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CUCTEMA CBEPTBIBAHUS KPOBH
U, ECTECTBEHHBIE AHTUKOATYJISIHTHI

A. M. 3ybaupos

Kagpedpa 6uoxumuu (3ae.— axademux AH Tarapcrawa, npop. JI. M. 3ybaupos)
Kasauckoeo opdena Tpydosoeo Kpacnoeo 3namenu meQuyuHckoeo UHCTUTYTA
unenw C. B. Kypawosa

CeeprbiBaHHe KPOBH — CJIOXKHBII (hep-
MEHTATHBHBIl Tpollecc, B KOHIE KOTO-
poro mJaasMeHHbI raobynann ¢udpuHo-
reH NpeBpalaeTcsl B BOJOKHUCTBIH (Hub-
puH. PaxTOpLl CBEPTLIBAHHS KPOBH BHO-
CSAT BaKHBIH BKJAJ B reMocras. OTo BU-
HO M3 TOrO, YTO HapyUICHUS B CHCTEME
CBEPTHIBAHHSA KPOBH MOIYT BBI3BIBATD, C
ONHOH CTOPOHEI, KPOBOTOYHBOCTbL, a4 C
Apyroit — tpom6o3nl u amGoanu. Kpome
reMOCTaTHUECKO (OYHKIHH,  MHOTHE
naasMenHble  (GaxkTOpLl  CBEPTHIBAHHUS
KPOBH yYacTBYIOT H B psiie IPYTHX peak-
LU, 00eCNeunBaloIIUX TOMEOCTas.

Cefiyac oOImeNnpHHATA TEPMHHOJOTHS,
npeAsnoxkeHnass MexKAyHapOAHBIM KOMH-
TETOM [0 HOMEHKJaType  ¢$aKkTopos
CBEPTEIBAHHS KPOBH. B COOTBETCTBHH ¢
€ro peKOMEeHIaUHUAMH PHMCKHMH Ludpa-
MH 0003HA4alOTCsT (EpPMEHTHI, GeaKH
H MOHBl KaJIbIIHSI B  XPOHOJIOTHYECKOI
NOC/AEN0BATENLHOCTH ~ MX  OTKPBITHS H
uccaenoanus. OAHAKO BMecTe C 3TOIl
HOMEHKJIATYypOH NPHUMEHSIOTCS H HCTO-
PHYECKH CJIOXKHBIIHECS Ha3BaHHs (mpo-
TPOMOHH, TPOMOHH, (GUOPHHOreH, KaJb-
uuil, tpombomnaacTun). PakTOpH reMo-
KOaryJsillii, OTKPHIThIE IOC/e TPHHAIIA-
TOro, UH(POBOro 06O3HAUCHUSI HE TOJIY-
yuan. Hexoropble xapakrepuctuku gak-
TOPOB CBEDPTHIBAHUS KPOBH NPHUBEACHLI B
TabJHlLe.

[TockoIbKy CBepTEIBAHHE KPOBH sIB-
JISIETCST CJIOKHBIM TIPOILECCOM, NHMAAKTH-
YEeCKH O0Kas3aJoCh NOJE3HbIM BHIJeJeHHe
NpH aHaJjl3e ero BHEMIHero H BHYyTpeH-
Hero MexaHu3MoB. OCHOBBIM KpuTepHeM
475 MOAOGHOrO MOAPA3AENCHHS CJAYKHT
HCTOYHHK JIMIIONPOTEHHOB, IPEHMYIIECT-
BEHHO YYaCTBYIOIIMX B CBEPTHIBAHHUH.
Bo BHemHell akTUBHpyOIIEll cHcTeMe
TaKUM HCTOYHHKOM SBJISIETCS He KpOBb,
a WHble, BHELTHHE MO0 OTHOIIEHHIO K KPO-
B  MeMOpaHBl KJIETOK (ApPYyrHX TKa-
He#l), U3 KOTOpBIX OHH INIPOCAUHBAIOTCS
B KPOBb HJIH, HAa000OpOT, KPOBH NMPOHH-
KaeT X HUM. Bo BHyTpenueii akTusupyio-
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e cHcTeMe HCTOUHHKOM JHTOMPOTEH -
HOB CJIYKHT CaMa KPOBb — ee MJasMay s
dopmennble 371€MEHTbI, TJIaBHBIM o6pa-
30M TpombouuTapublil paxrop 3. Mckato-
UeHHE MPeJACTaBJSIIOT MOHOILUTH — HO-
CHUTEJIH JIMTIONPOTEHHOB, NPHHHUMAIOUIHX
yuacTHe BO BHEWHEN  aKTHBHpyoulei
cucreme. Kpome Toro, cyuiectByioT ¢ak-
TOpBI, O0LIMEe O/151 BHEWIHNE[l H BHYTpeH-
Hell aKTHBHPYIOIIMX cucteM: daxtop V,
baxrop IX, daxrop X, nporpom6GuH,
¢ubpunoren, Ca’t u paxrop XIII.

BHyTpeHHsia akTHBMpylOWwas cHcTeMa

[TocnenoBaTenbHOCTL peakuuil, HeoO-
XOAMMBIX /Il  akTHBauun gakropa X,
Tpebyer yuactus ¢daxropos VIII—XII,
OpeKa/yIHKpenHa, BLICOKOMOJICKYAsIPHO-
ro xuHuHoreua, cochoaununaos n Ca+.
Cxema, opueHTHpPYIOLLAs B COBPEMEHHBIX
NpeACTaBACHHSIX O TOCJEA0BATeNbHOCTH
NPOLECCOB, KOTOpbIe BEAYT K CBEPTbIBA-
HHIO KPOBH 10 BHYTPEHHEMY IyTH, MpH-
Begena uHa puc. 1. OHa ocHoBaHa Ha
KaCKaAHOH THIOTE3e ¢ BKJIOYEHHEM
TPOMOOUHTAPHBIX (HOCHOIUTH OB,

— TUSNOH e U — 7

Puc. 1. Buounast cxeMa BHyTpeHHeH W BHeliHeil

cucreM o0pas3oBaHHsT TpoMOHHA.

Hauano npouecca ceeproiBanus kpo-
BH ofbecneunBaerT ee KOHTAKT C uyyzKe-
POJLHOH TOBEPXHOCTHIO, TO €CTL CO BCS-
KOH Jpyroii MOBepXHOCTHIO, Kpome He-
NOBPEHAEHHOrO  3HAOTEJHSI  COCYIOB.
[Ipu xonTakTe nmpoucxoast aacopbuus u
axtuBauus ¢axropa XII. Yenopeueckuil
¢akrop XII — raukonporenn, xortopbiii
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%“, ARUJIBHOTO  KOHIA MOJIEKYJILI

COCTOUT M3 OJHOII MOJHIENTHAHON 1en,
HMerollell BHYTPEHHIOW AHCYIb(OHAHYIO
neraio. OH siBasieTcst npodepMeHToM ce-
PHHOBOIl NPOTECA3bl, NOJIHASIT AKTHBAILHS
KOTOpOll CBsi3ana ¢ OrpaHUuCHHBLIM HPO-
TEOJIH3OM B Ipeae/iax AUCYJIL(MHAHOM
nmerad. B pesyabTare ruaposuza oaHoil
NeNTHAHOH CBSI3H BO3HHKAeT JABYUCIHO-
yeyHasi ¢gopma (pepmenra (hakrop
XIla), cocrosuiast u3 [OJHUICITHAOB C
MoJieKkyJisipHbIMu Maccamu 52000 u 28000
Hda (puc. 2). Bropoit paspbis nemntuanoil
CBsI3M 3a IpeaesaMu  AMCYJLGUHAHOI
AeTJH BeJdeT K OTHACJEHHIO OT KapOoK-
AKTUBHOIO

3 Vbepmenta ¢ MoJsiekyasipHo# Maccoii 28000

d

Ia, o6o3nauaemoro kak B ¢paxrop Xlla.
NHy-koHueBo#t nosnunentug o (axktop
XIla comepzKHUT O6OJILIION y4YaCTOK JUJI5
CBSI3bIBAHHUSI C OTPHILATEJ]IBLHO 3apsizKeH-
HBIMH noBepXHocTsamu, a COOH-xonue-
BOH  MOJUOENTHJ — aKTHUBHBLIH  LCHTP
depmenta. [lostomy a ¢axtop Xlla
CBSI3bIBAETCSI C OTPHILATEJLHO 3apsizKeH-
HBIMH  NOBEPXHOCTAMH, a [5 dakTop
XIla — wuer.

B npuHuune mMexaHusam NpOTEOJIUTHYE-
ckoll axtuBaumu pakropa XII Becnpma
CXOHeH C aKTHUBAIHel TPUICHHOTeHA U
XHMOTPUIICUHOTCHA: TOSABJACTCH HOHHASA
napa Mexxay HoBoobGpaszoBauusiMu NHo-
KOHLIeBBIM OCTATKOM JICTKOH LleNlH H Kap-

Puc. 2. Moayabuas crpykiypa ¢akropa XII
no Jlemmae. NHy-xonumeBas ob6aacte (1—353)
OTBETCTBEHHA 3a CBsI3bIBaHHE C MOBEPXHOCTHIO.
Moayau ¢ubponektunosoro  rtuna Il (A—D),
snugepmagbioro ¢akropa pocra (b—B), ¢uo-
poHexkTuHoBoro tHna I (B—T), smuaepmaJbHO-
ro ¢pakropa pocra (I—JMI), xpurra (I—E), yua-
cToK, oborauenusiii npoaunom (E—)K). COOH-
KoHIeBas vacTh (354—596)—cepuHoBasi mporeasa.

Cuapoaus mnenTHAHoOH cBsisu y Apr 353 nox
JeiicTBMeM KaJuukpenHa wuau o paxropa Xlla
(ayToKataan3) BeleT K 00pasOBaHHIO a paxro-
pa Xlla. JlaibHeiimee pacllerienne KalnKpen-
HOM menTHaHOH cBsizm y Apr 334 m  Apr 343

naet P daxrop Xlla.

OOKCHJILHOMH I'PYNIOH oCTaTKa acrmaparu-
HOBOH KHCJIOTBI, KOTOPLIA HAXOAUTCA PA-
JIOM C CepHJIOM aKTHBHOIO IEHTpa.

Pacmiensienue aHaJoTHUHBIX BHYTPCH-
HUX TENTHAHBIX CBSA3efl THOHYHO IS aK-
THBAIMM TIOUTH BCEX APYIUX npodepMeH-
TOB  IEeMOKOAryJISIHOHHOIO  Kackana.
[Tpespanicuue dakropa XII B nByuemno-
uyeyHyio (GOopMy HMPOKHCXOAHT B OCHOBHOM
oL ACHCTBHEM KaJJIMKpeHHa, HO MOKeT
TaxKzKe ()(,‘yIU,CCTB."lﬂTI)CH nJaasMHuHOM "
daxtopom Xla [7].

Bonpoc 06 HHHIIMAJIBHOM MeXaHH3Me
axtuBaunu daxropa XII npu xKourakre
C UYZKCPOJHBLIMU [OBEPXHOCTAMH OCTa-
ercsl HeBbIsSICHEHHBLIM. Ecsu  panee mpe-
obJana0 npeanosoxkKeHue o Kondopma-
HHOHHOM O0HAyKEeHUH aKTHBHOrO LEHTPA,
TO HejaBHHe KHHETHYECKHEe MHCCJIeloBa-
nug ¢ ounmennniM daxktopom XII [7] u
namu ¢ M. M. BanmeBblM ONBITHL  HA
LeJILHOH I1JiasMe KDOBH MOKazaJd, 4TO
Hapsiy ¢ PCUHNPOKHOH aKTHBaLMeH KaJ-
JUKPEHHOM BO3MOJKHA ayTOAKTHBaIHS
oA JeHCTBUEM CJeJ0BOH (epMeHTaTHB-
woil axtuBHocTH (paxkrtopa XII mau Tako-
ro K€ CJEIOBOr0 NPHUCYTCTBHA ¢ PaKTO-
pa XlIla B nnasme xposH. Kpowme TOro,
BO3MOZKHO, YTO aAcopOIUs JaeT CHelH-
(uueckoe HehepMEHTATHBHOE — pacIllen-
nerne ¢ obpasoBanrem o paxropa Xlla.
Haxkowuerr, BeICKa3blBaeTCsl THIIOTE3d, YTO
Hauanbnas aktuBauus ¢paxrtopa XII
npeacTaBiasier coboft  cyb6cTpaTHHIAYLH-
posauubiii xartaaus. [To nanseim T. A.
slpoBoil axTHBaUUA npekaJ/JuKpeHHa
MOYKeT HHHIMHDPOBATLCS KaTeNTHUSCKH-
MH NpPOTEHHA3aMH B MecTax MNOBpexKe-
HHUsl TKaHeH.

K uucsy 3 ()eKTHBHBIX MOBEPXHOCTEH,
ofecreunBalOUIHX KOHTAKTHYIO aKTHBa-
nuio pakrtopa XII, oTHOCcATCS  KBapl,
CTEKJIO, KaoJiHH, UeJuT, acbecT, [AeKCT-
pancyandar, a H3 (HHU3HONOTHUECKHX —
KoyKa, KoJuaareH, cyJsib(GaTHAB — COCTaB-
Hble YaCTH KJETOYHBIX MeMOpaH, aape-
HaJuH, 0OaxTepHaJbHBIE JIHIONOJHCAaXa-
puasl. Hanpumep, B NPHCYTCTBUH  JI€K-
cTpancyabdaTta KataguTHyeckas 3ddex-
THUBHOCTb aKTUBAIUH yBEJHUHBAJaCh AJS
¢akropa XII B 11000 pas, a mns xau-
aukpenna — B 70 pas. XoTs NOJHBIE KO-
JINYeCTBEHHbIE TapaMeTpel (depmeHra-
tuBHOH akTupHocTH a axtopa Xlla u
B daxropa Xlla elmle He mosydeHsl, HMe-
jolHecs] JaHHBIE CBHAETEJNLCTBYIOT, UYTO
oHH 006a SIBJSIIOTCS pe3yJbTAaTHBHBIMH
aKTHBATOpAMHU NPeKaJJUKpenHa, a 3 Ipo-
Hecce axktuBauuu paxropa XI a dpaxrop
XIla mo kpaiineii mepe B 100 pas Gouee
aearesnen, yem P daxrop XIla. Kpome
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npexannukpenna n daxropa XI, a pak-
tTop XIla akTHBHPYET, XOTs U 3HAUHTEb-
Ho cnabee, nnasmunored, Cl KoMmoHeHTt
xommnjaemenrta u paxrop VII. Takum o06-
pasom, naxe Ha caMOM HauyaJbLHOM 3Ta-
e BHYTPEHHHI N BHeMINHII NYTH CBep-
TBIBAHMUS KPOBH COEMHHCHBI.

[Tporeonutnueckas aktTuBauus Gpakro-
pa XII, ancop6HPOBAHHOrO Ha uy¥Kepou-
HBIX MOBEPXHOCTSIX, NOA AciiCTBHEM Kaul-
JHKpPEHHa, PaBHO KaK H HPOTCONHTHUC-
CKasl aKTHBALMS NPEKAJTHKPEHHa MOJL
neficreuem ¢daxtopa Xlla, ycusmsaercs
B 10—30 pa3 BLICOKOMOJICKYJISAPHBIM Ki-
HHHOTCHOM,  KOTOpPBIH, Kak u ¢akxrop
XII, B 9KBHMOJIIPHLIX KOJHUECTBAX COP-
OHUpyeTcsl Ha OTPUILATENLHO 3aPSAIKETHBIX
NOBEPXHOCTSIX.

BoicokoMoueKyisipHbIi KHHHHOTEH,
PJIHKOTPOTEHH, COCTOSINIMI M3 OQHOH IO-
JUMenTHAHOH uenu (cMm. TabJa.; puc. 3),
BBIIIOJIHSIET POJIb KoaKkTopa B peaki-
SIX KOHTAKTHOH axktuBaunuu. B ero wmo-
JIeKyJe, KpoMe npedopMHPOBAHHOrO Ba-
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Komnieke a dpaxropa Xlla ¢ Bpicoko-
MOJIEKYJ/ISIDHBIM KHHHHOICHOM Ha 4YyXKe-
pOAHOI MOBEPXHOCTH SMPCKTHBHO TMOL-
Bepraet  orpaHHYCHHOMY NPOTEOJIU3Y
OPCKAJJIHKPEHH M TEM CaMbiM HEpeBO-
JIUT ero B akTuBhyio ¢popmy. B xoje stoi
peaxknmi BLICOKOMOJICKY/IsIpUbI KHHHHO-
reH cnocoOCTByeT crnelH@HUeCKoMy TNPH-
COCJIMHEHHIO K KOMIJICKCY HpeKaJJuKpe-
una, a ¢paxrop Xlla ocyurecTBisier npo-
TCOJIMTHUCCKYIO aTakKy.

[Tnrasmenunblii  npekaJJIHKPEeHH — TOXKe
npejacTaBasieT coO0H TJAHKONPOTEHH, CO-
CTOAIIMIT M3 OJIHOH MOJIMNENTHAHOH 1lie-
nu - (em. Taba.). IlpekayquHKpenH B KO-
JIEKCE C BBICOKOMOJIEKYJISIPHBIM ~KHHyT
HOreHoM B TJa3Me KpOBH HAXOJHTCS B
y-raobynnnosoil dpaxunu. ITo nanHbiM
reJib-(UALTPAllHH, B 3TOM  KOMILJIEKCe
copepzxutcs u ¢axrop XII. PacuienJe-
e crnenuduueckoil NMenTHAHOH  CBSA3H
noja aeficrsuem (axropa XlIla nmpusopur
K obpaszoBanuio (GparMeHTOB C MOJEKY-
JsipHbIMH Maccamu 50000 u 35000 Ila,
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SAQAKTOP Zlta

(haxTopoB cBepThiBaHust KpoBH. OObsic-

HEHHSA B TEKCTC.

