutekynsipubii kuHuHoreH (BMK )cunTesupyercs B
HapAnQy ¢ . He 06s1a/1aeT KaTaiuTUYECKON
AKTUBHOCTBIO.

- Huskomonekyaspubiii kuauHoreH (HMK) cuHTEe3upyeTcs MecTHO,
MHOTUMU TKAHSIMHU U CEKPETUPYETCS BMeCTe ¢ TKaHEBBIM

- BMK u HMK o6pa3sytocTsi B pe3yIbTaTe
BMK u HMK o00pa3syroocTd B pe3ysbTaTe aJIbTepPHATUBHOTO
CILIaliICUHTA OJTHOTO
 IIpeKaJUTMKpEUH - IIpellleCTBEHHUK KAJUIMKPEWHA IIJ1Ia3Mbl KDOBU
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B m1a3zme KpoBU Yesi0BeKa IPUCYTCTBYIOT /1B KHHUHOT€HA:
BBICOKOMOJIEKYJIAPHBIN KUHUHOTeH (BMK) 1 HU3KOMOJIEKYISIPHBIN
kuHuHOTeH (HMK), cHTE3 KOTOPBIX KOAUPYETCA €AUHBIM I'€HOM,
JIOKQJIN30BAaHHBIM B XpOMOCOME 3.

« I'eH KUHHMHOTI€HA COJIEP?KUT 11 HK30HOB, JIEBATDH U3 HUX 00pa3yIoT TpU
TPUILJIETHBIX 3K30HA. DK30H 10 COJIEPKUT OOIIYIO AJI AByX KWHUHOT€HOB
KUHIHOBYIO IIOCJIEZIOBATEILHOCTD (9K30H 10a) 1 0co0yio C - KOHIIEBYIO
nocienoBaresibHocTh BMK (9k30H 10b), a 9K30H 11 KOogupyer yHuKabHyo C
- KOHIIeBYIO nocaegoBaTeibHOCTh HMK. AsibTepHATHBHBIU CIIJIAUCHHT
IIEPBUYHOI0 TPAHCKPUIITA KUHUHOTE€HOBOI'O I'eHa 00pa3yeT ABe pa3INnUHbIE
MPHK, crienuduunbie coorBeTcTBeHHO /111 BMK 1 HMK

« KuHuHOTEeHbI MOTYT 0OPATUMO CBA3BIBATHCA C TPOMOOIIUTAMY,
HeUTpomIaMu M S3HAOTETUATbHBIMU KJIETKAMHU

« Bo Bcex ciryuasx 71 CBA3bIBAHUA KHHUHOTEHOB € KJIETKaMU HEOOXO UM
Zn>" 11pu cBsA3bIBaHNH C KjieTkaMyd BMK KOHTposiupyeT ux pyHKIUU.
BzaumogeticrBue BMK (D3) ¢c TpoMbonimTamMu, CKOpee BCero uepes
TPOMOOCIIOH/TUH, yTHETAET AKTUBHOCTh TPOMOOIITMTAPHOTO KaJIblIauHA U
II0/IaBJIsAET arperaiu TPOMOOITUTOB, CTUMYJIUPOBAHHON TPOMOUHOM,
MIPENATCTBYS TEM CaMbIM CBA3BIBAHUIO MOCJETHETO C KJIeTKaMU



CesasnsiBaHue pakropa XII (pakropa XaremaHa) ¢
KOMIOHEHTaMH CYyO3HI0TETUAIBHOTO CJIOS,
AKTUBUPOBAHHBIMH TPOMOOIIUTAMU, MHUIIE/IJIAMHA U3
dochounuaoB Wik OaKTepHUaJabHLIMHU MOJIMCAXapUAaMU
N3MEHSET ero KOH(pOpMaIlnio, TaK 4TO:

