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KpoBpb - BaxkHelillas MHTErpUPYIOLIAsl CUCTE-
Ma, KoTopasi oOecriedrBaeT 0OMeH MeTaboIUTaMu
1 uH(popManmenn Mex 1y TKaHsIMU U KJIeTKaMH, IiIa-
CTHYECKYIO U 3alUTHYIO (DYHKIHMHM opranusMma. [Ipo-
TEKast 1I0 3aKPbITOMY KOHTYPY, KPOBb KOHTAKTHpPY-
eT co BceMH opraHamu. OOIas MOBepXHOCTh Karul-
JISIPOB YEJIOBEYECKOI0 OPraHu3Ma COCTaBIIET OKO-
5o 1000 M°. MHOrooGpasie u BaXHOCTb (YYHKIIHIA,
OrpPOMHAs NIPOTSKEHHOCTD NPUBOAAT K 3HAUUTEIb-
HOW YSI3BUMOCTU CHUCTEMBI KpoBooOparieHus. ['e-
MOCTa3 IIPU3BaH MOJJIEPKUBATh HOPMAJIBHOE ar-
peraTHoe coCTosiHue KpoBu. M3MeHeHus B cucre-
M€ IeMOocCTa3a MOTyT CTaThb NPUYMHOW Pa3BUTHUSA
KaK FeMOpparuyeckux, Tak 1 TPOMOOTUYECKUX CO-
CTOSIHMM, KOTOpBIE BO3HUKAIOT Yy MAL[UEHTOB C Ca-
MBIMU Pa3HbIMU 3a00seBaHusiMH. OrpoMHOE 3Ha-
YeHHEe CHCTEMBbl 'eéMOoCTa3za B maTtoreHese 3abouie-
BaHUI COBPEMEHHOIO YEJIOBEKA JOKA3bIBACTCA CTa-
TUCTUKOMN. TaKW€ I'eéMOCTaTUYECKUE HapYIIECHMS,
Kak areporpom603 u JIBC, SBIAIOTCS MPUYMUHOM
cMepTH OoJiee yeM B MOJIOBUHE Bcex ciydaeB. He-
MIPAaBUJIIBHO U HECBOCBPEMEHHO IUArHOCTHUPOBAH-
HBIE TeMOpparnyeckre 3a001eBaHUs TAK)Ke BHOCAT
CBOIO TEYAIBHYIO JIENTY B CMEPTHOCTb, OCOOEHHO B
IIPAKTUKE aKyIIEPOB-TMHEKOJIOTOB M MEIUaTPOB.
HexoHTponpyemoe puMeHEHUE Mpenaparos, Mps-
MO WA KOCBEHHO BO3JEHCTBYIOLIUX HA FEéMOCTa3,
MOXKET OKa3aThCsl OMacHee camoro 3aboseBanus. 13
BBILIIECKA3aHHOTO CIIEAYyeT, YTo JlabopaTopHas au-
arHOCTUKA COCTOSIHMSI CUCTEMBI T€MOCTa3a - BaX-

BeeneHve

HeWnmit pakTop 3PHEeKTUBHOCTH JIeYEHUs] MHOTUX
3a00JIeBaHUI U CHU)KEHUSI CMEPTHOCTH HACEJICHUS.
B cBoro ouepenp, coBpeMeHHast J1abopaTopHas -
arHoOCTHKa OCHOBaHA HAa MOHUMAaHUM 001e0HO0IIO0-
TMUYECKUX 3aKOHOMEPHOCTEH (hyHKIMOHUPOBAHUS
CHCTEMbI FeMOCTa3a M BbIOOpa aJeKBaTHBIX METO-
JIOB UX OLICHKH.

HccnenoBanuto remMocrasa B MOCIETHUE TOJIbI
yzaensercst Oosbiiioe BHUMaHue. 1osBistoTest HoBble
JIMarHOCTMYECKHE METOJIbl, JIEKApCTBEHHBIE Ipemna-
paThl, CXeMbI JieueHHs OONbHBIX. B TO e Bpems py-
TUHHAs J1ab0opaToOpHasi PaKTHKa B U3yYE€HUU CHUCTe-
MBI FeMOCTa3a B Halllel CTpaHe pa3BUBAETCS HEJO-
CTaTOYHO AMHaMH4YHO. HeoOxommma KauecTBEHHas
MO/IFOTOBKA KaK CIIEUAINCTOB KIMHUYECKOH J1a00-
pPaTOpHOM UMArHOCTHUKHU, TaK U KIMHULUCTOB, IS
KOTOPBIX MPOOJIEMbl CBEPTHIBAHUS KPOBH 3a4acTyiO
OCTAIOTCS KAMHEM IPETKHOBEHHUS».