30aKTHBHOrO — nentuia  OpajdKHHHHA,
HMEETCsI BechbMa HeoObluHasl I0CJe0BAa-
TeJNbHOCTL 50 AMHHOKHCJIOTHEIX OCTAT-
KOB ¢ mpeobaananneM ructuanna (309%),
ranunna (30%) m amsuna (10%). Dror
YUaCTOK MOJICKYJIBl C [MOJOKHTEJbHBIM
3aps0M, OUYEBHIHO, OTBETCTBEHHBII 3a
B3aUMOJEHCTBAE C OTPHIATEJLHO 3aps-
JKEHHBIMH  TIOBEPXHOCTSIMHM, BMeCTe C
COOH-xomnmesofi 061aCThi0  MOJIEKY.IHI
ofecrneynBactT Ko(akTOPHYIO AKTHBHOCTL
B IIpouecce KOHTAKTHOH axkTHBALUHUH (ak-
topa XII u mpexannukpenna.
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COC/IHHEHHDBIX AHCYIb(MUIHBIMU CBSI3SIMH,
I K resepaudu (pepMEHTATHBHON aKTHUB-
HOCTH KaJIHKpeHHna. AKTHBHBIH ILEHTp
9TOH CEPHHOBOH MpOTEHHA3bl HAXOIMTCS
B JICTKOH Iemu.

OcuoBuble cyGeTpaThl KaJJHKPeHHa —
9TO KHHUHOreH H (akxtop XII, KoTopsii
NOJABEPraercss pPeUUNPOKHON aKTHBAIHHU.
[Ipn BpOKAEHHOM HenOCTAaTKe MJa3MeH-
HOro mnpexajaukpenHa (daxropa dDjer-
yepa) axtuBauust daxropa XII mpowuc-
XOJHT 3aMeJJIeHHo, KakK U CBepThIBaHHe
KPOBH MO BHYTPEHHEMY NyTH. AKTHBHBIH
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kommaexe o paxkropa Xlla ¢ BHICOKO-
MOJICKYJISIPHBIM  KHHHHOICHOM — OMHMO
B3AUMOJACHCTBHUS ¢ NPEKAMJIUKPCHHOM aK-
tusupyet dakrop XI, npeacTaBiasioninii
coboil KoHeuHoe 3BCHO B KOHTAKTHOM
(ase cBEPTHIBAHHS KPOBIL.

®akrop XI, BbIAC/CHHBIA M3 MAa3MDI
KPOBH UCJIOBEKA, SIBJSICTCS TJIMKOIPOTCH-
HoM (cM. TabJui.), COCTOSILIUM M3 JBYX
NOXOKHUX HMJH MACHTHUHBIX TOJUICIITH /-
HBIX IleMeH ¢ MOJICKYJISIPHLIMH MaccaMmu
83000 [la, COCAMHCHHBIX JHCYJb(UIHDI-
M MocTHKamu. [lpu axrtuBamun KoMmIi-
sekcom a paxtopa XlIla ¢ Bricokomose-
JBYJISIPHBIM  KMHHHOICHOM — Ha 4yzKepo-

pa XI ne mensercs, no ofe memnd pac-
LenJsIioTCsl Ha  (parMeHTbhl ¢ MOJIEKY-
asapubiMH Maccamu 48000 u 33000 [la
(puc. 3). CuepoBarenbHO, aAKTHBAIMS
IPOMCXOJUT MyTEeM OrpaHHdeHHOTO Mpo-
teosmsa. Apcopbuun daxropa XI  na
OTPHLATENLHO 3apsAKEHHLIX — MOBEPXHO-
CTSIX, BUJAUMO, CIOCOOCTBYET €ro MoJIo-
KUTEJbHBIH — 3apsl, 00y Ca0BICHHLIH
60J/Ib1IOI NPOMOPUHEH OCHOBHBIX AMHHO-
kucaor. Kpome Toro, xak u B cJayuae
C MpeKaJJUKPEeHHOM, B3aHMOJCHCTBHIO C
a paktopom XlIla crTepuuecku CopencT-
ByeT BbICOKOMOJICKYIAPHBIH KHHHHOTCIL,
Ha MOJIEKyJie KOTOPOro, BeposTHO, pac-
noJjiaraeTcsi KOMIIJIEMEHTApHbIH yUaCTOK
7151 CBSI3BIBAHUSA TsizKeJoH 1enu (axro-
pa XI.

V Tpex ¢epMeHTOB KOHTAKTHOH (askl
CBEpPTHIBAHHMS KPOBH AKTHBHBEIH — IIEHTP
HAXOAMUTCSI B JIECKOH uenH, a TsKeJjaad
Lenb CJay:KuUT agasi agcopobunu. Ilostomy
JOMYyCTUMO MPEANOoJOZKeHHe, 4TO  OHH
HMEIOT O0IIero 3BOJONHOHHOIO Mpealle-
CTBEHHHKA, TeM OoJiee 4YTO MEKIy Iep-
BHUHBIMH CTPYKTypaMH HpeKaJJIHKPEHHa
i ¢paxtopa XI BbisgBJIeHa JaJeKO HAY-
mast romoJiorus. Bce peakuMH KOHTAKT-
HOH (ha3bl CBEPTHIBAHHSI KPOBU (BIJIOThH
10 obpasosanusi (axrtopa Xla) wmoryT
nporekatn 6e3 Ca’t.

OcnoBHoii ¢dyukuueii ¢akropa Xla
SBJASIETCS MPOTEOJHTHUECKOe paculemnse-
nue ¢axropa IX, Beayuuee K €ro axTi-
pauuu. /s 9TOH peakuuu Heo6XOLHMBbI
Ca?+.

TectupoBanue Bcex (HaxKTOPOB  KOH-
TaKTHOH (pasbl CBEPTHIBAHUS KPOBH CBsI-
3aHO C KJHHHUKO-J1a060paTOPHBIM BLIfIB-
JIEHHEeM MallHeHTOB, HMEIOLIHMX BPOXKACH-
Helfl nedunuT omHoro us ¢daxrTopos. Ta-
Kofi JHe(HUIHUT XapaKTepU3yeTcs: 3aMel-
JIeHHeM CBepPThIBAHUA KPOBH, & KPOBOTO-
YUBOCThH 3aKOHOMEPHO BCTPEYaeTcs JIHMILb
y aun ¢ HepocratkoMm ¢axropa XI (re-

mousns C). Buoxmmuueckoe ornpeje-
nenne (axropa XII ocHoBano subo na
(pyHKIHOHAJNLHBIX TecTax, Ju06o Ha MM-
MYHOJIOTHUECKHX MeTOAax. B orimnuue or
KaJJHKpPEHHa, KOTOPbIA JIOBOJLIO JIEIKO
jccopbupyeTcs M3 KOMIICKCa Ha yyzKe-
POJHOI MOBEPXHOCTH, ¢daxrop Xla ocra-
eTcd  JJUTEJbHOE BpEMS CBSI3AHHDBIM,
yTO, MO-BHAHMOMY, OOECMEedIUBACT JIOKA-
JIM3A1MI0 FeMOCTATHUECKOro  Ipolecca.
AKTHBalUs KOHTAKTHOH (hasbi CBEPTHIBA-
HHSI KPOBH — 5TO CYIIECTBEHHBIH  MpO-
1ece, JUMUTHPYIOUIHH BIKHBJIEHHE B Op-
ranu3M aJJonaacTHUeCKHX MPOTE308 CC-
CY/OB W CepAla, W Takme HCHO/bL30BA-
HHe 3KCTPakopropaspHoro  KpoBooOpa-
I EHU .

CJieayloiLuil 3Tal CBEPTHIBAHUS KPOBH,
nnunuupyemeiii pakropom Xla, Brioua-
et npeppaulenne ¢paktopa IX B cepuno-
pyio mpoready — ¢dakrop IXa u o6paso-
panue KoMmmJexkca ¢ (ocqOIHIHAHBIMUA
MUILC/IJIaMH, HOHAMHI KaJjbllhd U (akro-
pom VIIL. Itot MYJIbTHMOJIEKY 15 PHBIA
KOMIJIeKC (epMeHTAaTHBHO TIpeBpaliaer
daktop X B (haxtop Xa.

[ToayueHHblil BBICOKOOUHILLCHHBI Mpe-
napar ¢gaxropa 1X gABJseTCA TIHKONPO-
TCHHOM, KOTODBLIH COCTOHT M3 OIHOH TO-
jgunenTtuanofl mend. [ayTaMuJbHbIe OC-
ratku B NHo-KoHIEBOH 06JacTH MoJe-
KyJbl MO (MHLIEPOBAHBl B OCTATKH y-Kap-
GOKCUTYTAMHHOBOH KHCIOTHl. AKTHBA-
uus noa geficrBuem (aktopa Xla B mpH-
cyrersun Ca®+ mpoTekaeT MOCPeICTBOM
OTpaHHYEHHOTO INPOTEOJH3a IABYX Me-
TUAHBIX CBs3efl (oAHa apr-ana-cBsa3b C
NHo-kKoHIIa M BTOpas apr-BaJj-CBi3b C
COOH-KoHIIa MOJIeEKyJbl) B [ABa 3Talna.
BuauaJje paspbiBaercsd apr-ana-cBssb C
BO3HUKHOBEHHEM HEAKTHBHOTO MPOMEKY-
TouHoro npoaykra, akropa 1Xa, satem
IPOMCXONHT Oojiee  MeAJIeHHAst —peax-
IMsI — Pa3pbiB apr-pas-cBsisan M 06paso-
panne axrtusnoro ¢daxrtopa IXap. Bo-
COKOMOJIEKYJISIDHBIfl KHHHHOIEH HE OKa-
3piBaeT BJMSHME Ha akKTuBammio [5].
Tor Ke MPOAYKT aKTHBAIUU IMOJAYYaeTCs
ros BausinneMm kommiaekca daxrtopa VIla
¢ TkaHeBbIM TpoMOGomaactuHom u Ca?*
[9]. Kpome sTHX ABYX myTeil, ¢aKTop
I1X, mo-BHAUMOMY, MOIKET OBITH IpeBpa-
men B ¢axrop IXa moa aelicTBHEM aK-
THBATOpPA, COJAEPZKAllerocst B I'PaHyJasAp-
HOfl (Ppaxuun MoaUMOP(HOSIAEPHLIX JIeH-
KountoB, B mpucytcteun Ca’t. O6napy-
JKeHHE aJbTepHATHBHBIX CNocob0B  aK-
tuBanuu daxropa 1X, BepOATHO, CIAYKHUT
ofbsicHCHUEM TOMYy, uTo y CGOJBHBIX Te-
moduaueii C (aedunut daxropa XI)
KPOBOTOUMBOCTb  BBIpAXkKEHa HAMHOTO
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MeHblne, yeM y GOJbHBIX TeMOGHIHIMU
A u B. Myranun B rene ¢daxropa IX BbI-
3bIBAlOT remoduanio B.

Crnenucuueckas Guosornueckasr ak-
THBHOCTbL ¢hakropa IXa, saxmouarouias-
Cs1 B OrPAHHYCHHOM MHPOTEOJIH3e (HaKTO-
Pa X, mposiBasiercsi mocae ¢opMipoBa-
HHIsT Komnuekca ¢ ¢daxropom VIII, anas
aToro Tpebyercst nanuune Ca’+ u oc-
osmnuanoi Matpunb  (puc. 1). B xa-
uecTBe 1nocsieaHell GHU3HOJIOrHUeCKH He-
NOJIL3YeTCst TpoMOOUHTApPHBI dakTop 3,
Npeacrapsonii coboil nnnonporeuHo-
BBIl (DparMeHT TPOMOOUMTAPHON  MeM-
Opatbl. B sxcnepumenTanabubix ye/o0BH-
SIX MaTpHilefi MOTyT ObITb BE3HKY.JILI M3
cmect gocdaTHaUNITAHOIAMHHOB U (hOC-
baruanicepunos. Moubl xaabuusi  Bbi-
NOMHAIOT POJb CBA3LIBAIOLIMX MOCTHKOB
MCXKY MNOJSIPHBIMH — TOJIOBKAMH — HTHX
dochonunuios  w KapOOKCHJbHBIMHU
CPYNIaMH OCTATKOB  y-KapOoKcHrJayTa-
MITHOBOH KHCJIOTBI B NIs-KoHIIEBOI 006-
Jactu ¢axkropa IX (puc. 3). B oTauune
OT JIHIONPOTEHHOBOIO KOMILJIeKca hak-
topa III, B TpomGounrtapuom dakrope 3
yuactHe OeJKOBOrO KOMIOHEHTa, I10-BU-
IuMOMYy, HeoOs3aTesIbHO, TaK Kak mepe-
BaplHBaHHe  €ro  MPOTEOJHTHUECKHMH
Gepventamu He CcKasblBaeTcsl Ha OuO-
JIOTHYECKOH TreMOKOaryJIsiiiHOHHOI ak-
TiuBHocTH. Cpoacteo dakropa 1X B mpu-
cyretBun Ca?+ k cocharnauncepunam,
OMpeJeNIeHHOe METOAOM  TBep o asuoii
ELISA, Beicoxo — Ka=8,4-105M! [6].

@axrtop VIII — 310 HeCTabHIbHbBIIT
TJIHKONPOTEHH, LUHPKYJHPYIOUHI B KpO-
BH B KOMILIEKCE C JAPYIHM  OGEJKOM —
¢paxropom Busnne6panma. Beuay upes-
BBIYAHHOH TPYAHOCTH OYHCTKH HATHBHO-
ro GesKa JaHHBIE O €r0 CTPYKType mo-
JIyUEHBI MO pe3yJbTaTaM MOJIEKYJISIPHO-
ro KjoHHpoBaHusA. MoJjekynasipHass Mac-
Ca CIMHCTBEHHOH NOJUOENTHAHON ileni
(o6pasyiomieii 5 n0MeHOB) cocTaBjsier
oros0 265000. B niasme kposu (axTop
VIIT obuapymuBaercss Kak KOMIJICKC
TSZKEJIOT0  aMHHOKOHILIEBOIO  (pparMeHTa
(200000 Jda) ¢ KapGOKCHKOHLEBLIM
¢pparmentom (76000 [a), KoTopwiii cTa-
OHIM3MPOBAH HOHAMH METaJlJia.

BricOKOMOIEKY IsIpHBIH KOMITOHEHT
(paxTop Buanebpanna VIIT: Bp) aB-
JIIETCSI TeTEPOrCHHON  nonyJsiHen 6eJ-
KOBBIX MYJIbTHMEPOB, KOTOPBIC PELyJIH-
PYIOT aAresvio M arperauuio  OTMBITHIX
TPOMOOLUHUTOB K HOBPEIKACHHBIM TKaHsSIM
COCYI0B, M €r0 OTCYTCTBHC B KPOBH MpH-
BOIMT K Gosiesun BusneGpaunpa, xapak-
TepHU3YIOUICHCsT HapyuIeHHeM reMocrasa
C IJHUTeJNbHBIM KpoBoTeueHueMm. CuHTe-
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SBUPYETCsl B SHAOTENHANBHLIX KJICTKAX U
MeraxkapuonuTax. 3pesawlii daxrop Bua-
gebpanjla COCTOMT U3 CyOLOAHHHIL ¢ MO-
JEKYJISIpHOH Maccoil okoso 250000 [la,
KOTOpBIC 06pasyior My/nbLbTHMEPH, Baphb-
upyioie oT guMepoB a0 10 MUJIJIHOHOB
JaJNbTOH 110 Macce.

Koaryssinouusiii
(VII1: K) wucnpasaser
CBepTbIBAHHE MNJAa3MLI KPOBH GOJLHBIX
remodpuaneit A. Takiim obGpasowm, Ha
yposue dpaxrtopa VIII nepecexaiorcs npa
FCMOCTATHUYCCKHX MeXaHH3Ma — TpoM6bo-
IHTAPHLI H TeMOKOATYJISIIHOHHBIH.

(haxTop VIII
3aMelIeHHOe

Cuntes VIII: K saBucuT OoT rena %X{
X-xpomocome, a obpasosanue VIII: Bg
B SHAOTEJNHAJNLHBIX KJICTKAX PperyJjupy-
ercs aytocomadnbho. Hapyuienus: cunresa
daxropa VIIly GonbHbIX remoduaneii A
MOTYT ObLITb BBI3BAHBI KaK JeJelus-
MH, TaK H TOUCUHBIMH MYTalHUSIMHU B CO-
OTBETCTBYIOLIEM TEHE.