1) OH CTAHOBUTCS UYBCTBUTEIbHBIM K PaCIeIlIEHUIO
KaJUTUKPENHOM; 2) B KOMILJIEKCE C KHHUHOT€HOM ITOBBIIIIAET
aKTUBAIIMIO MPEKAJIMKPENHa, T.e 00pasyeTcsi 00JIbIIIOe
KOJIMUECTBO (PaKTOpa aKTUBUPOBAaHHOrO pakropa Xlla

HauanpHbiN 5Tan — pacuiemienre paxkropa XII mo Arg3s53
obpasoBaHueM pepMeHTa, COCTOSIIETO U3 JIBYX
IIOJIMIIENITUIHBIX IleNel, COeJUHEHHBIX AUCYIbPUAHBIMU
cBsa3aMU. IIpoTeasHas aKTUBHOCTh HAXOTUTCS B JIETKOM
IIeIH, a B TAXKEeJIOU — JOMEHBI B3auMO/IeHCTBU.

KaJUutMKperH MOXKeT pacIllellIATh aajee o Arg334 u Arg343,
YTO IIPUBOJUT K IIOTEPE BTOPOU eI U CIIOCOOHOCTH
B3aHMMO/IEHCTBOBATH C IapTHEPAMU.



AKTMBaUMA pakTopa Xl

 Hanee pakTop XIla aktuBupyet paktop XI,
pacllenisisi B HeM cBs3b ¢ Arg369, oopasys
JIETKYIO U TSXKEJIYIO IellN, COe/INHEHHBIE
IUCYJIb(PUIHBIMH MOCTHKAMH (KaK U B CIyYae C
KaJIJIMKPEUTHOM).

- Hacnencreennbiu epunut pakropa XII u

KaJlJIeKperHa He IPOABISAETCA KaK MOBbIIIeHHAS
KDPOBOTOYHMBOCTD




AKTUBaUMA pakTopa IX

« ®akTop XIa aKTUBUPYETCH B pe3yJjbTaTe
paciielienns cBsa3er Argi45-Alai46 u
Arg180-Vali181 ¢ ocBobOOKaeHNEM IEeNITUaA
akTHUBAIu. MOKeT IIPOUCXOAUTD KaK I10/]
nevictBueM Xla, Tak u KoMmIiwiekca pakropa VII ¢
TKaHeBbIM (PAaKTOPOM B IPUCYTCTBUU Ca,
IIpryeM 00a IIyTHU IIPUMEPHO OJUHAKOBO
a3 PekTuBHBI. CHMIITOMBI KPOBOTOYHUBOCTH Y
00JIbHBIX ¢ AedunuTom paktopa XI MeHee
BbIpaKe€HbI, UEM Y OOJIBHBIX C Ae(PUITUTOM
daxTopos IX uau VIII, uTo cBUAETEIHLCTBYET 00
X (PU3HUOJIOTUYECKOU 3HAYUMOCTH.




AKTUBaUMA PaKTopa

- AxtuBanus gpakropa X 1oz aercreuem pakropa IXa
IIPOXCXOAUT HA IIOBEPXHOCTU POCHOJIUIIHNIO0B IIPU
yuactuu HOHOB Ca u pakrtopa VIIIa, KoTophIn
oOecIleurBaEeT CBA3bIBAHNE U ONITHMAaJIbHOE
B3auMo/iericTBue pakTopoB Xla u X, yBesInunBas
CKOPOCTH peakIivy B 100 000 pas.

« Y1 BHOBB pakTOp X COCTOUT U3 ABYX IIEIleN,
B3aMO/I€HCTBYIOIIUX 3a cueT 0Opa3oBaHUA
TUCyIb(PUIHBIX CBA3€H, 00Pa3yITCs OHU BCJIE/ICTBUE
paciieIieHusa cBsa3ed Arg139-Argi40 u/uin
Argi142-Seri143. AktuBanud @akropa X HPOUCXOIUT
BCJIEICTBHE paclieIlyieHUs cBsa3u Arg194-Ile195 B N-
KOHIIEBOU YaCTH IeNU C OCBOOOXKIeHUEM TENTHAA
aKTHUBALUU. J|pyron Ba;KHBIM KOMIIOHEHT aKTUBAIlUH