Hacrosimas kHUra moAroToBjieHa COBMECTHO
CTICLMAIICTOM T10 KIIMHUYECKO! J1abopaTtopHOil au-
arHOCTHKE M BpadoM-reMocTtasuonoroM. Haneemcs,
YTO M3JI0’KEHHBIM Marepuaj, KOTOpbIii BO MHOIOM
BKJIFOUMJI COOCTBEHHbIE HABBIKH, YMEHHMS, KIIMHUYEC-
KHH OIIBIT JICYEHUS AETEU ¢ IeMOCTa3UOJIOTUUECKON
[aToJIOTHeH U MHOTOJIETHUE HABBIKU MPETIoJaBaHus
BOIIPOCOB HApYILIEHUS CBEPTHIBAHUS KPOBH, OyIeT
MoJIe3eH KaK BpadaM KJIMHHYECKOH jabopaTopHOn
JIMarHOCTHKH, TaK U BpauaM-KJIMHULUCTAM.

Bamm MHeHMs1 0 KHUre IPOCHM MPUCHUIaTh MO
snekTpoHHoMy azapecy Kafedra-kdl@list.ru.



XapakTepucTuka cucTeMbl remocTtasa

XAPAKTEPUCTUKA CUCTEMblI N'EMOCTASA

O6uwee npeacrtasrieHne o remocTtase, remocraTmyeckui 6anaHc

I'emocTta3 - 310 QyHKIMSA OopraHusMa, obecme-
YHBAIOIIas, C OJHOW CTOPOHBI, COXpaHEHHWE KPOBU B
KPOBEHOCHOM PYCJI€ B KUIKOM arperaTHoM COCTOS-
HUH, a C JPYrOd CTOPOHBI - OCTAHOBKY KpOBOTEUE-
HUS W IPEJOTBpallieHne KPOBOMOTEPH MPHU ITOBPEK-
JIEHUH KPOBEHOCHBIX coCynoB. OpraHbl U TKaHH, y4a-
CTBYIOLIME B BBIIIOJIHEHUH 3THX (DYHKUHIA, 00pa3y-
10T cucTeMy remoctasza. Opranel U TKaHd, y4acTBY-
IOLIME B BBIOJHEHUH 3TUX QYHKUUN 00pa3yloT cuc-
TeMy reMocTa3a. JJIeMEeHThl CHCTEMBI TeMOoCcTa3a y4a-
CTBYIOT TaK)X€ B TaKMX Ba)KHBIX MpoLeccax >KH3He-
JEeSITENbHOCTH, KaK BOCHAJICHUE, penapauusi TKaHeH,
nojanepkanue romeoctasa u ap. Cucrema remocra-
3a aKTHBHO pearupyer Ha pa3iHvHbIC SK30TE€HHbBIC U
9HJOTE€HHBIE BO3JIEHCTBHS, MOXET UMETh BPOXKACH-
Hble U MpUoOpeTeHHbIe (YHKIHMOHANBHBIE Hapylle-
HUA - «OONE3HU CUCTEMBI TEMOCTa3a».

CocTaBmsiomMe CUCTEMY reMocTa3a KOMIIOHEH-
THI YCJIOBHO MOKHO Pa3JiefIuTh Ha MOpdoJioruuecKkue
1 QyHKIIMOHAJIbHBIE.

Mopdosioruyeckne KOMIOHEHTBHI CHCTEMbI TeMO-
crasa:

* Cocyaucras cTeHKa.

*  TpoMOOUMTHI U KIIETOYHBIE 3JIEMEHTHI KPOBH.

* [Ina3meHHBIE KOMIIOHEHTHI - OCNKH, MENTUIbl U
HeOeIKOBBIE MeIUAaTOPBI TeMOCTa3a, IUTOKHHH,
TOPMOHBI.

*  KocTHbIil MO3T, II€YEHD, CENE3EHKA TOKE MOT'YT

paccMaTpUBaThCs KaK KOMIIOHEHTBI CUCTEMBI I'e

MOCTa3a, MOCKOJbKY B HUX CUHTE3UPYIOTCS U

MyJIUPYIOTCS TPOMOOLHMTHI U MIIa3MEHHBIE KOM

MOHEHTHI CUCTEMBI FeMOCTa3a.