Koaryaauuonnas akTHBHOCTBH (hakTo-
pa VIII pesko Bo3pacraer moa aeHcTBH-
€M  CJCIOBBIX  KOJHYECTB TpoMOHHA,
njasMuHa M TpuUIcHHA W GoJjiee 3HAUHU-
TeJLHLIX KOHLeHTpauuid ¢axropa [Xa.
B Xoae axtHBamuu MpoOHCXOAUT MPOTEO-
aus ¢paxtopa VIII ¢ obpasoBanuem ce-
MeficTBa NeNTHAHBIX 1lenefl, HO 3areM,
BHAHMO, B Pe3yabTaTe HPOA0JKAIOUIEro-
Csl NMPOTeOoJH3a KoaryJ siHOHHOe HaeHCT-
BHC HcyesaeT. DB xone
CBEPTbIBAHHS KPOBH INPOUCXOAHUT aHaJO-
THYHBIH NPOLECC, U CBIBOPOTKA CONEp-
JKHT 3TOT 0€JIOK yzKe B HEaKTUBHOM
opme.

Koaryaannonnast akTHBHOCTL (aKTO-
pa VIII (VIII: K) sakaiwouaercs #€e B
BLINOJIHCHUH UM (depMeHTaTHBHOH (hyHK-
UMM, KaK 3TO HpeArnoJ/iarajoch Ha OCHO-
BaHHH KaCKaAHOH TEOpPHUH CBEpPTHIBAHUS
KpOBH, a B obecrnieyennu OGJaronpusiTHO-
rO MPOCTPAHCTBEHHOIO B3aHMOJAEHCTBUS
¢axropa IXa ¢ ero cyGerpatom — dak-
Topom X. Dochonunuab M KaJbIui
cayzkaT agada guccouramun VIII: K u
VIIL: B, tak uto nepsblfl H3 HHUX MO-
KeT CBs3bIBaThL (hakTtop IXa. AKTHBHpO-
BaHHbIH Tpom6unom dakrop VIII ysean-
quUBaeT V jax peaKkiuu akTHBaluH dax-
topa X, a ¢ocdoynnuab NepBUYHO CHH-
KaT BeaHuuuny Ky, .

[inkonporenn — dakrop X Haxomut-
CA B NJa3Me KPOBH B HEAKTHBHOH ¢op-
mMe (B BHAe npodepmenta). C ero ax-
THBAINM HaYUHaeTcs OOWHE NyTh cBep-
TRIBAHUA KPOBH. JIByXIilenmoueynoe cTpoe-
Hue pakropa X orinyaer ero ot npodep-

C€CTECCTBEHHOI'O

!
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_ #CBEPTBIBAHUIO
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MEHTOB CEPHHOBBLIX IpoTeas, B TOM UH-
cje U OT APYrux (pakTopoB NpoTpoMOH-
HOBOI'O KOMIIJIEKCA, KOTOpPBIE CYILIECTBY-
10T B (pOpME OJHOLENOYCUHBIX  OCJIKOB.
MouexyJisipnast Macca TakeJ0H el co-
craBasier 4200, a Jgerkoit —17000 a.
Oéf: Lend COCJAMHEHBl OAHOH JAHCYJIbLDU-
HOIl CBSI3bIO.

B Tskenoff menu comepKuTed ocTa-
TOK CepHHa, BXOJSLICIO B  aKTUBHBI
uenTp. B mponecce akrupanuu mon Aci-
crBueM ¢axropa IXa wuam  daxropa
VIla ot NIHs-konueBoit oGuactu TsizKe-
/¥ 1enu nyTteM paciiensienust  CHelu-
J#ueckoit apr-uscii-cessu OT/IeJSIETCS
TJHKONENTHA ¢ MOJEKYJsAPHOH Maccoi
14000 Ha u o6Gpasyercss (aktop Xa
(puc. 3 u 4).

NH,

epUEeBrs npoTeain

Puc. 4. Moayabnasi crpykrypa npoTpoMOHHa,
¢dakropos VII, 1X, X u mporeuna C.

Jlerkasi uenb uyeJsioBeyeckoro axropa
X coctouT M3 139 aMHHOKHCJIOTHBIX OC-
TATKOB, B 4YHMCJIO KOTOPBIX BXoAAT 11 oc-
TAaTKOB y-KapOOKCUIJIyTAMHMHOBOH KHCJIO-
THl, CJyXKalluX [Jsi cBsidpiBanus Ca?t,
1 poconunuao. B 63-M nOJ0KCHUH
TOH LeNu HAeHTH(GUIMpPOBAHA DaHee He-
H3BeCcTHAasl B 6esiKaX a-3pUTPO-f -THAPOK-
cHacnaparnHoBasl KHCJ0Ta, QyHKILHsT KO-
TOPOH HesiCHA.

BHewHsag AKTUBHpYyKWUasg cuUcrema

Cxema, opHeHTHpYIOILAsl B I0CJE10Ba-
TeJBHOCTH IIPOLLECCOB, KOTOPbIE BEAyT K
KPOBH 10 BHEIIHEMY IIy-
i, mpuBejeHa Ha puc. 1. CeepThiBaHHe
KPOBH I10 3TOMY NyTH HAuHHAeTcsl C BO3-
HUKHOBEHHSI KOMIIJIEKCa TKaHEBOrO TPOM-
6onnactuna (pakrop III), daxropa VII
u Ca?+t. JIMDONpOTEHHOBYIO INPHPOLY
TKAHEBOTO TPOMOOIJIaCTHHA  BIEpBbIe
npoaeMoncrpupoBan . Yapradd. Ha-
HIHMH HCCJEJOBAaHUSIMH  OOHapyXKeHO,
4TO TPOMOOMIACTHYECKAST ~ AKTHBHOCTD
rOMOI'€HATOB MO3ra, CeJIe3eHKH, aOpTHI,
KOCTHOTO MO3ra H JAPYrHX OpraHoB IpH
yabTpadHUIbTPALHU 3aJCPKUBACTCS BMe-

cTe ¢ KJACTOYHBIMH MeMOpaHAMH, 4 yJib-
TpaduabTpat (KJAETOUHHIH COK) Boo6lie
HCAKTHUBECH.

Benkosast wacrn  (anonporeun 1I1)
TpoMmbonJacTiia U3 TKAaHH MO3ra ueJo-
BeKa MMeeT MOJEKyJsipHylo maccy 52000
Ja. ITo paHHBIM MOJIEKYJISIPHOIO KJIOHH-
poBauMsl, OH CcHHTe3upyeTcsi B (dopme
npejiecTBeHHKa ¢ JIHAEPHOH mocJe-
JIOBATEJILHOCTBIO U3 32 aMHHOKHCJOTHBIX
OCTATKOB, KOTOpBLIC OTULCIJISIOTCS. 3pe-
Jiblil Gesiok noctpoen M3 263 aMHHOKHC-
JIOTHBIX OCTATKOB, KOTOpBIE, BUAUMO, 06-
pasyior 3 joMeHa: BHEKJETOYHBIH  (oc-
tatku 1—219), ruapodobubit  (220—
242), npoHUKalolHi CKBO3L MeMOpaHy,
U BHYTPHKJETOUHLI (243—263). Ummy-
HOJIOTHYECKOe KapTHPOBaHHE 1aeT OCHO-
Banue npeanosiarath, uto NIHs-KoH1eBast
YacThb 3IKCTPAlLeJJIOJNSIPHON YacTH amo-
IpoTerHa yyacTByeT B CBA3BIBAHHH (ak-
topa VII. )

dochonunuinbiil cocTaBp IpenapatoB
TpomOonJacTiHa M3 pa3HbLIX TKaHeidl He-
oannakoB. OTaesnbHO (QOCHONUNHUABI U
anonporenn Il neaxktusBuel. Pocdatu-
NHJ3TaHOJAMHHAM TNpHcylla caabas, HO
CYLIECTBCHHAs CNOCOOHOCTL BOCCTAHAB-
JINBATh AKTHBHOCTb aNONpPOTEHHA, B TO
BpeMsl KakK ¢GocpaTHAUIXOJHHBEI U doc-
aTuaHICePUHBl TAKOrO CBOMCTBA JMlle-
Hbl. JIByXKOMIOHEHTHbIE CMeCH THUX
tdoconnnunos, a Tem OoJee TPEXKOM-
roHeHTHble OoJiee 3(PEeKTHBHbI, Ye€M OT-
JlesIbHble (ppakuuu dochonunuIoB.
Bratouenue ne6oJblIol Iponopuun ¢oc-
dhaTuguicepuHa ObLJIO OYEHb BaXKHO AJs
NOJIyyeHusl npenapata TpoMOOMJIacTHHA,
06/121a10111eTO BBICOKOH aKTHBHOCTBIO.

Cunres anonporenna III ocymectsas-
eTcsl BO MHOTHX KJIeTKaX TKaHeH ueJso-
BeKa, HO He MPOMCXOJHT B KJeTKax Kpo-
BH, 3a HCKJIOYeHHeM MOHouuTOB. Ilo-
JIYKOJIMYECTBEHHOE OIpejeseHHe  AHTH-
reia TKaHeBOTO ¢akropa uMMyHodep-
MEHTHBIM METOJOM B T'HCTOJIOTHYECKHX
cpe3ax MO3BOJIHJIO OOHAPYZKUTb €ro HaH-
60 1bUIYIO JIOKAJH3aLUMI0 B MO3re, Jer-
KHX, TJoMepyJlax IOYeK, 3IHUTeJHH IIH-
leBoja, NpsMOH KHIIKH, LIEHKH MAaTKH,
nJjanenTe. Bonpexky MNpexXKHUM [JaHHBIM,
aBTODHl He OOHAPYXKHJIH aHTHTEH TKaHe-
Boro (aktopa B HHTHME H MeJIHH aop-
ol [8].

®aktop VII mpucyTcTByeT B miaasme
KpOBH B BHje 0esKa, COCTOSILIEro H3 OJ-
HOfl mosaumnenTtuaHoi uenu (406 aMuHO-
KHCJIOTHBIX OCTATKOB) C OUeHb HH3KOH
HJIM HYJIEBOH (hepMEHTATHBHOH aKTHBHO-
croio (puc. 3 u 4). ITono6Ho MpoTpoM-
6uny, daxropam [X u X, B mnpoiecce
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Cro moetpubocoManbHoll MO (HKALHH
¢ oOpasoBanueM 9 ocrarkoB y-KapOOK-
CHIVIYyTAMHHOBOI KHCJIOTBHI TpebyeTcs: BH-
ramun K. Oxnako mnexoropble cBoficTBa
otauuatoT ¢axkrop VII or apyrux sura-
mun-K-zaBucumpix Geqnkos. B wactHocTH,
uesoeueckuilt paxrop VII B ounuiennoii
dopme U B mjaasMe KpOBHM IPHCOCOUHSI-
eT K CepHJIOBOMY T'HAPOKCHJY aKTHBHO-

ro ueHTpa uHeoOpaTumblii  HHTHOUTOP
DD, xorst n upu ucnosanbzoBannu 6o-
JIee BBICOKHX KOHILEHTpauii nurudnro-

pa u 6oJjee AJUTCJILHOM MEPHOAC HIKY-
Oaunnn, yem Owiunit ¢paxrop VII. Cepu-
JIOBLIH THAPOKCHJ AKTHBHOIO LeHTpa
axTuBHpoBaHHOI opMbl (dhaxTopa VIla)
Hamuoro pocrynsee miast J@d, B apu-
CYTCTBHH K€ TKaHeBoro TpomOomaacTtu-
na u Ca?t+ psaumopeiicrsue ¢ DD ne
OTJHYACTCSl OT JAPYICHX CEPHHOBBIX MHPO-
Teas.

@axrop VII mox pnefictsuem ¢axropa
Xa mum ¢axropa 1Xa npu naaununn doce-
domumipos n Ca?t, a rtaxmke Qaxropa
XIla 6e3 nOMONMHUTENBHBIX KOPAKTOPOB
npeppamaercss B ¢paxrop Vila, xotopuril
COCTOMT M3 ABYX NOJHMIENTHAHDIX Lieleil
(mo 152 n 254 aMHHOKHUCJOTHBIX OCTaT-
Ka), COeHHEHHBIX NHCYNLGUAHBIMHE CBSi-
3amu. Jlerkasi memnb COAEPXKHT OCTATKH
ramMma-KapOOKCHTIyTAMHHOBOH KHCJIOTHI,
a TsKeJasl — CepPHHNIPOTEeasHylo  4acTb
MOJIEKYJIBL.

[lepBoHauaJsbHBLII MeXaHH3M aKTHBA-
unn ¢daxropa VII He BmosHe BBISICHEH.
Bo-nepBbIX, 3TO MOKET OLITH KOH(pOpMAa-
LHOHHOE M3MEeHEHHEe CTPYKTYpPHl NpH B3a-
HMOJEHCTBHH OAHOIENOYeyHoro ¢gaxropa
VII ¢ amonporennom caxropa III, ko-
TOpOe BeleT K IepeXoay MaJsoAesTelb-
nofi ¢opmbl (hepMeHTa B aKTHBHY!O. Bo-
RTOPBIX, BO3MOXKHO, peyb HAET O IPOTeO-
JIHTHUECKOH aKTHBallMM APYTrUMH dhep-
MEHTaMH HCXOAHO HEAESTeNbHOH (OPMBI
npodepmenra. B 3ToM cayuae HauaJjo
aKTHBAUUH OTOABHIAeTCs [0 MOMEHTa
HHHIMHPOBAHHS BHYTPEHHErO NYTH CBEp-
TBIBAHHSI KPOBH HJH [0 Hauaja BO3jei-
CTBHSI KATEHNCHHOB.

B naasme KpoBH, JHIIEHHOH (aKTo-
pOB  KOHTAKTHOH §asdbl CBePTLIBAHUS
KpoBH H (paxrtopa VII, karne-1u60 ajb-
TepHATHBHBIE MEXaHM3Mbl HHHIHHPOBA-
HHS CBEPTBIBAHUSI KPOBH OTCYTCTBYIOT, U
Takas mJasMa He CBepPTLIBACTCH B IPHU-
cyrerBun Ca?t m TKaneBoro tpomGoria-
ctuHa. B uo6om ciayuae ocBOOGOKASHHE
H3 KJETOK TKAHEBOrO0 TpomBomacTHHa
COCTAaBJIET HEIPEMEHHOe (H3HOJIOrHYe-
CKOE yCJOBHE JaJjbHefnmero  aedCTBHS
daxropa VII. Ilyrem  ucnoJsibzoBanus
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CHHTETHUECKHUX HeNTHAOR JUIsl KOHKY-
PEHTHOTO CBS3BLIBAHHST YCTAHOBJEHO, UTO
AMHHOKHCJIOTHBIC ocTaTtku co 195  mno
206 moaozxkeunune B (axrope VII neobxo-

JAUMDBI IJ1s1 €ro cCBs3bIBaHHSI ¢ BHCKJIC-
TOUHbIM JAOMEHOM TKaAaHeBOro (paK’ropa
[12]. :

I'naBubiM cyberpaToM KoMmIjekca gak-
Topa VIla ¢ TkaneBbiM TPOMOGONJIACTH-
nom u Ca?+ gpisiercst paxrop X. Mexa-
nusm axtuBauun ¢daxtopa X Obla pac-
CMOTPEH H CXEMATHUCCKH IPCACTABJEH
Ha puc. 3. B 310M KOMILJIEKCe anonpore-
un III  cnocobGerByeT  CBSI3BIBAHHIO HE
Tosbko (paxropa VIla, no u dakropa ¥
Kax yzke ynomunajgochb, Apyroid  cy6-
CTpaT 3TOr0 KOMILJIEKCA  NPEACTaBJISIET
daxTop IX. ITourn Bce mauueHTH ¢ Ae-
¢unurom daxropos VII u XI crpanaior
KPOBOTOUHBOCTHIO, HO HE BCErja Bblpa-
KEHHBIT Ae(HILIT UX TPUBOJAUT K TaKOH
TSZKCJIONH KAHHMYECKOH KapTHHE reModu-
g, kak nepocrarox ¢gaxropos VIIL u
IX. OObsicHenne 3ToMy KpoeTcss B TOM,
UTO BHEHIHHI W BHYTPCHHUI NMyTH aAKTH-
panuu gaxropa X HC MNOJHOCTHIO H30JH-
poBaHBl, KaK IMpeanojarajgu pasxee, a
B3aUMOACHCTBYIOT IMOUTH Ha  KaxKIA0M
BO3MOZKHOM 3Tane.

O6wmit nyrb cBepTbHIBAHUS KPOBU

OO6wuil nyTh HAUHHAETCS ¢ AKTHBALMH
axropa X nmo BHYTpPEHHEMY HJH BHEUI-
nemy mexanusmy (puc. 1). ITosnblit npo-
TPOMOMHAKTHBHPYIOUIHH KOMIJIEKE (mpo-
TPOMOHHA3d) BKJIOYAET MOMHMO (DaKTO-
pa Xa (K®d. 3.4.21.6) aunomporeut,
[PEeACTABJCHHBIH MO0 TKaHEBBIM TPOM-
oongactTuHoOM, JHOO TPOMOOLHTAPHBIM
¢axropom 3, Ca’+ u dakropom V.