pakTopa X —KOMILJIEKC TKAHEBOT'O PAKTOPA U (paKTOpa
Vlila
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 [Ipu KOHTAKTE KPOBHU C KJIETKAMU,
SKCIIpeCCUPYIOIUMHU TKaHeBOH pakTop (TD), pakTop
VII cBsaswiBaeTcsa ¢ T ¢ Kd 3 am. Ob6paszoBaHue
KOMILJIEKCA YBEJIMUYNBAET YyBCTBUTEJIBHOCTD (PAKTOPA
VII K ipoTeosin3y, IpuBOJAIIEMY K PaCIIEILIEHHUIO
cBsA3u Argi52-Ile153. AKTUBAIMS TPOUCXOTUT MOJT
nercTeueM caegoB (pakTopoB X u IX, a Takxke
BCJIEZICTBHE ayTOAKTUBAIIMU. B 1m1asme 0kKoJ10 1%
dakTopa VII mocToOAHHO HAXOAUTCA B
AByXIlenoueuHou popme, kotopasi be3 T® He
NHruoupyercss antutpombuHoM III 1 He MoxkeT
AKTUBHPOBATh CBOU €CTECTBEHHBIE CyOCTPATHI:
dakTopsl X u IX.

» ®akTop VII MOKeT aKTUBHUPOBATHCA U MOJ, IECTBUEM
dakTopa XIla



" OUDSOETIIE TOONOYME=

« ®akTop X, aKTUBUPOBAHHBIN HA IIOBEPXHOCTH POCHOIUIIN/IOB
komiuiekcoM IXa-VIIIa wiau komiuiekcom dpakrop VIII- TO,
obpasyer KoMIUIeKc ¢ (pakTopom V 1 ipoTpomMOuHOM. B pesysibrare
IIOCJIEZIOBATEIBHOTO PACHIeIJIEHUS IBYX CBA3EH B MOJIEKYJIE
nporpombuna (Arg320-Ile321) obpasyercs MeN30TPOMOWH,
COCTOAIIUU U3 ABYX ITOJIOBUH MOJIEKYJIbI, COeUHEHHBIX
IUCYJIb(PUTHOU CBA3BIO.

« Mel30TpoMOUH CBA3BIBAETCS ¢ MPOoTeNHOM C U aKTUBUPYET
Ba30KOHCTPUKINIO. [Tocsie ruiponnsa B MEM30TPOMOMHE CBA3H
Arg271-Thr obpasyercss N-KOHIIeBOM (pparMeHT aKTHBAIUN
IIpOTpOMOIHA M MOJIEKYJIa O-TPOMOMHA, COCTOsSIIIAs U3 JIBYX Ilenel,
COeIUHEHHBIX JUCYIbMUIHOMN CBA3BIO. A IIEIIb COCTOUT U3 49
AMHUHOKHUCJIOT, HO Y YeJIOBEKA OT HEe MOJKET OTIIEIIATHCA 13
AMHHOKHUCJIOT 0e3 n3MeHeHMsI aKTUBHOCTHU. IIpoTea3Hbili U cyOcTpar-
CBA3BIBAIOIIME IEHTPhI HAXOAATCA Ha B-11enu (259 aMHHOKHCJIOTI)J.

- ITocsie mpoTeon3a TPOMOMH JINCCOIUUPYET U3 KOMILJIEKCA U
obecrieunBaeT cireAymlne GYHKINN: IIPOKOaryIsaTHas
AHTUKOATYJITHTHAsA, BAa30aKTUBHAsA 1 MUTOreHHasa. OH obecneurnBaeT
nnpeBpaineHre ¢ubpuHorena B GuOpuH 1 akTuBupyeT dakTop XIII,
cTabuiusupyromul GpuopuH. Kpome TOro, OH aKTUBUPYET CBOE
oOpa3oBaHMe, OKa3bIBasl IIPOKOATYJISHTHOE JIEHCTBHE.