DYyHKUMOHAIBHbIE KOMIIOHEHTBI CHCTEMbI I'eMO

crasa:

* IIpoxoarynsHTHI.

e VHrubGuTOopH! KOAryasLUUH, aHTUKOATYJISTHTHI.

e IIpodubpuHonUTHKY.

e  HWuruburtops! pudpuHoamnsa.

Ha remocTta3 MoryT oka3blBaTh BIUSIHHE KakK
¢busnosornueckue, Tak U Hedusuosorndeckue (ma-
Tosorndeckue) pakTopel. K mocieqHuM OTHOCATCS
O0akTepuanlbHBIE TOKCHUHBI, Al )XUBOTHBIX, COO-
CTBEHHBIE TPOTEONUTHIECKHE (PEPMEHTHI, B (DHU3HO-
JIOTUYECKUX YCIOBUSIX OTCYTCTBYIOUIUME WU HUMEIO-
Mecs B KPOBU B HE3HAYUTEIbHBIX KOHUEHTpALUIX,
JIeKapCTBEHHBIE MPEMapaThl.

AKTHUBHOCTh pPa3HBIX KOMIIOHEHTOB CHCTEMBI Te-
MOCTa3a MOXET M3MEHAThCA B IMUPOKHUX MpeAenax
H3-3a TEHETHYECKUX OCOOEHHOCTEN WMIIM DK30I€HHBIX
BO3JEHCTBUI Ha opraHu3M. B3aumonelcTBUE KOM-
MMOHEHTOB reMOCTa3a OPraHU30BaHO Cepuel Mexa-
HHA3MOB «IIPSIMOW» M «OOPaTHOW» CBI3H, KOTOpPHIE
o0ecreunBarOT HECBEPTHIBAEMOCTh KPOBU U IHPKY-
JSIIUIO €€ B COCYAaX B TE€UEHUE BCEH KU3HU YeOBe-
Ka. [Ipy oTHOCUTENBbHO HU3KOU WM BBICOKOWU ak-
THBHOCTH KaKOTO-TH0O0 3JeMeHTa 00Ias WHTErpH-
pylomas akTUBHOCTh TEMOCTa3a MOXKET 0CTaBaThCs
cpenHedU3NOIOTUYECKON 3a CYeT KOMIIeHCaTop-
HOTO U3MEHEHHS JPYTHX KOMIIOHEHTOB CHCTEMBI.
CoxpaHeHue o0IIell aKTUBHOCTH TeMocTa3a B (-
3UOJIOTHYECKHUX TpellellaXx MOXXHO OIPENeNUTh KaK
HojepXKaHue reMocraruyeckoro 6amanca (puc. 1).
[Ipu cmemenny remocTaTndeckoro OamxaHca 3a pam-
KU (QU3UOIOTUUECKUX HOPM BO3HHUKAIOT YCIOBHS
JUIS pa3BUTHUSA MATOJOTHYECKAX KPOBOTESUCHUN WU
TpoMO030B.

XoTs MexaHU3MBI PabOThl CHCTEMBI TeéMOCTa3a
CIIOKHBI, UTOT HOPMaJIbHOU ee paboTsl mpoct. [Ipu
OTCYTCTBHUH TOBPEXKAEHUSI CUCTEMa MPEIMSTCTBYET
CBEPTHIBAHHUIO KPOBH. YacTo TOBOPST, YTO OHA WH-
TaKTHa, OJHAKO Ha COXpaHEHHE JKHUJIKOTO COCTOSHUS
KpOBH 3aTpadyuBaeTcs MHOTO »Hepruu. [Ipu BO3HUK-
HOBEHHH TOBPEXKICHUS 3aITyCKAaeTCsl MPOIECC OCTa-
HOBKHM KPOBOTEUEHUS: MPOUCXOAUT CHa3M COCYJa, B
30HE MOBPEXISHUSI HAYNHAETCS MPOIECC CBEPTHIBA-
HHS KpoBH. Uepe3 KopoTkoe BpeMs chopMHpOBaH-



XapakTepucTuka cucTeMbl reMocTasa

[nHamu4eckoe paBHoBecue

Hopma
lnokoarynaumna lnepkoarynAuua
(KpoBOTEYEHMA) (Tpombo3bl,
Tpombodunnn)
dunbpuronna WY MnasmeHHbIe
thakTopb!
Cocyaucro- A AHTUKOA-
Tpomboun- YNAHTBI
TapHble
(baKTops!