Yenoseueckuil daxrop V — nabuib-
HBIH BBLICOKOMOJICKYJIsIP HBLI acCUMMeT-
pHUYHBII OJHOUENOYCUHBIH TJIHKONPOTEHH,
KOTOPDIH B AKTHBHPOBAHHOM BHJE
(yHknHoHHpyer Kak KodakTop B Ipe-
BpalleHHuyd 1nporpomoOuHa B TPOMOHUH TOJA
neiicteueM ¢dakropa Xa (puc. 1). Ilpen-
CKaszamnHas N0 JaHHBIM MOJIEKYJSIPpHOTO
KJOHHPOBAHHS AMHHOKHCJOTHASI TmOCJe-
JIOBATEJAbLHOCTL COCTOUT M3 2224 eaHHUIL,
BKJIOYas 28 OCTATKOB JIMAEPHOTO TMeM-
Tida. BolsBjeHa 3HAUHTEJbHAsi TOMOJIO-
risi ¢ ¢axropom VIII: Tpunsuuuposas-
HBIl A-nmoMeH, Aynmauuuposanusii C-no-
MeH H eIUHHYHBIH B-pnoMeH. DTOT 5Hesiok
CHHTE3HPYETCsI B 3HJIOTEJUM AOPTHI, Te-
natouutax H Merakapuouurax. OKkoJo
209 dakropa V, Haxopsiierocst B Kpo-
BH, COCpenoToueHo B TpoMbomuTax. Idrta
sanacnas gopma dakropa V cnocobHa
CEKPETHUPOBATLCS NPU AKTHBAILUH TPOM-
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OOUUTOB M, OUCBUANO, MIPACT BAKHYIO
posb B remocrase.

"AxrtuBanmug paxkropa V myrem orpa-
HHYEHHOI'O NpoTeouza TpoMOuHom ¢op-
MHpYeT 4eTbIpe IJaBHBIX (hparMeHTa, U3
KoTopblX amuHokonuesoii (105000 [a)
1 Kapboxkcukouuenoil (74000 [la) ob6pa-
3yloT BMecTte daktop Va. daxrop V cpd-
3pIBaeTcs ¢ docdoaununpamu, Gaxktopom
Il u ¢paxropom X ¢ BLICOKHM  CPOJI-
cTBOM. [lpeactaBisist gerepmMunanTbl s

COCJIMHCHHSI ¢ KOMHOHEHTAMH TIPOTPOM-
OunasHoro kommnjekca, (Qaxrop Va B
2900 paz u  Gosee  noBbIIAeT Vux

#‘?@,)espamemm nporpoMOuHa B TPOMOMH.

Y llpu BzaumojgeiictBun GecnpoTpoMOHHO-
BOH MJa3Mbl ¢ MMMOOHJIM30BAHHLIM Ha
cedapose npoTpoMONHOM crenHPpHIRCKOI
copbunu gaxrtopa V He BLISIBJIEHO, OAHA-
KO aKTHBHPOBAHHBLII TpoMOUHOM (aKTOD
V ancopbuposasicst na 999%. AxrtuBa-
st axropa V conpoBozKaaeTcst IOsIB-
JIeHHeM HMMYHHBIX 3MHTONOB Ha KazK/J0M
U3 ABYX MNOJHMOENTHIHBIX Lensx (Gpaxrto-
pa Va. Ilocuaennuit ymenbmaer B 50—
160 pa3 KOHCTAHTHI JAHCCOLMALMH KOMII-
JIEKCOB ¢ (poconmunuaamMu npoTpomMOu-
Ha, pakropa X u ¢akropa Xa, HO HC H3-
MeHsIeT MaKCHMaJbHOH eMKocTH (ocdo-
JHIHUIHOH MATpPHILBL.

Takum o6pasom, daxtop V, noao6uo
daxktopy VIII, sBasisce KopakTOPHLIM
6eJKOM, MOXKET paccMaTpHBaTLCs — Kak

R("CTPYKTypa, obOpaasymonias peuentop Ha
’ NOBEPXHOCTH KJETOUHBIX MeMOpaH aJsd
. CEepPHHOBBIX MOpoTeas H HX cyOCTPaToOB.
\ Cnoco6HocTh (hakTopa V HE TOJLKO K
 aKTHBALMM 1OJ AeficTBHeM  TpomOuHa
~ uan dakropa Xa, HO W K jaJjbHedmed
 jerpajanum c nortepedl akTHBHOCTH 3a-
i K/aouaeT B cebe BO3MOXKHOCTb TNePBOHA-
 YaJIbHOTO  YCHJIEHHS  KaTaJUTHYECKOro
\ Bo3JelcTBHA daxkTopa Xa Ha IPOTPOM-
~ OuH, a TaKxKe IOCJeIYIOUEero caMoorpa-
HHUEHMSI Npouecca CBEePTbIBAHHA KDOBH
no NpHHIHNY OOpPaTHOH CBS3H.

Cy6cTpatoM MpoTPOMOHHASHOTO KOMII-

JeKca, B KOTopoM (axrop Xa (PyHKUHO-
. ZHIpYeT KaK CepHHOBAasl mnpoTreasa, siBJs-
["Yercst nporpomGun.
| KoHnuenuus o npeamecTBeHHHKe TPOM-
.~ 6uHa — NpPOTPpOMOMHE—BO3BpalllaeT Hac
K paboraMm ocHoBareJssl (hepMEHTaTHBHOM
TEOPHH CBEpPTBEIBaHHUsI KPOBU Ipodecco-
pa JepuTckoro yHuBepcuteTa AJexcaH-
apa HImuara (1831—1891). Mmuorouu-
 cJIeHHBIE HCCJIe[IOBAHHUS, NPOBEICHHLIE C
TeX IOp, 3aBEpPUIMJIHCH TOJHOH pacuud-
~ pOBKOH MePBHYHOH CTPYKTYPBI HPOTPOM-
6uHa. DTO ACHMMETPHUUHBLIH TJIHKONPOTE-
HH, COCTOSIIIUH W3 OJHON NOJHIICHTHI-

“ BaTeJbHO,

noit menu (cm. tabu.). CTpyKTypa mpo-
TpoMOHHA CTAHOBUTCS  THOHATHOH  1pH
paccMOTpEeHHH MeXalHu3Ma €ro akTHBa-
LHME B TPOMOMUH, BO BPeMsi KOTOPOH OT=
LICNJISIeTCs HECKOJLKO (GparMeHToB (npo-
MEHOB) noj jaeicrsueM  (U3HOJIOTHYE:
CKMX TPOTCOJIMTHYCCKHX  (DepMEeHTOB:
daxrtopa Xa u tpombuna (puc. 3 u 4).

Oparment 1 — nepBblid  AKTHBAIHOH-
HBIH HPOAYKT, KOTOpPbIH  copepzxkut 10
OCTATKOB y-KapOOKCHITyTAMHHOBOH KHC=
JIOTBI, BHYTpEHHHE JHUCYAbLQHAHLIE MeT-
aun (kringles). ®parmentr 1 cBsA3bIBa-
eTcst ¢ (ochonunuiamMmu yepe3  HOHBI
KaJblKs, KOTOpble BCTyHalOT B XeJart-
Hble  KOMIIJICKChI € KapOOKCHJbHBIMU
rpynnamMu p-kKapOOKCHIJyTaMHJIbHBIX OC-
rarkop  (naxoxsiuxcs Ha NHp-konne
MOJIEKYJIbl) M MOJIAPHBIMU IPyNnaMHu ¢oc-
GosMnuI0B, TO €CTh BHINOJHIET DOJb
sikopsi Ha  Gochoaunuanoi MHILEJLTIE.
YcraHoBJIEHHBIH B Haleil JlabopaTopuu
KOOIEPATHBHBI MeXaHHu3M KOMIIJIEKCO-
oGpaszoBanus nporpombuna u ¢parmen-
Ta 1 ¢ TKaHeBBIM TPOMOONJIACTHHOM [Ja-
eT OCHOBAHHE 3aKJIOUHTb,  UYTO CBS3H
MEJKJy HUMH He OIpaHHUMBAIOTCS TOJIb-
KO KaJIbIIHeBBIMH MOCTHKAaMH, a BKJOYa-
10T, IO-BHAHMOMY, M THApPO@OOHbIe B3a-
umoaedcTBust. JIucyabduaHble NeTau cay-
JKaT, BEPOSTHO, AJs CBSA3LIBAHUA C (hak-
Topom Xa.

dparmeHT 2 crnocobeH CBSA3LIBATLCA C
¢axropom Va. Takum obpasom, daxTop
Va opuentupyer nporpoMGuu u daxrop
Xa oTHOCHTEJbHO IAPYr Apyra M cojefi-
CTByeT Ccrenu@HYecKOMy  IPOTEOJH3Y
cBsI3u apr-273-tpe-274 u OTACJCHHIO He-
TpoMGoreHHbix ¢parmMenTon 1 -2, a apy-
rasg MoJekyJaa ¢axropa Xa (npeanoso-

JKUTEJbHO) — pacllensieT  HenTHIHYIO
cBsi3b apr-322-tpe-323 U BedeT K BO3-
HHKHOBEHHUIO @-TPOMOHMHA, COCTOSILETO

U3 ABYX NOJHIenTHAHbIX ueneii A u B,
COeIMHEHHBIX OJHHM JAHCYJIL(UIHBIM MO-
CTHKOM.

ITocpeacTBOM BO3BPATHOTO MeXaHIi3Ma
TpOMOMH MOZKET caM aTakoBaTb  IpoO-
TPOMOUH MO CBsI3siM apr-155-cep-156 u
apr-286-tpe-287. Tlocaennsass peakuus
yKOpauyuBaer  ueJoBeueckyro  A-uemb
TpoMOHHA Ha 13 aMHHOKHCJIOTHBIX OCTaT-
koB. ®parment 1 -2, a He ¢parment 1
oGHapyxKuBaeTcsl B chiBopoTke. Caeno-
pacuienseHie  TPOMOHHOM
CBSI3H MEIKJAy HHMH HMEeT BTODOCTEIeH-
HOe 3HaveHHe.

Buramur K Baxken nJasa OuocHHTe3a
nporpombuna, ¢paxropos VI, IX u X.
KpoMme muux, K gncay ButamMuH-K-3aBucu-
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MBIX O€JIKOB B IlJIa3Me KPOBH OTHOCSITCS
uporeunnl C, S, Z. [Tocae OTKPHITHS BH-
ramuna K mpoumio Gosee 30 qer, nmpex-
A€ ueM CTaJ H3BECTCH 3Tam OesIKOBOIO
CHHTE3a, B KOTOPOM OH NPHHHMAET yua-
crue. Buramun K B THAPOXHHOHHOI dop-
Me BBLIIOJIHAET pPOJIb KodepMmeHra Kap-
0OKCHIa3Dbl, OCYLIECTBJSIIONIEH  KapOokK-
CHJIpoBanHe O0bLIYHO PSIAOM  pPacroJo-
EHHDLIX OCTATKOB IJIyTAMHHOBOH KHCJO-
Tbl B GeJKaX B OCTATKH y-KapGOKCHTJIY-
TaMHHOBOH KueaoTel. ITogobno peaxiun
PJIIKOSHJIHPOBAHMS], HMEET MEeCTO IOCT-
TpaHcssiHoNast MOANMUKANHS, KOTOpast
MPOHCXOAUT MOC/e NPOHHKHOBEHHSI CeK-
PeTHPYEMDLIX OCJNKOB B 3HAOINJa3MaTHUe-
CKHIl PETHKYJyM TenaTouuToB.  Bura-
mun-K-3aBucumass kapGokcHiasa  sIBJISI-
CTCsl MHTErpajbHLIM MeMOpaHubiM (ep-
MEHTOM, JJIsl (PYHKUHOHHUPOBAHUS 10TO-
poii neobxoaumel COy u Os. Xunounas
¢dopma surtamnna K mepexoant B rua-
poxunonuyio ¢ nomomplo HAJL/D/H
gerujaporenasel H (uman) sButamnn-K-pe-
AyKTasel. B mpouecce y-xaboxcuiaupo-
BaHHUsI THAPOXHHOHHASI ¢opMa BUTAMHHA
K mpespauiaercss B 300KCHA, KOTOPDLi
CHOBa BOCCTAaHABJHMBAeTCs A0 XHHOHA
sutamuHa K mon neficTsHeM peaykrasbl.
[To nocneiHuM [AaHHBIM, BO3MOXKEH Me-
XaHU3M y-KapOOKCHJIMPOBAHUS, IIPEY-
CMATPUBAIOIINI OKHCJICHHE THAPOXHHOH-
HOH (pOpMBI BUTAMHHA B THAPOMNEPOKCHIL.
Buoxumuueckass ¢GyHKIHST OCTATKOB
Y-KapOOKCUTTyTaMHHOBOI KHCJIOTHI — 3a-
Kaouaercss B cBsasbiBanun Ca?t.  Ilpu
aBuTamunose K ujan npueme ero anra-
TOHUCTOB, HENPSMBIX AHTHKOATYJISIHTOB,
CHHTE3UPYIOTCS MNPEIIIeCTBEHHUKHU IPO-
Tpombuna, pakropos X, IX u VII, mue-
cnocobubie cBsidpiBaTh Ca’t 1 yuacrtBo-
BaThb B CBEPTHIBAHUM KPOBH.
ITepBonayasbHO MPOTPOMOUH CHHTE3NU-
pyercsi B Ie4eHH B BUAC IPEALICCTBEH-
HHKA — TPenpo-npoTpoMOHHa, KOTOPLIi
OT/NHYaeTrcs OOJbLIeH AJMUHOH MNOJIHIEN-
THAHO# Ilend. B OblubeM mpenpo-mpo-
Tpombune ¢ NHy-KoHIIa OTMeuaeTcs Ju-
JepHas Mocaef0BaTeJbHOCTL U3 43 mpe-
HMYIIECTBEHHO THAPOMOOHBIX aAMHHOKHC-
JIOTHBIX OCTATKOB. AHaJioruunasi CHr-
HaJIbHaAsl MOC/AEA0BATEJIbHOCTL 0OOHapy-
JKeHa W B JPYTHX CCKPETHPYEMBIX OeJi-
Kax: aabOyMHHEe, YeJOBEYECKOM npo-
TpoMOuHe, Henax (GuOpHHOreHa U B Psi-
ne ¢gakTtopos cBeprhiBanust kpopu. CHa-
4yaja OTUICNJISeTCSI CHTHAJbHBIA  mern-
THI ¢ o0pasoBaHHeM Ipo-NPOTPOMOHHA,
a 3aTteM BTopasi NnpoTeasa JAaeT BHIXOJ
NJIa3MEeHHOMY NMPOTPOMOHHY.
TpomGuu (K®. 3.4.21.5),
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OT/1eJISII0-

LIMICs OT MPOTPOMOMHA, HE COUEPIKHT
OCTATKOB Y-KapOOKCHIIYTAMHHOBOH KH-
CJIOTHL M MEPEXOAUT B KHAKYI0 (asy. Ilo
JAHHBIM Halueil jabopaTopuH, B IIPHCYT-
CTBUH MOHOB KaJIbllHsl €ro CPOACTBO K
TpombonyacTuiy ymenputaercss. On Or-
HOCHTCSI K CEMeHCTBY CEpPHHOBBIX IPO-
Teas, o0JajalouX TPUICHHONOAO0OHBIM
neiictBuem. Ero karasuTHyeckue CBOH-
cTBa noaasssitorest PO v To3uNIU3HII-
XJIOPMETHJIKETOHOM, pearupyloumumin ¢
OCTATKAMH CCPHHA U COOTBETCTBEHHO —
FHCTHANNA B aKTHBHOM IEHTpE.
COBOKYNIOCTb HALIUX JAHHBIX HO CBSl-

spiBanMIo ¢parmenta 1, nmperpomOuHa e 4

v g-TpomMOuHa ¢ TPOMOOMJIACTHHOM MO-
3BOJISICT 3aKJIOUHTL, UTO  CBfA3bIBaHHE
nporpombuna ¢ memMOpanamu npu CBep-
TeIBaHHH  KpoBH oOecneunBaercs NHo-
KOHIICBBIM YUaCTKOM €ro MOJIeKY.Jbl, CO-
oTBeTcTBYIONleM jgoMeHy ¢parmenra 1.
[TpeTpoMONHOBBIH AOMEH HEMNOCPEeACTBEH-
110 HE yyacTBYyeT BO  B3aMMOJEHCTBHH
npogepmenta ¢ pocoaUnuAHON MoBepX-
HOCTLIO.  DTOT BBIBOJ IOATBEPZKIAECTCS
HEJIaBHO IOJIYUEHHBIM 3KCIEePUMEHTAaJb-
HBIM  JI0KA34aTeJbCTBOM BEPTHKaJILHOTO
NoJIOKeHHs1 npoTpomMbuHa Ha dochoan-
NUAHOH MOBEPXHOCTH, NpHUYeM HauboJjee
JlaJieko OT Hee pacmoJjiaraercst TpoMOu-
HOBBLIT nomeH. Bmecte ¢ TeéM IpH CBS-
3plBaHuKM TMpoTpoMbUHA ¢ ¢dparMeHTaMu
KJETOYHbIX MeMOpaH B OopraHuame mpe-
TPOMOHHOBBI  JlOMEH, no-BHAUMOMY,
BCTyMaeT B HecrnelHdpHuyeckoe B3aUMO-
aefictBue ¢ MeMOpaHHBIMH O€JIKaMH.