- OrpannueHye CBePTHIBAHHUS KPOBU YUACTKOM
&ﬂddﬁ.ﬂdkh apiléal3k@dOBnokanmusanuu
YJACTHUKOB PEAKIIMH Ha IIOBEPXHOCTU
IIOBPEKAEHHBIX WU CTUMYJIMPOBAaHHBIX KJIETOK.
IIpu 3TOM HEOOXOIUMO YUacTHeE KJIETOK,
cogep:kamux T®, 1 akTHBUPOBAHHBIX TPOMOOIUTOB.

» Hapy:kHbIH1 CJI01 MeMOpaHbI COAEPKUT XOJNHOBEBIE
docdoumuabl, BHYyTPEHHUU - (POChaATUANIICEPUH U
ocaTuanIITAaHOIAMUH, 00aal0II1e
IIPOKOATYJISIHTHBIMU CBOMCTBAMH. ACUMMETPUYHOE
pacipezeaeHue onpeaessaerca guauina3on u ABC-
TpaHcrnopTepoM. IIoBbIllleHNIE BHYTPUKJIETOYHOM
KoHIeHTpanuu Ca HHruOupyeT TpaHCIOPTED,
CHIKAET IOBEPXHOCTHHIN YPOBEHbD
IIPOKAOTYJIAHTHBIX (POCHOTUITHNIOB.



Cuctema NpoTMBOCBEPTbIBAHMA:

 AHHEKCHH V: CEKpETUPYETCA U3
SHA0TEJINAIbHBIX KJIETOK U OKAa3bIBAET
JIOKAJIbHOE aHTUKOATYJIAHTHOE JENCTBHUE,
CBsI3bIBASICh C IPOKOATYIATHBIMU
dochomunugamu (Hanp. PochaTuanacepruHOM)

» UHruOUTOPHI CEPUHOBBIX ITPOTEA3: B OCHOBHOM
13 CEMENCTBA «CEPIIMHOB», KpoMme Toro, UITTD
(MHTUOMTOP MYyTH TKAHEBOTO (paKTOpa) U a-
MaKpOTJI00YJIHH.
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Nnia3mMnH

« ®epMeHT, pacIlelIAINN GuOPUH — IJ1a3MUH, 00pa3yeTcs
IIPU aKTUBAINU IUIa3MUHOTeHa (24 S-S cBA3HU, 5 KPUHIJI-
JIOMEHOB).

» KpuHIJI-qoMeHbI CBA3BIBAIOT IJIa3MUHOTEH ¢ GubpuHoM. OT
MOJIEKYJIBI ITa3MUHA 0CBOOOKaeTcss N-KOHIIEBOM MTENTU/I,
YTO aKTUBUPYET ruapoans pudpuHa. Pabouasa popma
IJIa3MHHA —/IB€ IENU C COeNHEeHHbIE JUCYIbOUAHBIMHU
cBsa3saMu. HanboJsiee uyBCTBUTEIbHA K ITPOTEOJIN3Y
m1a3MUHOM C-KOHIleBas yacTh nenu pubdbpuHa. IloaHasd
IIOTEPS CBEPTHIBAEMOCTHU — II0OCJIE OTHIEIJIEHUSA OJJHOTO U3 D-
JIOMEHOB, SABJIAIOINIETOCSA HepudepruyecKuM y4aCTKOM
IOJITUMEPU3AIUH.

« OQUH U3 TKAaHEBBIX AKTUBATOPOB IJIAa3MUHOT'eHA —YDPOKHHA3a
(EGF, xpuHIJI 1 KaTaJIUTUYECKUU JOMEH).

« KyJibTypa reMOJIUTHUECKOTO CTPENITOKOKKA TPOU3BOJUT
CTPENTOKKWHA3Y, 00pa3yIoIlyl0 KOMILJIEKC C IIJTa3MHUHOTEHOM, B
pe3yJsbTaTe 4ero GOpMUPYeETCs aKTUBHBIN IIEHTP IIPOTEaskbl.