Puc. 1. leMocTaTMyeckuid 6anaHc: 3a c4YeT KoMMeHcaTop-
HOro B3aMMOAENCTBUS cUCTeMa reMocTasa Nnofaepkusaet
KPOBb B XWOKOM COCTOSIHUM B TEYEHWE BCEMN XM3HU, B TO ke
BpeMsi Npy NOBPEXAEHWN KPOBb GbICTPO CBOpayMBaeTcs, Ky-
nupysi kpoBoTeyeHue. Mpu cMeLLeHnn reMocTaTyeckoro 6a-
naHca 3a pamku prU3NONorMYeckUX HOPM BO3HUKAIOT YCIOBUS
[ns pasBUTMS NATONOTMYECKUX KPOBOTEYEHUI UMM TPOMGO30B

HBI TEMOCTATUYECKUI TPOMO 3aKPHIBAET MOBPEXK-
JIeHUE U TIpeKpaliaeT KposoroTepro. Ha noBpexaeH-
HOM Y4YacTKe, 3alHIIIEHHOM TPOMOOM, MPOUCXOMSAT
nporieccel penapanuu. Ilo Mepe BoccTaHOBIEHHUS
NOBpeXIeHUsT TpoMO mm3upyercs. CrcreMa remo-
CTa3a BO3BPALIAETCS B UCXOIHOE COCTOSHUE.

3HAKOMCTBO ¢ (PU3HOJIOTHEH U MAaTOJIOTHeN CHC-
TEMBI T€MOCTa3a Ha MEPBBIi B3I CO3/1aeT BIIEYAaT-
JICHUE W3JUIIHEH Neperpy>kKeHHOCTH pa3IMYHbIMU
snemeHTaMu. OJTHAKO CUCTEMa TeMOCTa3a BEJMKO-
JIETTHO OTPETrYJIUPOBaHA M CIOCOOHA IPPEKTUBHO
(YHKLIIMOHMPOBATh B CaMbIX PA3IMYHBIX (PU3HOIIO-
TMYECKUX U TIATOJIOTMYECKUX yciaoBusix. Cucrema re-
MOCTa3a U3MEHSIETCS B MPOLIECCEe OHTOreHe3a, U IpH
€e MCCIIeJOBAaHUU HEOOXOIUMO YYUTHIBATh BO3PACT
YeJIOBEKa.

[TockonbKy B OpraHu3Me pa3IndHbIC MEJKUE
TIOBPEXKJICHHS] BOSHUKAIOT YacTO, B CUCTEME MPaKTH-
YeCKH IMOCTOSIHHO MPOUCXOAAT JIOKABHBIE MPOIIEC-
cbl. IIpy HOpMaIbHOM IeMOCTaTHYECKOM OarnaHce
YyBCTBUTEJIbHAS I OpraHM3Ma KpOBOIOTEPS Po-
MCXOJIUT JIMIIb TP MACCUBHOM TNOBpekaAeHuH. Of-
HAaKO MpH HapyLIEHUH reMOCTaTHYecKoro OanaHca
3HaYMMasi KPOBOTIOTEPS: MOXKET BO3HUKHYTh TPU He-
3HAYUTEIBHBIX MOBpexaAeHusX. JInbo, HaoOopoT,
MaTOJIOTMUECKoe TPOMOOOOPa30BaHHIE NI HEKOHT-

poJiupyeMoe pacipocTpaHeHHE Mpolecca pocTa
TpoMOa MPUBOIAT K HAPYLIEHUIO KPOBOOOpAILIeHUS
B JKU3HEHHO Ba)KHBIX OpraHax. Bo3MOXXHO Takxke
BO3HUKHOBEHHE CMEIIaHHOW MPOOIEeMbl: HEKOHTPO-
IMpyemMoe TpoMO000pa3oBaHUE MPUBOAUT K MOTPeO-
JICHUIO MIPOKOATYJISIHTOB U PAa3BUTHIO UILIEMUH U O~
HOBPEMEHHO MaTOJIOTUYECKOT0 KPOBOTEUEHHUS.