[lonyuennble gaHHbIe B M3BECTHOI Me-
pe mnposicusiior Mexanusm Ca?*-cuenu-
(bHYeCKOro B3aHUMOACHCTBUS NMPOTPOMOHU-
Ha U Jpyrux BUTaMuH-K-3aBUCHMBIX OeJ-
KOB ¢ ¢parmMenTamMi mMeMOpaH B opra-
nuame. IlpuBsexaer BHHMMaHHEe CcOXpaHe-
HHE OCTAaTOUYHOIO CBSI3BIBAHUSA (PparmMeH-
ta 1 ¢ TpoMOOIIACTUHOM MNPH OTCYTCT-
BHHM CYILLECTBEHHBIX H3MeHeHUN adduHU-
TeTa LIEHTPOB CBsI3LIBAHHSI MOCJE yAaJe-
Husi uonoB Ca?t. DTo 03Hauaer, YTO
nonsl Ca?*+ HeoOXOAUMBL 1JisI OpTaHu3a-
UHMH LLeHTPOB o0oero THIA, HO HEKOTO-
poe KOJIMYeCTBO W EeHTPOB BO3HHMKAET H
cBsA3biBaeT ¢gparment 1 u 6es HOHOB
Ca%*. IroT pesysbTaT MPUBOAMT K He-
00XOAMMOCTH TpPH3HATH HaJU4yHe ompe-
nenennoro Ca?t-He3aBHCHMOro BKJaZAa
BO B3aMMOJEHCTBHE MNpoTpoMOHHA co
‘cneuuGUYHBIMHE IEHTPAMHU  CBSI3bIBAHHUSA
TpomOongacTuHa.

[Ipucoenunenune unonos Ca?+ K dpar-
MeHTy | mporpoMOHHA HJAUM K COOTBET-
CTBYIOILEMY YYaCTKy MCXONHOH MOJIEKY-
Jbl npodepMeHTa BeLeT K H3MEHEHHIO
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uX KoHbopmaluu u obGnaxenuio ob6Ja-

CTH, Berynaoueid B ruapodgobuoe Bzau-

MogeicTaue. [To nanubim penrrenocTpyk-

TypHoro amna/usza, OJAU3KO K I[OBEpX-

HOCTH (pparmenta 1 HaxoAHUTCs THAPO-

(Go6HBIll KJacTep H3 OCTATKOB apOMaTH-

YECKMX AaMHHOKHCJIOT,  KOHCOJHAUPYIO-

Wyl rpynny ocrarkos ['sia B goMeH, ye-

pPe3 MmocpeicTBO KOTOPOro  HPOUCXOJAUT

CBA3bIBaHME Ocsika ¢ PochognnupaMu.

Ca?t-onocpejloBatiioe cBA3LIBAHME TPO-

TpoMOHLA ¢ Be3UKyJaMi BroJHe obecre-

YUBAETCsl 11€PBLIMHU 44 N-KOHWILCBBIMH

AMHHOKHCJIOTHBIMH OCTaTKaMu. B TO Ke
P’?{?%“OGMSI IPHBJICKACT BHHMAaHHE BecbMa
"M AANOMMHAIOWLAST HALIM PE3YJLTATHL HJIH-
socth  Besmunn Kd Ca?t-nesapucumoro
CBsA3BIBaHUsT  je3-(1—41)-nporpombuina
u Ca?t-onocpesoBannoro  CBsI3LIBAHMA
nporpomoéuna ¢ dochomunugamn. C yue-
TOM HAIUHX Pe3yJabLTaTOB 00 OTCYTCTBHH
CHeUU(pHUNOrO  B3aUMOLCHCTBH S npo-
TpoMOuna 1 ¢ TPpoMOONJIACTHHOM MOZK-
HO 3aKJIIOUHTL, 4TO B NpoTpoMOuie B 006-
JacTu ¢parmenta 1 HMEIOTCS CTPYKTY-
PBI, cnocoOHble K B3aUMOJAEHCTBHIO C
mMeMb6panoii 6e3 wmonos Ca2*t. Haauune
pocharuauicepuna B mMemGpane s
CBA3BIBAHUSI BUTaMHH-K-3aBHCHMBIX
(axkTopoB CBepTHIBAHUS  0653aTe/LHO.
Onnako pamee ormeuasoch, 4TO MaKCH-
MaJbHOH NMPOKOAryJsiHTHOH aKTHBHOCTLIO
06s1aaa10T MeMGpaHbl, B KOTOpPHIX (oc-
kW.Q)aTﬂHcheleH CMeIIaH ¢ HefTpaJjbHBIMH
¥ pochosunuaamu, raaBHbIM @ 06pasoM
GbocpatuaunsTanosaMuiom U GocdaTu-
aunxosnHoM. Ilo coBpemMeHHbIM JaHHBIM,
voubl Ca?t cTaGuJH3HPYIOT  KJacTephl
H3 MoJieKyJs ¢docdaTHAUICEPHHA B MEM-
Gpane. BcaencrBue Ca?t-unmyunpoBan-
HOro ¢asoBoro pasneJsieHust (pochoaUunu-
noB docdaTtuauadITAHOIAMHH B GHCJIOM-
HBIX MeMOpaHax CMeLIaHHOrO  cocTaBa
CKJIOHEH 00Opa30BBIBATH o6 palleHHYIO
rekcaronaJuabnyio mezodazy (H 11). Pe-
3yJibTaThl HALIHX HCCJENOBaHUI B COBO-
KyHOCTH C NPHUBEIEHHBIMH JaHHBIMH
NOATBEPIKAAIOT NIPEANOJOKEeHHE, CAeTaH-
_HO€ HaMM [pH H3YyYEHHH B3aHMOJEHCT-
ﬁyBHﬂ ¢ TpoMOOMNJAaCTHHOM MNpOTpoMOUHA

[2]. CBsisbiBanue mpoTpoMOGHHA C HEO-
HOPOAHOH (pocdOMUIHAHONH MTOBEPXHOCTHIO
(parMeHTOB KJICTOUHBIX MeMOpaH Haps-
Ay ¢ ocHoBHbIM Ca?*-onocpenoBaHHBIM
3JIEKTPOCTATHUECKHM  B3aHUMOJEHCTBUEM
¢ MoJeKysnaMu QochaTunuiIcepuHa L0JI-
KHO o6ecneunBaTbCsl  JOMOJHHUTEJbHBIM
ruapodo6HBHIM B3aUMOJAEHCTBHEM C MO-
JIeKyJlaMd HeHTpaabHBIX (DochOTUTNA0B
B OsmzkafimieM OkpyzkeHHH. [lo-BuauMo-
My, THAPpOQOOHLIH ydacTok Ha N-KoHIe

10. «KasaHCKHil MeNMIMHCKHil XypHaa» Ne 2.

MOJICKYJIBl IPOTpOMOHHA  B3aUMOAEHCT-
ByeT C OCTATKAMM JKHPHBIX KHCJIOT (hoc-
dbarTnpuasTanosaMuia Ha rpaHdie  ero
Me3odas u kjaacrepos ocdarupnicepu-
na B TpombongaactuHe. B sTtHx Mecrax
ruapoduabnast gochonannuanas nosepx-
HOCTb HAXOJHMTCA B HaANPAZKEHHOM CO-
CTOSIHMH, MOZKCT MUMeTb JAC(EKTBl U pas-
poIXJeHus, obseruatomue ruapopobHbe
B3aUMOJCHCTBUA. B OTCYTCTBHH  HOHOB
Ca?t no/zKHO BO3pacTaTh 3J€KTPOCTATH-
yeckoe oTTaJkuBanue ¢parmenrta 1 uiu
nporopmbuna or MeMOpaHbl MU yYMeHb-
ATLCST YHCJI0 JAe(EKTOR THAPOQPUALHOK
NOBEPXHOCTH Ha rpanuuax meszodas. ITo-
3TOMY UYHCJIO BO3MOJKHBIX THAPOGOOGHBIX
KOHTAKTOB OyJeT COKpallaTbCs npo-
HOPIHOHAJLHO IO O0OMM THHAM IIEHT-
pOB CBs3BIBAHHSA, HO 0€3 3HAYUTEJTLHOIO
usMenenus apduuuteTa LUECHTPOB. B TO
ZKe BpeMs onpeje/eHHoe YhcJo LEeHTPOB
CBS3BIBAHNS JOJKHO OCTaBATLCSI U B OT-
cyrerBun nonos Ca?*, motomy urto rere-
podasnas crpykrypa TpoMmOolaacTHHA
IOpH 3TOM B IEJOM COXpaHseTCs.

I'uapodobuoe BzaumomeiicTBHe  Mpo-
TpomMbOuna ¢ MeMOpaHOH HeNocpeacTBeH-
HO CBfA34HO C HEOJAHOPOJAHOCThIO  doc-
Gonnnuanoit nosepxuoctd. OHO He BO3-
HUKaeT Ha OHCJIOHHBIX (OCHONHNHAHBIX
Be3HKyJ/axX, a XapakTepHo JHIIbL AJs 00-
PBIBKOB H YyUacTKOB KJIETOUHBIX MeMOpaH,
npereprneBIny (HasoByld  NEPecTPOHKY
(mepexon Lo—H ;).

KazkeTcsl SICHBIM, 4YTO HaJHYHe Cpej-
HeapOUHHLIX U BHICOKOA(D(UHHBIX LEeHT-
POB CBA3bIBaHHS  ¢parMenTta 1 u mpo-
TpoMOuHa Ha TpPOMOOINJIACTHHE SIBJISIET-
Csl CJIeJICTBHEM ero rerepoasHoil CTpyk-
Typel. PaxTHyeckoe coBnanerue Kd mns
LIEHTPOB CBA3bIBAHHS Ha (ochoaunui-
HBIX BE3HKyJaX H cpeaneapUHHBIX LEeH-
TPOB TPOMOOIJACTHHA MO3BOJSET CUH-
TaTh MOCJEeAHHE IPOCTO ydacTKaMmu doc-
GhONMHNHAHON MOBEPXHOCTH, BKJIKYAMOIIH-
MH MOJIEKYJBl KaK KHCJBIX, TaK H HeH-
TpaJbHbIX Qochonnnuaos. Bolcokoad-
(HUHHBIC LEHTPBI, MO-BHIUMOMY,  Ipei-
CTaBJSAOT MeK(pasHble pa3pbIXJIEHUST MO-
auduuupoBanHoil mMeMmb6paubl. CBsi3biBa-
HHe npoTpoMOHHA MPOHCXOJUT CHauaJja
3a CYeT AaJbHOAEHCTBYIOIIUX 3JEKTpPO-
CTAaTHYECKHUX B3aHMOJEHCTBHI uepe3 HO-
upl Ca?t ¢ kaacrepamu ¢ocdaTuauiace-
pHHA, 3aTéM CTAHOBHUTCSI BO3MOXKHBIM
IpucoeqnHenHe THAPOGOOHBIX B3aUMO-
fedcTBul, 6aaronapsi KOTOPbIM JOCTHra-
ercst -6oJiee MPOYHOE CBsI3bIBAHUE OeJKa
no Mex(basHbLIM pa3pHIXJEHHSIM  MeM-
OpaHsl.

MemOpaHa HENOBPEXIEHHLIX U He-
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CTHMYJIHPOBAHHBIX KJICTOK aTPOMOOTEH-
Ha, H CBSSBIBAHIC HCAKTHBHBIX BHTAMHH
K-zaBucumblx ¢axropos ¢ neit  munu-
MaJsibHo. Popmiposanie nporpomMOnnas-
HOTO KOMIIJIEKCA M aKTHBaLHUs IPOTPOM-
6HHA MPOHCXOJSIT HA TNMOBEPXHOCTH CTH-
MYJHPOBAHHBIX TPOMOOUHTOB, JICHKOIH-
TOB, HJOTEJHSI COCYA0OB,  Makpodaros
TKaHefl U MHOTHX OIYXOJICBBLIX KJCTOK.
Heonnoxparuo ormeuaJsocnh, uro obOpa-
30BaHHC NPOTPOMOMHA3HOIO KOMILJICKCA
Ha KJETKaX NPOHCXOJUT OJiarojapst CBsi-
spiBanuio (hakropa Xa H nporpombutia ¢
dhaxkropom Va, mposiBasiomuM cebs1 Kax
pelenTop,  CHHTE3UPYEMbIil  KJieTKaMu
HJIH CBSI3bIBA€MBIil MMH u3BHC. DBruoan
dhochounuA0B KJICTOUHON MOBEPXHOCTH
B CBs3blBaHMe  BHTaMuH-K-3aBHCHMBIX
(aKTOpOB OTUETJIHBO HE  BBLISIBJSJICS.
Cunraercsi, YTO OH peaJU3yeTCs] TaKHM
’)Ke o6pasoM, Kak U Ha (pochoaunuaubixX
Be3uKyJsax. JIMmb HeJaBHO HA OMyXoJie-
BbIX KJIeTKaX, IOBEPXHOCTb KOTOPHIX CY-
H1eCTBEHHO H3MEHEHa II0 CPaBHEHHIO C
HOPMOIi, O-BHAHMOMY, YAaJI0Ch BLIABHTL
BJHSIHHE CNEelU(pUKH CTPYKTYpHl docdo-
JIMITHJIHOA TIOBEPXHOCTH Ha CBsI3bIBAHHE
¢axkropa Xa. CssbiBaHHE NPOUCXOAHJIIO
HE3aBHCHMO OT 3IKCIPCCCHPOBAHHONO Ha
nosepxHoctH ¢akropa V/Va, xors on
Obly1 HeOOXOOAUM MJIsI TOCJeayloled ak-
TUBALUUH NpOTpPOMOHHA CBS3aHHBIM (ak-
Topom Xa. CssizbiBanue 6Oblio Ca’?t-3a-
BHCHUMBIM U crneuududubiM, HOo 709 dak-
Topa X CBsI3bIBaJioch M 6e3 uonon Ca’t
[11]. MBI ycTaHOBUJH, uTO BBICOKOA(-
(pruHHOE U cpenHead@uHHOE CBA3bIR2HHE
¢ TpoMOOMJACTHHOM  MpPHCYILe TAKKe
¢akropy X. OO6Hapy:KeHHe HEOJHOPO.-
HOCTH CBSI3bIBaHMsl (pparmeHra 1, mpo-
TpoM6HHa H ¢arkropa X HA TpoMmOboO-
[JIACTHHE O3HauaeT, 4YTO NpHOOpeTeHHe
K/JETOYHOH MeMOpaHo#i TpPOMOOTeHHBIX
CBOHCTB CBSI3aHO C YTPaATOil €0 HCK.IIO-
YUTeIbHO GHCJIOHHOH CTPYKTYpPH M C 00-
pa3oBaHHEM Me30MOPGHON CTPYKTYpHI.
DTOT BBIBOJ TMOATBEPIKAAETCS MOCJELHU-
MH HCCJIe0OBAHHUSMH, NOKA3aBUINMH, YTO
CHoco0HOCTL TPOMOOLMTOB H 3IPUTPOLH-
TOB CTHMYJIHDOBATL HPOTPOMOMHA3HYIO
aKTHUBHOCTb TNOJA [eHCTBHEM psja aro-
HHCTOB (B TOM 4HCJI€ €CTECTBEHHBIX akK-
THBAaTOPOB TPOMOOLMTOB)  HEMOCPEACT-
BEHHO OIpee/IsieTCs] Be3HKyJsuueidl HX
MeMOpaH.

PesyabTaThl HamMX HCCIELOBAaHUII H
NOCJeIHHe  JOCTHXKEHUS B IIOHMMAaHHHU
MeXaHM3MOB TIOAAEp:KaHUsl CTabUJIbHO-
CTH KJIETOUHBIX MeMOpaH IO3BOJHJIA HAM
paspaborath npeactaBieHuss 06 MHUIUHU-
poBaHuH cBepThiBanus kposu Ca?t-ono-
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cpenoBanHol  (aszoBoil  HepecTpolKon
memOpan (3ybaupos JI. M., Tumepoda-
e Bl H., 1991) . Pasanunbic BosaciicTBus
114 KJACTKH, OINOCPEAYCMDIC Uepes Cleliu-
(buyeckue peuenTopbl, HJH JIEIOCPE/CT:
BCHHO  MCXAHHMYECKH  [OBPCIKAIOLLIHE
MeMOpaHy, NMOBBILIAIONHE BHYTPHKJ/ICTOY-
Hy10 KoHueHTpaunuio nonon Ca®*, BbI3b-
BAlOT HAPYUICHHC €CTECTBCHUOIN ACHM-
MCTpHH MeMOpan H nosisacnue ¢ocda-
THAHIcepuHa M dochaTHaHAITATOAMH-
Ha BO BHELIHEM MOHOCJIOC. DTO BEACT K
BO3HHKHOBeHHIO obOpamieniibx  Mesodas
ochonnnuaos, NOSIBJACHHIO MEKQPa3ZHBIX
AeHEKTOB, MOHHIKEHHIO HPOUHOCTH Meg
Opaubl. YUacTKH KJETOYHOH MeMOpaHbL
C MepecTpoeHHoil CTpyKTypoil oOpasyior
BesukyJsbl  (pocdosunuanbe  MHKpOya-
CTHILBl), KOTOPBIE IPH HAPACTAHHH CTPYK-
TYPHBIX H3MEHEHHI OTUIHYDOBLIBAIOTCS
B KPOBOTOK B BHJE ()ParMeHTOB KJETOY-
HblX MeMOpaH. OHHM JOJIZKHBI [PEACTaB-
JISITb KOHTJIOMepaThl Me30(pa3 ¢ THApo-
(DUNILHOH TOBEPXHOCTBHIO, € 3IKCIOHHPO-
BaHHBIMH KJjacTepaMu OTPHILATEJNHLHO 3a-
ps2KeHHBIX (OCHONUNHALOB H HHTCIPaAJb-
HBIMH MeMOpauHbpiMH Oenxamu.  Takas
Me3oMoppHasi CTPyKTypa #ABJAETCs He-
0OXOIMMBIM YCJIOBHEM BBLITOJHEHHSI MCM-
Opanoii MAaTpPHUUYHO - KATAJHUTHUCCKON
GyHKUHH B aKTHBAIMKM BuTaMuH-K-3aBu-
CHUMBIX (aKTOPOB. Cpenneadpunnbie
LEeHTPbHl HeoOXOoAHUMBbl [Jisl obecnedcHus
JaTepaJsibHOH TMOABHXKHOCTH  (aKTOPOB
Ha MOBEPXHOCTH MeMmOpaHnbl, 0e3 3TOro
HEBO3MOIKHO oOpaszoranue GhepMenTHbIX
KOMIIJIEKCOB M aKTHBaUMs  (aKTOPOB.
Beicokoadgduuuble LEHTPLI HYXKHDLI A1

caMoc60pPKH 3-KOMIOHEHTHBIX (PepMeHT-

HbIX KOMIIJIEKCOB (moBepXHOCTb — aK-
TUBHBIH dakTOop — Genok-kodaxkrop), Ka-
TaJMTHUeCKasl aKTHBHOCTL KOTOPLIX NOA-
nepxuBaercsi Ojaronapsi BHYTPCHHHM
6esok-poconunuaubiM U Hesok-O6esKo-

BbIM B3aWMOJACHCTBUSAM (pHC. D).
Kpome Toro, nHanuume na MemOpaHe
HEOJAHOPOAHBIX YUACTKOB CBSI3bIBAHUS

KaxKeTcst HanboJsiee MPOCTO MOJIRKYJIAD-
HOH OcHOBOH obecrmeueHHs! KackKajga ak-
THBAUUH ¢pakTOpoB B aHcambJjie OJIM3KO
PacHoJIOKEHHBIX (EPMEHTHBIX KOMIJIeK-
COB.

CreyeT OTMETHTH CyllleCTBeHHOE (H-
3UOJIOTHUECKOe 3HaueHHe oOHapyzKeHHO-
ro Xapakrtepa B3aUMOJEHCTBHS «-TPOM-
O6uHa c TpoMmbonsacTHHOM. B opranusme
Ha NMOBEPXHOCTH PAa3JHUHBIX KJETOK HMe-
IOTCA cnelupHUYecKHe PerenTopnl a-TPoM-
OHHa, OTNOCPEeAYIOUIHE ero peryJsiToOpHbe
sddexts. Takum obGpaszom, HAa TOBepX-
HOCTH MeMOpaH ¢ MepecTPOeHHOH CTPYK-
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Puc. 5. Tunorernueckas cxema TpaHchopma-
IHH aTPOMOOreHHOH  MOBEpPXHOCTH KJIETOYHOI
mMeMOpaHbl B TPOMOOTeHHYIO: a) HaTHBHAasi KJe-
TouHasi memOpaHa ¢ OucJaoiiHO#i cTpyKTypoil, dC
n ®3 —Bo BHyTpeHHeM MoOHOCJHOE MeMOpaHbl,
A-111 — Heak THBHBIH anonpoTeHH TKaHEBOTO
-¢pakrTopa; 6) MoauduHIHpOBAHHAS KJIeTOYHas
memb6pana ¢ kJacrepaMu PC n oOpalleHHBIMH
UMJIHH/APHUCCKOH W MHUEMJISApHOI  Me3odaszamu
®3, A-1IIl — akTHBHBI anonpoTeHH - TKaHEBOTO
¢akropa; B) aHcaMOJb (epMEHTHBIX KOMILIeK-
coB BHTaMHH-K-3aBHCHMEIX (aKTOPOB = CBEPTHI-
BaHHA KPOBH Ha IOBEPXHOCTH MOJAHGHIHPOBAH-
HOM KJeTOYHOH MeMOpaHbl (4epHble TOYKH — HOHBI
Ca?+, cBsi3bIBalOlIHE Tvia-cojepzKaline (axkTopsl

¢ kaacrepamu PC).

Typo#i A0J/KHO mpeobsanaTb HeclelH-
¢puyecKoe 3JeKTPOCTATHYECKOE B3aHMO-
JefdcTBHe ¢epmeHTa ¢ (ochoaunuaamMmu
U UHTerpasbHbiMu Oeaxkamu. Ilonasaie-
HHE CBsI3BIBAHHSI a-TPOMOMHA  HOHAMH
Ca?+ obGecrneunBaeT OBICTPOE OCBOOOZK-
JeHHe ¢depMeHTa OT NPOTPOMOHHA3HOIG
KOMIlJIEKCA B BOAHYIO (asy, 4To aenaer
cBepThiBaHHe (HUOPUHOreHa MacCHBHBIM
H pacnpocTpaHeHHBIM. BMecTe ¢ TeM Bbl-
COKOE€ OCTaTOYHOE CBsI3bIBaHHE (pepMeH-

14 ¢ TpomborenHoil MmeMGpaHoi obecne-
yiBaeT, B NCPBYIO oyepejb, NPHUCTEHOY-
HYI0 JIOKQJU3alUIO CryCcTKa M HaHnGoJee
IIPOYHOE CBS3LIBAHHEC €rO0 C MECTOM IO-
BPEIKCHHUSI.

Haubosnee oueBUAHBIM cyberpatom
a-TpomMbuna apasercs pubpunoren. Kpo-
Me TOro, BBINOJIHAS PEryJATOPHYIO (hyHK-
MO, OH HE TOJbKO IIPHHHMACT yyacTHe
Ha KOHEUHOM 3Tale FeMOKOAaryJsliud, HO
M OCYLICCTBJISICT OrPAHMUCHHBIE MpoTe-
osmus ¢axropos V, VIII u XIII, mnepe-
BOJsl UX B akTuBHbie (opMbl. IIpu ayro-
JIMTHYECKOH Jerpajaiuuu a-TPOMOGHH mpe-
Bpamaercss B f- H y-QOPMBI, KOTOpHIE
COCTOSIT COOTBETCTBEHHO U3 3 U 4 moJu-
NENTH/HBIX Lieneld. - U y-TPOMGHHBI CO-
XPaHsIOT 3CTepasHble CBOHCTBA, HO JIHU-
HIeHbl CBepThIBalOUlel QYHKLIHNH, TaK KakK
y HHUX HapylLIeH LEHTD CBS3BIBAHHs MakK-
POMOJIEKYJISIpHBIX CYyOCTPaTOB, JIOKaJH-
sopanubli B NHs-KoHIIEBOH o6gacTu
B-uenu o-tpombuna. bosee noapo6uuie
CBEJICHHSI O CTPOEHHH H OCOOGEHHOCTSX
KaTaJjnu3a o-TpoMOMHA NPHBEACHB B 06-
sope [4].

PubpHHOreH — eJAMHCTBCHHBEIH  cyGeT-
pat, U3 KOTOPOro moj JefiCTBHEM TpOM-
O0vHa cO3/aeTcsl BOJOKHHUCTASA CeTb (hub-
puHa — MaTepuaJbHas OCHOBA CryCTKa
kpoBH. [lo cBoHM 00IIHM CBOHCTBaM 3Ta
KpynHas MoJekyna (cMm. TabJj.) KJaaccu-
dbuuupyerca Kak 3yrJaoOyJHH, TaK Kak
OH paCTBOPHUM JHUIb B pPa3baBJeHHBbIX
COJIEBbIX pacTBOpax M BBLINAJaeT B oca-
JIOK NP CHHKEHHH M BBICAJIHBAETCA TMPH
YBEJIHYEHHH HMOHHOH CHJIBI  pacTBOpa.
Mougekyna ¢GuOpHHOTEHA  COCTOMT H3
Tpex Tmap noaunentuiaublx Aa-, Bf- u
y-lenef, COeIMHEHHBIX DAJOM [AHCYJIb-
¢buAHBIX cBs3el, npuyeM Bce 6 KoHIe-
Bbix NHyp-rpynn crpynnupoBaHel  apyr
okoJsio apyra (puc. 3). M3 wectd noJu-
NeNTHAHBIX wHenei hopmMupyeTcss TpH a0-
MeHa, TO eCTb KOMNAaKTHO 060CcoG/eHHbIe
o6JsacTH, M3 KOTOPBIX OJHH JOMen E
(nam  gucyabGUAHBIE y3es), BKJKYAIO-
muil NHy-KoHIIEBBIE YyUaCTKH Lienef, siB-
JsieTcsl LeHTPAJbHBIM, a ABAa CHMMeET-
PHYHBIX JAOMeHa D, mNpHCOeIHHEHHBIX
CIIUpAJIM30BAHHBIMH ~ YYaCTKAMH  IOJIH-
NeNTHAHBIX Leneil, HaXOAATCSA MO KpasM
nomena E. DuuHa MOJIeKyJIBI paBHa
npubausutenbio 45 M. COOH-konie-
Bble IIOJIOBHHBI o-lenefl O0OHaXKeHbl H
BBIAAIOTCS H3 JaTepaJbHBIX  JTOMEHOB.
CuHHTe3 Ka)A0H U3 TpeX MOJHIIENTHIHBIX
Lernefi B MEYCHOYHHIX KJETKAX KOLHPYyeT-
Cs OTAEJbHBIM TeHOM.

Karanusupyemoe TpoMGHHOM yaage-
Hie 2 map ¢ubpunonentuaos A u B
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(puc. 3) yMensuaer H3OLITOK OTPHILA-
TEJLHOTO 3apsia B UEHTPANLHOM JIOME
ne ¢ —8 no -5, Baarojgapst ornende-
nuo pubpunonentuaos A u B B pomene
E BO3HHKAIOT LEHTPBI NOJHMEpHU3aliH,
KOMIIJIEMEHTapPHbIC IICHTPaM, KOTOpble
HMMEIOTCSl B IPEAYTOTOBAHHOM BHJE B Ie-
pudepryeckux jgomenax D, mecymux or-
pumaressHblil sapsin —4. IIporusomno-
JIOXKHBI@ 3apSIABl AaI0T TOJNYOK K KOMILJIEe-
MEHTapHOMY 3JIEKTPOCTATHUECKOMY B3a-
umopeiicreuio. C60pKa HaUHHACTCS € Jia-
TEPaJ/JbHOI0 COCAHHCHHSI MOJIEKYJ MOHO-
MepHOro (pudpuHa, COBEPLIAIOLLIETOCS CO
CMEIIeHHeM Ha NOJIOBHHY JUIHHBL MOJICKY-
Abl [1], TO ecTb MPOHUCXOMUT COCAHHCHHE
KoHLA (oAnMH H3 noMmMeHoB D) ¢ cepenu-
noit (momen E), uto Bemer x oGpasosa-
HUIO TPOTOMHOPHII — BOJOKOH TOJIIH-
HOH B JABa MoHOMepa (puc. 6). Ouu cBsi-
3BIBAIOTCS]  MCXKMOJIEKYJISIDHBIMH  JlaTe-
pPaJbHBIMH B3aHMOJCHCTBHSIMH JOMEHOB
D u E, a Takxke JUHeEHHO — KOHUAMH
nepugepruyecKkux TOMEHOB COCEIHHX MO-
Jekys. B mecte aToro KoHtaxkTa nmpH cra-
Oumusaunn  GuUOpHHA, OCYIIECTBISIEMOI
epmentom — daxropom XIlla, BO3HHU-
KaloT KoBaJieHTHbIe cBs3u. OubpuH, He
Mo ABepTIIHHCS JNeHCTBUIO daxropa
XIIla, moxer ObITH pacTBOped B 5 M
mouesune, 1 M NaBr, 1% wmono6pom-
YKCYCHOH KHCJIOTE H TMO3TOMY ofo3Haua-
ercss Kak ¢ubpun (p) — pacTBOPUMBIH
bubpun.

Toni vz

Puc. 6. Cxema oGpaszoBamusi npoToduOpHIILL
no b. A. Bemuuepy (1982). OGosuauenns: C—
JloOMeHBl; | H 2 — [HeHTPHl MoJUMepH3allHu, MpH-
Ha/lJleKallie CoOTBeTCTBeHHO JomeHam D u E.

- Tpancchopmauuss B HEPaCTBOPHUMBIH
¢ubpun  kartajausupyercsi  (HakTopoMm
XIIla nyrem o6pasoBaHHsI KOBAJIEHTHBIX
CBsI3eH, COeqUHAIOIUX MexKay coboil Mo-
HOMEpHbLIE €JHHHIBI. ¥ YeJIOBEKa M BBIC-
IIMX 2KHBOTHBIX 3THM 3TalloM 3aBeplua-
eTCsl CBepThIBAHHE KPOBHM, a y HEKOTO-
PBIX ZKMBOTHBIX, HAXOJSUIUXCS HA HH3-
IIMX CTaJHus1X 5BOJIIOLLMOHHOTO pPa3BUTHS,
nofo6HOe NpeBpalleHHe CJYXKHT TJaB-
HBIM MEXaHH3MOM IlosyueHus (udpuHa
u3 ¢ubpunorena. IJo KxaTasuTHuecKoH
AKTHBHOCTH 3TOT (pepPMEHT MOKHO ofpe-
HNEeJIHTb KaK -JIM3UJ- Y-TJIyTaMHJI-aMH-
HoauHMJ-TpaHchepasdy. B mniasme KpoBH
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OH COJICPIKHUTCS B BHAE NOpodepMenTa,
KOTOPBIH MEePexXoAUT B aKTHBHYIO (dopMmy
1oJ JjeiictsueM TpomOGHHA B HPHCYTCT-
sun Ca?t. Ou cuHTE3UpyeTCs] B IICUEHH.
MerakapHolUTBl TOXKE CHHTE3HPYIOT M0-
JIOOHBI (bepMeHT — TPOMOOIHTAPHBIN
¢axrop XIII.

[Tnasmennsiit daxrop XIII siBasietcs
PJIHKONPOTEHHOM, TeTpaMEepoM, B KOTO-
pOM JBE Mapbl HCHJACHTHUHDLIX IlCHel Co-
eJMHCHBl APYr ¢ APYFOM HEKOBAJEHTHDI-
MH cBsa3siMH.  CyObeJnHUUHBIT  CcOCTaB
MOXKET OBLITb NPEACTABJCH  CHMBOJIAMH

aghy, rae a, Bratouaer SH-rpynmy k-
CTeHHa, NPHHAMICKAULYIO  AKTHBHOMY
HCHTPY. ‘

B mpouecce aktuBaiinu TpoMOHHOM H
HCKOTOPBIMH APYFHMH MpOTCa3aMH  OT
NHy-konuesoro yuactka kamaoi A-uenmu
B pesyJsbTaTe THAPOJH3A apr-IJH-CBs3H
OTHICIJISICTCST AKTHBAILMOUNLIT HCOTHL ¢
maccoit 4000:

1) ashy TPOMOHH 5 4 9 nenrina
9) ash, _ Cat _,a; + by

B orcyTcTBHE MOHOB Kasblus coxpa-
HSICTCST TeTpaMepHOe CTpoeHHe, HO -MoJe-
kysa neaktuBHa. HMousl Ca®+ Tpebyior-
Csl JJIsT OHCCOLMAIlHM TeTpamepa Ha 3H-
3UMATHUECKH AKTHBHBIH NHMep a; M He-
aKTHBHBIH nuMep bs. IlepBonauanbho
o6pasyeTcsi Mo 2 KOBaJeHTHLIE CBS3H
(puc. 7) mexay y-uensimu B 06s1acTH

— (I =
"
o "

2t ‘
Ca ‘_
' Daktop Klila, ‘,
e = o
N H, - NH; Nk
| {
T CH, CHy
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CH, CHy
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I !
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0 CH g LM
I ol
C -C-N-— C~C-N—
- ; ‘ l
. H \ H H
Puc. 7. OGpazosanne sncusion-ravva-riyra-

MHJIBHBIX CBsI3el, Karajusaupyemoe
XIIla. TIpsIMOYTOJILHHKH — 0GO3HAYAIOT
THAHBble wenu (GubpuHa.

dakTopom
MOJIMIIeN-

=y



COOH-xoHla coceanux anTHmApPaIelb-
HO W pPEUMIPOKHO PACHOJIOKCHHBIX MO-
Jeky1 pubpun-monomepa. Brocnenctsuu
MEKIY ILCHSIMH TaKKe yCcTaHaBJMBalOT-
Cs NMepeKpecTHbie CBsI3U, HO GoJece Mej-
JIEHHO. HccnenoBannue KoBaJeHTHOTO
cluiMBanus (Gubpuna B TpombGax, IOsB-
JAIOUWHUXCS B KPOBEHOCHBIX COCy1aX Kpo-
JIHKA, MO3BOJIHJIO OOHAPYIKUTL, YTO 3TOT
npolecc NpoTeKaeT ouyeHb OLICTPO, MpakK-
THYECKH MapaJsijieJibio ¢ CaMHM Ipolec-
COM NOJIMMEPH3alHH.

ITon peiictBuem daxtopa XIlla B npu-
ryrereun Ca?t B coctaB GpuOPHHOBOIO
P YCTKA  JIOMOJIHHTEJbHO — BKJIOUAETCS
&S HOPOHEKTHH (CcM. TabJ1.), KOTOPBIH, GJia-
rogapsi Cnoco6HOCTH CBSI3LIBATLCS C pas-
HBIMH MaKpoMoJeKyJsiamu, obecreuuBaer
aaresuio ¢pubpHuHa Ha cy63HAOTENHH, a
TaKXKe pacnjacTblBaHUe KJeToK Ha ¢GHuo-
puHoBoM cybOcTpaTte. Takoe B3aumojeii-
CTBHE BaxKHO /1 apPUHHOIO OTJIOZKE-
HHS HHTeH (uOpHUHA Ha MecTax MOBPeZK-
JEHHs, OH mpejonpepensier creudUKy
yuactusi ¢pubpuna B romeocrase [3].
Kpome Toro, noa BausiHueMm haxTopa
XIIla Bo3MoOxKHa comoJMMepH3aUuss C
HATSIMH  ubpuHa TpoMOOCHOHAHHA —
0CHOBHOTO GeJsika, CeKpeTHPYeMoro a-rpa-
HyJaMH TpPOoMOOIHTOB M CBsI3bIBAeMOrO
€ HX MOBEPXHOCTHIO.

CkopocTb BHYTpHCOCYAHCTOrO (hUOPU-
HOJIH3a 3aBUCHT HE TOJbKO OT KOHIEHT-
leaulm (hepmenToB (HOPHHONHTHUECKOH

CHCTeMbl, TO €CTL IJIJa3MHHOTeHa, aKTH-
BaTOPOB MJa3MHHOTeHA M «p-aHTHUIIIA3-
MHHA, OHA peryJiMpyeTcs Takze KaTaJju-
supyemoii paxropom Xllla xoBasneHTHO#H
CIUHBKOH ¢ (pUOPUHOM «o-aHTHIJIA3MHHA.
[Ipy sKcTpaBazauMu MaasMbl HJH I€Jb-
HOH KpPOBH oOpasylouiuiics CcrycTok Hr-
paeT BaxKHYIO POJib B NpeAyNperKAcHHH
JaJjibHellliero MoBpexKAeHHsi TKAaHU H B

NOCJIEIYIOIeM 3aKUBJICHHsT PaHbl. DKC-
TpaBacKyasipHbIH (PUOPHHOJM3 3aBHCHT

B 3aMeTHOH Mepe OT JeHKOUHTaPHBIX

npotea3d. Karanusupyemass GakTOpoOM

XIlla nomepeunast ciidBKa o-lened
»(ubpuna BaxkHa AJs - NpeloXpaHeHust
mal{CTpaBaCKleﬂpHOFO CrycTka OT IpexK-
JeBpeMeHHoro ¢pubépHUHOIN3A 3THMH IPO-
TeaszaMHu.

B 3akJgaiouenue ciaeayeT OTMETHUTDL, 4TO
daxtop XIII uupxkysaupyer B KpoBU B
TeCHOM KoMmIjiexce ¢ (UOPHHOTEHOM
BBULY adPUHHOCTH HX MOJIEKYJI.

dusznosoruuecKkue M MatoJOrHyecKkue
AHTHUKOATYJSHTbI

B xome remocTaTtH4eCKOI'o mpoiecca
4yacTb TpOMﬁl/IHa u3 06,1acTH noBpexae-

HHsI KPOBCHOCHOI'O COCyJa MOXKET Ipo-
HHKaTh B KpOBOTOK. TeM He menee wup-
KyJupylolllass B KPOBCHOCHOM pycae
KPOBb MPOJOJIZKACT OCTABATLCS ZKHAKOM.
Cpean npeloxpanuTeJbHbIX MEXaHH3MOB,
obecrneuynBaOIUX COXPAHCHHE KPOBH B
COCYyax B JKHAKOM COCTOSIHHH, OOJIbIIOe
3HauyeHHe MNPUHAAJNCKHT CHCTEME HHIH-
OHUTOPOB INPOTCOJUTHUCCKHX (EPMEHTOB.
Ha ux jposi0 npuxoautcss okoso 109,
obuiero 6Gesika B nynasme. XapaKTepHoH
HX OCOOCHHOCTBIO SBJIACTCA MOJHUBAJICHT-
HOCTbL JICHCTBHSI, TO €CTb CHOCOOHOCTD
TOPMO3HTL AKTHBHOCTL HE OJHOIO, a He-
CKOJIbKMX aKTHBHPOBAHHBIX  (aKTOpPOB
CBEePTLIBAHUA KPOBU. MeXaHH3M HX KOH-
KYypeHTHOro J[AeHCTBHs 3aKJ/II04aeTcs B
00pa30BaHUKU CBA3H MEXKAY (QepMeHTOM
H cy6CcTpaTONONOOHBIM YYaCTKOM HMHIH-
outopa. B nuasme KpoBH OOHAPYZKEHBHI
0 KpafiHe#d Mepe JAeBATL HHIHOHTOPOB
npotennasd. M3 ux duucaa, BHe coMmHe-
HHUSI, YUACTBYIOT B PeryJslUHU CBepThiBa-
HUs KpoBHM d4eTblpe. Kpome TOro, K uH-
ru6uTOpaM CBEPTBHIBAHHUS KPOBH  OTHO-
csiTesl renapui U npoteuH C.
to-Makporso0yJaHH — 3TO TJHKONpOTe-
HH, COCTOSIIIHA W3 JABYX CyObEeAUHHIL,
KazKaasl M3 KOTOPBLIX COJIePIKHT JBEe II0-
JIMIENITH AHDbIC LeNnu C MOJEKYJISpHOH
maccoii oxkosio 185000 a, coelHHEHHBIX
nHCYyab(GUAHBIMHE  CBS3AMH  (cM. Tab.s1.).

Uo-MaKpOrJa00yJIHH B3aHMOJCHCTBYeT €O

MHOTMUMH NPOTEHHA3aMH KPOBH M NPYTHX
TKaHeil. M3 KOMIOHEHTOB CBepTHIBAIO-
uieil cUCTeMBl KPOBH OH HMHTHOHWpyeT
M1a3MeHHBIH KaJJHKPEeHH U TPOMOUH, HO
He B3aumojericTeyeT ¢ axropamu Xlla,
[Xa u VIla. BblcOKOMOJIEKYNSPHBIH KH-
HIHOIMeH YMEHbLIaeT CKOPOCTb HHAKTHBA-
IHH KaJJIHKPEHHA Oo-MaKpPOIJI06yIuHOM
NoCpeACTBOM BbICOKOA(DGhHHHOIO B3auMo-
NefiCTBUSL C TAXKEJOH LENbI KaJJHKpeHu-
Ha. OKoJIO yeTBepTH OOLIeTO aHTUTPOM-
6MHOBOrO MOTEHIHAJIA I[Ja3MBl  KPOBH
NpUXOAUTCS Ha ag-MakporaobynuH. Top-
MOKEeHHEe TPOMOHHOBOH AKTHBHOCTH MO
JIeHCTBHEM 0Og-MaKpOIJI00y/aHHA IIPOHCXO-
aUT MeaaeHHo. PepMeHT JsumaeTcsa Ipo-
TEOJIMTHUECKOH aKTHBHOCTH, HO MOXKeT
THAPOJIH30BAThH HU3KOMOJICKYJISIPHBIE
cy6eTpaTel. DTO O3HA4YaeT, YTO HHIHOH-
TOP BBI3BIBACT JIMLIL YacTHYHOE OJIOKH-
poBaHHe CyOCTpaTCBA3LIBAIOLIEIO YyYacCT-
Ka akTUBHOro I1eHTpa. KoMmaekcsl ag-
Makporjo6yjnHa ¢ JApyruMu OesKaMH
[OABEPTAIOTCS OUYMILEHHIO KJICTKaMH pe-
THKYJIOH10TE/IH 51

Cl-unru6uTop — ILJIHKONPOTCHH, co-
CTOSIIIUE M3 OAHOI MOJHIENTHHOT 1enu
(cm. Tabus.). OH TOPMO3UT AKTHBHOCTb
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daxropa Xlla, xanmuxpenna, daxrtopa
Xla, To ecTb OKasbIBaeT MPEHMYLICCTBC -
HOe BO3JCHCTBHE Ha HauaJibHBLIE — 9ran
CBEPTBIBAHUSI KPOBH.

- AHTHIIA3MHH — OCHOBHOH GBICTPO-
JNEHCTBYIONHI  HHrHOHTOP  Mya3MHUHA;
KpOMe TOro, OH MeJJIeHHee yrueraer gpak-
top Xlla, xannuxpeun, ¢paxrop Xla. Ie-
IapuH HE BJIUSAET Ha HHTHOUTOPHBIC CBOI-
CTBA Oeo-aHTHIIA3MHUHA. [lo xumMuueckoii
NPHPOAC OH SIBJSICTCS OAHOIENOUCYHBIM
PJMKONPOTEHHOM (cM. TabJl.).

AuturpomMbun T — rauxonporenn,
COCTOSIIIUA M3 ONHOI  NOJHNeNTHAHON
LEeMH € WIECTbIO JAUCYILMOUANBIMH CBSI35i-
MH (cM. TabJ1.), OCVIIECTBISIET MOCTEMNCH-
HOC NpPOIPeCCHPYIONLEC BO3/JACHCTBHE Ha
TpoMOuN nmyTeM (OPMHPOBAHUS SKBUMO-
JSIPHOTO KoMIllexkca. Bsaumomeiictsue
MexXay (epMEHTOM 1 HHIHOHTOPOM 3a-
KJoyaeTcss B 00pasoBaHUM KHHETHUCCKH
CcTabHJILHOTO KOMIIICKCA, KOTOPBIH aHc-
COLHHPYET Ha AaKTHBHBLIH TPOMOHH 1
NPOTEOJNIUTHYECKH — MOJAUGUITPOBAHNDII,
HepesitebHbIl antutpom6un 11 mo pe-
akUuu 1 mopsiika ¢ MOJYZKH3HBLIO TpH-
6amsuTenbHo 3 ans. Murubuposanue 3a-
KJIIOUAeTCsl B MPOTEOJHTHUECCKON — peax-
UMK (THAPOJIN3 NCNTHAHON CBA3H  apr-
385-cep-386), onHa H3 NPOMCKYTOUHLIX
cTafuil KOTOPOH MpOTeKaeT OYCHL Me-
JICHHO. BrocseacTsun noJsyuaores arpe-
raTel, KOTOPBIC OYEHDL IJIOXO AMCCOIMH-
pyIOT H, BUAUMO, ouniaorcs PAC. Oko-
ao 70—75% antuTpOMOHHOBOrO  meli-
CTBHS NJIA3Mbl IPUXOJAUTCS Ha JOJIO aH-
rutpombuna Ill. [Toctenennoe neficTsie
antutpombuna Il nmossossier ¢BOGOMHO-
My TPOMOHHY BHaya/e BBLIIOJHHTL CBOIO
CHEUH(PHUECKYIO OHONOIHUECKYIO  (DYHK-
LHIO, a 3aTeM MHIHOUpoBaThesi. [ToMHMoO
TpoMGuna, antutpombun III wmefitpasn-
syer ¢paxropnl 1Xa, Xa, X1a n naazmun.
Hurubutopras axkTHBHOCTL — aHTHTPOM-
6una III B npucyTcTBHH remapuna BO3-
pacraer B 50—100 pas; kpome Toro, on
npuoGpeTaer CHnocoGHOCTL — TOPMO3HTH
Kaumukpenn u daxtop VIla.  Onmako
BIIOJIHE BO3MOYKHO, UTO BCE peaklHi aH-
tutpombuna III, xpome B3aumoneiicTBus
C TPOMOHUHOM, He OCOGEHHO BaxKHLI (H-
3HOJIOTMUYECKH Jazke B TPHCYTCTBHH Tre-
napuna. HeGombimas wactn aHTHTpOMGH-
Ha III cBsAsana co cnenugpuueckoii nomy-
JSIHeH MPOTErJINKaNoB remnapancyabda-
Ta Ha MOBEPXHOCTH HJIOTENHANbHLIX KJle-
TOK KPYNHBIX M MEJIKHX  KPOBEHOCHBIX
cocynos [10]. Baaronapsi stoMy HHTH-
6uTOp 3(PPCKTHBHO aKTHUBHPYETCS na
rpannie pasjesia MoBepXIOCTH COCYI —
KpOBb.
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[Cenapun — ravkosamMunoraukan, otsua-
JAIOULHTT CAMBIMH CHJILHBIMH H3 BCCX Op-
PAHHYCCKHX COCAMHCHUI KJCTOK KHCJOT-
HbIMH cBoilcTBaMH. OH He MMeeT eauHOol
XHMHUCCKON CTPYKTYpPDbI; 10 Ha3BalueM
«TelapuH» 10 NPH3HAKY NoaoGHOro ue-
pPeLOBaHUST YTIEBOANLIX €AMHHLL H (DYHK-
LIHOHAJBHBIX TPYNI 0ObeAHHSACTCST  Psik
COCHAMHEHHH € pasjuyHoil AJHHOMN 1enu
W HEOJNHHAKOBOH MOJICKYJSIPHOIT mac-
coit — ot 6000 no 35000 da (B cpeanem
oxoJsio 17000). B oreuecTBennbix npena-
parax remapuHa COJCPKHUTCSI  OTHOCH-
TeJIbHO Oosee BLICOKAS MPOMOPILHS HIH3+
KOMOJIeKY IsIpHbIX (hpakinii.  Moaexy ¥y
remapuia paculenssieTcsi Ha TPH COCTaB-
JSIIOULHX  ero yraepoaa: D-ruiokosamiin,
D-rimoxyponosyio u L-1iayponoByio Ki-
CJIOTHI. I‘II’ICJIO OCTATKOB rJaroKo3amdia
PaBHO CyMMeE OCTATKOB [IJIIOKYPOHOBOI
H HAYPOHOBOI KHCJOT. OCTaTKH TJIIOKY-
POHOBOI KHCJOTLI H IJIIOKO3aMHHa, HIY-
POHOBOI KHCJIOTHI I TJIIOKO3aMHHa KOBa-

JIEHTHO  CO@JAHHEHDI I/IHKO3HM IHBIMH
(1—4) cBsagamu. Takue aucaxapuabl
NPeACTaBJsIOT coOOofl  MOBTOPSIOILIHECS

€IMHUUBI TeTePoNnoaHCcaXapuia, COCAM-
HEHHBIE TOCJEAOBATEJbHO TaKke ,l—>
—4 cBsazamu. Kazxnas nucaxapujanas
CAHHHIIA HECeT elle TPU  KOBAJCHTHO
NPHCOCAHHEHHBIX OCTATKa CCPHON KHCJO-
TBI, KOTOpble 00pasyiorT cyJb(oHamuu-
Hble CBSI3H € TJIIOKO3AMHHOM M KHCJIbIE
3(UpBEl ¢ UAYPOHOBOI KHCJOTOI BO BTO-

POM MOJIOKCHHH U TJIOKO3aMHHOM B
HICCTOM TMOJIOZKCHHH — IIeNH  MOJIEKYJIbl
(puc. 8).
| OG0, 500
! v ) H )
R \_/ Iy N ¥/
n M
n=m n+m &-45
Puc. 8 Tenapuu.
lemapun yckopsier peaxkuuio auTH-
tpomGun Il — TpomGuu, B cyberexno-

METPHUYECKOM COOTHOINEHHH H He BJIHSET
Ha KOJIMYeCTBO TpOMOHHA, KOTOPOE MO-
KeT ObITh HefiTpaansoBano. Bosee Toro,
renapui MoxeT ocBoOowxKaaTbes A5
NOBTOPHOIO CBfA3bIBAHMSA C AHTHTPOMOH-
oM III nocie dopmuposanus KoMmiuex-
ca HHruOHuTOp — TpoMOUH, UOO CPOACTBO
remapuHa ¢ KOMIIJIEKCOM HWHIHOUTOP —
(pepMeHT CyIIeCTBEHHO HHIKE, UeM CO CBO-
6oanbiM antuTpom6unom 111, To ecth re-
napuH B 3TOi peakUHUH BeaeT cebs Kak
KaTaJausaTop.



CorjiacHO KHMHETHYECKOMY  aHaJu3y,
BO-IIEPBBLIX, TeMapui, HEMoCpPegACTBEHIHO
B3auMojieiicTBys1 ¢ antutpomOunom I,
BbI3bIBAET B MOJICKYJ/IC MOCJACAHErO KOH-
(hopMalMOHHbIC H3MEHEHHSs], O1aronpHusiT-
CTByIOILHE OBLICTPOMY — B3aMMOACHCTBHIO
¢ #-TpOMOHHOM; BO-BTOpbLIX, TOMY K€
ciocobeTBYeT cOaHzKeHHe a-TpoMOUHa ¢
aututpombunom Il BcrencTBue CBSI3bBI-
BaHusl (epMeHTa CO CBOOOAHBIM Yy4aCT-
KOM MOJIeKyJibl remapuHa psaaoM ¢ HH-
ru6uTOpoM. AHTHKOATYJISIHOHHBIH  3(]-
(et remapuna oO0ycJOBJICH  JIOMOJIHH-
TEJILHBLIM YCKODEHMEeM MHAKTHBAUMU (ak-

”f’"opos Xa, I1Xa, XI, XII u VIla, a Takxke

W4

3aMe/lIeHieM  aKTHBallMM TNpPOTPOMOHHA
i ¢axktopa X B pesyabTare HapylUICHHS
HX CBsI3bIBAHUS C IOBEPXHOCTBIO (ocho-
JINMHU10B.

[Tporeun C — rJaHKONpOTEHH, COCTOS-
M U3 TSKEJOH U JIETrKOH MOJIMIENTH -
HBIX Ilened, COeANHEeHHBIX JAUCYAb(ULHbBI-
MU CBSI3SIMH. DTO BHUTAMUH-K-3aBHCHMBbIH
npodepMeHT CEepHHOBOH IMPOTEHHA3DLI, B
JIerKofl Ienu KoToporo coaepzurcs 11
OCTATKOB Y-KapOOKCHTJYTAaMHHOBOH KH-
cjotl. IIpeBpaniaercsa B aKTUBHYIO Hop-
My Moj jaedcTBHeM TpoMOuHa, TPUMCHHA
¥ mpoteas sija ramaioxu. IIposasiser am-
THKOAryJIgHTHOE JefcTBHE B IIPHCYTCT-
BUH (ocdoaunnios, TpoMOOMOLYIUHE H
Ca?+ myTeM NpOTEOJMTHUCCKON HHAKTH-
Bauun akropos Va u VIlla. Cxema aH-
THKOAryJISIITHOHHOTO eHCTBUsT NMPOTeHHa
C, TpoM6OMOJLyIMHA U TIpOTeHHa S npej-
cTaBjeHa Ha puc. 9. Bpoxknennoiii nedu-
uut nporeuna C XapaxkTepusyercs TEH-
gennueii K Tpomb6o3am.

Puc. 9. CxeMa aHTHKOATYJSIIHOHHOTO JeHCTBHUS

TpoMmGoMoayJnHa i nporentos ¢ C u S.

TpoMGOMOLYIHH — NPHCYUIHE 3H10TE-
JMaJbHBIM KJETKaM pelenrop, HaXous-
muficss Ha ux moBepxHoctu. Ilpencxa-
3aHHasg AaMWHOKHCJIOTHAsl — MOCJeN0Ba-
TeJbHOCTb COAEPIKHUT 576 aMHHOKHCJOT-
HBIX OCTAaTKOB, BKJouas 16 ocrarkos
curnaJsipHoro nemnrtuzga. JIBe Tpertm Kkap-
BOKCHKOHIEBOTO ydacTKa MOJIEKYJbl Y
yeJJOBeKA TOMOJIOTHUHBEI DPEEenTopy Jii-
[ONpPOTENHOB HM3KOM TIOTHOCTH. —AMmu-
HOKOHIIeBAsl 4acTb MOJIEKYJbl He HMEeT
CXOJCTBa W o6ecneunBaeT crneunuIHoCTh

MCIKMOJIEKYIAPHBIX B3aHMOJICHCTBHE
tpomOutiom 1 nporernoMm C.

Acconpanus o-TpoMOMHa C MHTErpaJb-
oM MeM6paHHbM 6eJIKOM  TpoM6oMo-
ayaunoMm B npucyTtctBun Ca?t ypennuu-
BaeT CKOPOCTb aKTHBalUMH npoTenHa C
B 10000 pa3z M H3MEHsET  AKTHUBHOCTh
-TpoMOHHA MO OTHOLIEHH!O K (akTopy
V u ¢pubpunoreny.

[Ipotenn S — rIHKONPOTEHH, COCTOUT
13 OJHOH MOJHUMENTHIHON 1€ U BBINOJ-
pger poJsb Kodaxtopa nportenna C. O
o6.sajaeT BLICOKHM CPOJACTBOM K OTpPH-
1LaTeJLHO 3apsKeHHBIM  (ochoaunigam
n obpasyer kommekc 1:1 ¢ npotennom C
C na nosepxuoctu docdoannugos. [lo-
cJsie oTLienJeHHnsi TPOMOUHOM aMHHOKOH-
neoro (pparMeHTa, COAepIKallero  oc-
TaTKH raMMma-kapOOKCHTIyTaMHHOBOH
xucaotel, nporeuH S Ttepsier Ca’t-cps-
apIBalollie MecTa M KOhaKTOPHYIO — akK-
THBHOCTL B MHAKTHBaUMu (dakrtopa Va,
HaxoAALIerocst Ha KJETOUHOH MOBEpPXHO-
CTH.

[Tpoteun S UMPKYJHPYET B KPOBH IO
kpaiineit mepe B 2 ¢opmax: B ceobon-
oM u B Bujge xommniaexca ¢ C-b-cBs-
spiBaomuM OeskoM. IloHHIKeHHBIH ypo-
BeHb CBOGOAHOrO MpOTEHHA S mpeapac-
mosiaraet k TpomGoszaM. Ilostomy om-
pesnesente 3Toro Gejka B KpPOBH  pac-
cMATpHBACTCSl KaK BayKHBIE  3JeMEHT
CKpUHHHra OGOJBLHEIX C HAHONATHYECKOH
TpoMmbopuIHed.

[lon ompeaeneHHLIM YIJOM 3peHH K
(U3HOJOTHICCKHM aHTHKOATYJ/ISHTaM MO-
ryT GBITH OTHECEHBI HHIHOHTOPBI CBEPTHI-
BaHHs KpPOBH, BbipabaTbiBaeMble KPOBO-
COCYIIMMH JKHBOTHBIMH. Cpeau HHX HaH-
GoJibilee gapMaxKoJorudeckoe 3HaueHHe
uMeeT copepzkamuiics B muapkax Hirudo
medicinalis rupyaud. B OuHIIEHHOH
dopme ou BrmepBbie ObLI  BLIACJEH B
1955 r. ®. MapksapaTtoM. Hceaenosanue
nepBUYHON CTPYKTYPBl — BBISIBHJHM TpPH
rnaBHbBIX Bapuauta storo Geaka HvI,
Hv2 u Hv3. TupyauHsl sIBJSIOTCS OLHO-
[enoYeyHbIME TOJHIENTHAaMH, COCTOSI-
mumMu u3 65 wau 66 aMHHOKHCJOTHBIX
0CTATKOB, C TpeMs AHCY/JIb(IIHBIMH MO-
cTukaMi. PeKoMOUHHaHTHbie THPYIHHbI
IMCIOT Te K€ aMHHOKHCJOTHBIE MOCJIe-
10BATEJBHOCTH H CTPYKTYpY, Kak H HX
CCTECTBEHHBIE HM30(OPMBI, HO JIHLIEHBI
cynb(aTHOH TPYNIBl NP THPO3HHE 63.

TupyauH TOPMO3HT HPOTEOJUTHUECKYIO
aKTHBHOCTb TpOMOHHA, 00pasyd TeCHBIH
KOMIJeKe ¢ 3THM (epMenToM. Bzaumo-
neficTBHC TMpYAHMHA C TPOMOHHOM BEChb-
ma crenuduuno. HeusBectHa HHM OJHA
apyrasi mpoTeasa, KoTopas HHrubupyer-
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cst rupyaunoM. McecaenoBanue Kpucras-
JIHYECKHX CTPYKTYP TPOMOUH-THPYAHHO-
BOTO KOMIIJIEKCA MO3BOJIHJIO CcO3/1aTh
OCHOBY JUIsl OHHUMAaHHs CTeNH(HUHOCTH.
Fupyaun TOPMO3UT TPOMOHHOBYIO — ak-
THBHOCTL I[OCPEACTBOM paHee HEeH3BOCT-
HOTO MEXaHH3Ma, KOTOPBLIHl OXBaTbIBACT
AKTHBHBIII LEHTp  QepmenTa, a Takxe
obnacth TpoMOHHA, JeKallylo 3a npe-
JenaMil HleJH, Tae pacroJiaraetcs ak-
TUBHBII LEHTP. Tpu N-KOHIEBLIX aMHHO-
KHCJOTHBIX octatka (Ban 1, Ban 2,
Tup- 3) CBSI3aHBL CO 1LIEALIO AKTHBHOrO
nentpa nyrem ofpasoBaHus psiia THA-
pocoOHLIX B3auMoaeiicTuii. Oanaxo, B
OT/IHYHE OT JPYrHX HHTHOUTOPOB TIpO-
TEOTUTHUECKUX (DEPMEHTOB, MOJHIICTITH -
HBIIT CKeJeT OPHEHTHPOBAH B JDYrOM
nanpasaennu. bBosee Toro, mepsuunblii
KapMaH CHeuH@UUHOCTH TPOMOHHA He 3a-
usiT rupyaunom. C-xoHuesast 06,acTh ri-
pyauna, conep:Kaulast oCTaToOK rJayTaMa-
Ta, CBSI3aHA C MOJOXKHTCJABLHO 3apsizKeli-
HBIM KeJOOKOM Ha MOBEPXHOCTH TPOM-
6una. CrneuudHUHOCTL B3aHMOIEliCTBHS
THPyAHHA ¢ TPOMOHHOM, OYeBHIHO, 0Oy-
CJIOBJICHA HE MaJbiM, a OOJbIIHM  4YH-
CJIOM KOHTAKTOB, BOBJICKAIOIIHUX OBIIHP-
HBIE MJIOLIAAH HAa 06eHX MosieKkyaax. [i-
PYAHH 3aleprKHBAeT TeHepalnHio TPOM-
6uHa M3 NPOTPOMOHHA,  MO-BUAUMOMY,
NIyTeM CHHZKEHHS JOKaJbHOMH KOHueHTpé—
LHH TPOMOHHA, HEOOGXOAUMOil A5 ayTo-
AKTHBALHUH NyTeM BKJIOUCHHS 0OpPaTHON
CBsI3H. B TO ke BpeMsI OH CyIIecTBeHHO
HEe KOHKypHpYyeT ¢ (ubpuHoreHom  3a
TPOMOUH.

JIMMOMAHBIN (BOJMUAHOUHBIH) aHTHKO-
aryJIsiHT TpeiaCTaBJsieT coboii ayroaH-
turesa (IgG, IgM), nanpasaennsie npo-
THB OTPHUIATENBHO 3apsiKeHHBIX (ocdo-
qunuaos. Hanuune Ttakux ayroantuten
OoGHapyKHBAeTCs MO 3aMEIJCHHIO oc-
(hOSMNHA3aBHCHMBIX TECTOB CBEPTHIBAHISI
KpoBH. Bosuanounbrit AHTHKOATYJSIHT
Obls1 BHEpBbIE ONHCAH Y MallUCHTOB,
CTpajaUHX CHCTEMHBIM BOJIYAHOYHDLIM
sputematodoM. OaHako B Hacrosliee
BpeMsi OH OOHapy KeH H INPH  APYrHx
ayTOMMMYHHBIX 3a60JIeBaHUSIX, HEOMJIAa3-
Max, HHPEKUHOHHBIX Mpoleccax M paxe
Yy 3J0POBBIX JIIOACH.

3akawueHue

HMsgectHple B Hactosmiee BpeMs ¢ep-
MCHTbI, KATAJIH3UPYIONIHE PEaKUHH CBep-
TEIBaHHSI KPOBH, 06pasyroT MyJbTHdep-
MeHTHY10 cucteMy. OcCHOBHBIE 6eaKH
MYJbTH(EPMEHTHOH CHCTEMbBl TIPeACTaB-
0T co60l aHcamMO0/H,  BO3HHKAOILIHE
nyTeM aacopOUMH Ha TpaHule pasaena
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das (puc. 1). B nepsblii 6JI0OK BXOAAT
daxrop XII, nperxanysnkpent, BBICOKO-
MOJICKYJISIPHBIT KMHHHOTEH W (akTop
XI. Onn cosznator ancam6b npu aacopo-
IHH HA UYYKCPOJIHBIX OTPHILATCJBLHO 3a-
PSIZKCHIBIX MOBEPXHOCTSIX  (MaTpuuax),
XOTsl BO3MOKHO ero cjaboe ¢yHKIHO-
HHpOBaHHE B XKMJAKOIl ¢dasze noj Aect-
BHEeM KartexosamuuoB. DBrtopo#r 670K
BrytouaeT ¢daxrtopnt VI IX, X, 1npo-
Tpombun, daxrtop V, Ca?+ u tpombouu-
Tol. [lon BausHHEM NPOJAYKTa KOHTAKT-
HOTI aKTHBAILIN Ha TOBEPXHOCTH OCKOJI-
KOB TPoMOOUHTOB OHH (OPMHPYIOT aH-
cam6J1b, TCHCPHPYIOUIHIT TPOMOHH. Tper-
THii 6JI0K 3apoiKaaeTcs Ha MaTpHIE!
MEMOpaHHIbIX OCKOJIKOB KJETOK (TKaHe-

Boro tpomGornsactiHa) u3  (HaxkTopoB
VII u X, mnporpomGuua, daxropa V,
Ca®*. Cpeau 3TuHX peaklUHil  HMeITCs

JIBe KJIIOYeBbIC — BO3HUKHOBEHHE (DaKTO-
pa XII n  d¢axropa VIla. VYuurweBbas
MHOIHC MePCKPCCTHbIE PeaKIHH  MEeKIy
Ha3BaHHLIMH O6Jl0KaMHu U peUHHpOKHbIe
PEAKIMH, MBI MOKE€M 3aKJI0UUTh, UTO Te-
Hepanusa TpoMOHHA NMPH FEMOCTATHUYRCKUX
npoueccax B KOJIOTbIX M pe3aHbIX paHax
IpOTEeKAeT OJHOBPEMEHHO BO BCEX Tpex
6/10Kax.

AxrtuBauns ¢paxropa XII na nosepx-
HOCTH KOJIMAreHOBBIX BOJOKOH BeJeT He
TOJIbKO K HHHUHMPOBAHMIO peakKU M BHY-
TpeHHel aKTHBHPYIOULEHl CHCTEMBI, HO H
K TIpeBpallleHHI1o oJaHollenouedyHoll d¢op-
mbl paxtopa VII B aByuenoueunyio, KO-
Topasi BMecTe ¢ MeMOpaHaMH TIOBpex-
JACHHBIX KJIETOK SIBJISIETCSI MOIIHLIM aK-
THBATOpoM (akTopa X #, KpoMme TOTO,
npeo6pasyer daxrop IX B ¢akrop [Xa
Ha ITOBEPXHOCTH TKAaHEBOrO TpoMOOImIa-
cruna. Takum myrtem ¢hakTopbl CB2pTHI-
BaHHsI KPDOBHM CO31al0T HE MNPOCTO Ielb
peakinil, a pasBeTBJEHHYIO CeTb C CH-
CTeMOll camoycujicHus1 (MOJOKHTEILHAS
obpaTHas cBA3L: KaJJIMKPeHH—>(DaKTOP
XII, ¢akrop Xa—>cbaxtop VII, TpoMm-
bun—>cdaxtop V u ap., XapakrepHasl
AJIst HayanbHOH CTaaHH reHepaud TPOM-
GuHa) u camMoorpannyenus: (OTPHLATEND-
Has obpatHas cBsi3b:  axkTop Xa—>r
—>daxrtop VIla, TPOMOHH—>TIPOTPOM-
OUH M JP., BBIABIAIONLASICS] apu  HoJsee
rIyGOKOM NPOTEON3e Ha MO3AHHX 3T4-
max). C yuetoM ¢U3HOIOIHYECKUX AHTH-
KOary /s HTOB B cHCTeMe (aKTOPOB CBep-
THIBAHHST KPOBH MpPEJCTaBJCHB  COBep-
HICHHBIE CNMOCOOBI  PEryJISIHHH TeMOcTa-
THYCCKOH PYHKIUIH OPraHU3MOB, KOTOPbIE
AOCTHTHYTBI B TIPOILECCe IBOJIOUHH ep-
MEHTOB,  OCYLLeCTBJISIONIHX peaxuuu
OTPAHHYEHHOrO NPOTEn./H13a.
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Pacwinpenne cnexkrpa JamnapocKomni-
YecKHX oMnepauuii  Tpebyetr cosaanis
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HU. 4

3a nocaenHMil roj HHyKEHEpaMH H
xupypramu  Qup™Mbl «DHIAOMEAHYM>» CO-
31aHbl OpHTHHAJbHbIE HHCTPYMEHTHI, OT-
Beyalolllle yKas3aHHbIM Bbllle TpeboBa-
HHUSIM.
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HOBBIE UHCTPYMEHTDLI OJid 9HOOXUPYPIrUH
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3TOr0 HEZKEJaTeJLlOTO MOMEHTa  Tpe-
OyeT BCTPEUHOTrO JBHZKEHHS PYKH XH-
pypra ¢ HHCTPYMEHTOM B MOMEHT HaJo-
JKeHHU s KJHICDI.

[IpeasnaraemMblii HHCTPYMEHT OTJHYa-
eTCsl TeM, YTO B MOMEHT CzKaTHfA pydYekK
anJ@Katopa THJIb3a HalBHraercs Ha
OpaHiIy, MpHYEM CKHMas KJUICY He
nepeMenlaeTcs OTHOCHTEJbHO — TKaHeH.
DTO yNpollaeT MaHHOYJALMIO H JejiaeT
ee 6oJsiee 6e30MacHOH.

Paunonaau3aTopckoe MpealoKeHHe
Ne 1010/16 sapeructpuposano B Kasau-

CKOM MeAHLHMHCKOM HHCTHTyTe 22.12.
1993 r.
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Puc. 2. TleteBOil 3JeKTPOJ /st J1anapoCKo-

MHYEeCKOH XHPYPrHH.

DT0 yCTPOHCTBO HCHOJb3YETCsT /14
pacceueHtst, KoaryJ/sIMH H TyHoil mpe-
napoBKH Tkaueil. TpaaulnHOHHO MpHME-
psiemblii JI-o6pasHbIil 3JeKTpoa  npei-
HasHaueH JJs1 paccedyeHHs U KoaryJd-
uuu traneil. OHAKO MO XOAy OTlepaunu
HEpELKO BO3HMKAeT HeoOXOIHMOCTb B
npenapoBke TKanell, oco6eHHO B  30HE
tpeyroabunka Kano, B o0nacti  yCTbd
Martounoil  aprepuu 1 ap. JI-o6pasublii
JKE 3JEKTPOJ MOZKET MOBPEAHTb  KH3-
HEHHO BarKHbIE CTPYKTYpPBHI.
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