CucteMa remocrasza peryampyercst He TOJIbKO
CBOMMH BHYTPEHHMMHU MexaHu3Mamu. OHa TeCHO
CBs3aHa C (DYHKIIMOHMPOBAHMEM OpraHM3Ma B IIEJIOM
U MEHsIET cBo€ (PYHKLIMOHAIBHOE COCTOSHUE B 3aBU-
CUMOCTH OT COCTOSIHUSI Makpoopranuzma. Kposote-
YeHHe U 0COOEHHO TPOMOO3 MOTYT OBITH CMEpTEIlb-
HO OIACHBI JJIsi OpraHu3Ma. DT COCTOSIHUSA JIeT4e
NPEZI0TBPATUTD, YeM JIeunTh. Bee 310 mukTyeT Heod-
XOJIMMOCTb JIA00paTOPHON OLIEHKH COCTOSIHUM CHC-
TeMbI TeMOCTa3a.

I[Ipencrapnenre 0 HOPMAILHOM (PYHKIIMOHUPO-
BaHMM CUCTEMBI FeMOCTa3a OYEHb YCJIOBHO U HE UMe-
eT YEeTKHX paMok. KiMHUYecKku TpyaHO ONpenenuTh
HOPMAJIbHYIO KPOBOIIOTEPIO MPU KAKIOM KOHKpET-
HOI TpaBMe. A pe3UCTEHTHOCTh K MPOTpOMOOTHYEC-
KM BO3/IEMCTBUSAM BOOOIIE KIMHUYECKH OLCHUTD
Helb3s. YenoBek, He UIMEBLIMI B TEUEHUE CBOEH KU3-
HH HU OJTHOH TSDKENOM TpaBMBbI, MOKET HUKOTIa HE
y3HaTh, YTO y HEro Jierkas (hopMa KoaryyoraTHH.
OTHOCHUTENTPHO HU3KMI YPOBEHb MHIMOUTOpA CBEp-
TBIBaHUSI KPOBH MOJKET KIIMHHYECKH MPOSBUTHCS
TPOMOO30M B CTApOCTH WJIM BO BpeMs TSDKEJIOTo 3a-
OoJieBaHUs, U Pa3BUBIIUIICS TpoMOO3 He OyAeT olle-
HEH BPa4oM IPAaBUIIBHO.

[NockombKy 1a00paTopHBIe HOPMBI OTIPEIENISOT
NP MCCIIEI0BAHNHN 3/I0POBBIX JIHILI, BpayH, KaK mpa-
BUJIO, HE MIMEIOT YETKHUX TPAHHIl HOPMATBHBIX ITOKa-
3aTesiell TeMocTasza. B CIIOKHBIX Cilydasx JHMarHo3
CTPOMTCSI HA aHAIN3e JIAOOPATOPHBIX M KIIMHUYEC-
KUX JTaHHBIX. MHOTHE KOMIIOHEHTBI CUCTEMbI TEMO-
cTa3a JaOWIbHBI, 8 Ha Pe3yJIbTaThl aHAIHM3a BIUSICT
Henblid psig gpakropos. [loaTomy st pereHus: Bor-
poca 0 IuarHo3e B COMHUTENBHBIX CIydasX HEOOX0-
JIMMO TIPOBOJIUTH HEOJHOKPATHBIC UCCIICIOBAHUS C
UCTIOJIB30BAaHUEM PA3JIMYHBIX METOZIOB U PEAKTUBOB
JUTSL OTIPEJICTICHUS] OJIHOTO M TOTO JKE TIOKA3aTeIsl.

Hrpke MBI pacCMOTPHM OTHAEIBHO pPa3HBIC JJie-
MEHTBI T€MOCTa3a, UX B3aUMOJICHCTBHE U TI1aTOJIOTH-
YeCKHE IPOIIECCHI, SIBJISIOIINECS CIICACTBUEM Hapy-
IICHHsI TEMOCTATUYECKOTO OaJlaHCa.



Cocygucras cTeHka

COCYOUCTAA CTEHKA

CTpyKTypa n (pyHKLMN COCYANCTON CTEHKU

KpoBb B opranmsme uesnoBeKa MPOTEKAET 1O
3aMKHYTOH cucTeMe KpOBEHOCHBIX cocynoB. Cocy-
bl HE TOJIBKO ITACCHBHO OTPAHUYMBAIOT 00BEM LIUP-
KYJSIMA 1 MEXaHUUYECKH TPEI0TBPAILAIOT KPOBOIIO-
TEpIo, HO U 00JIaAAIOT IEIbIM CIIEKTPOM aKTHBHBIX
¢byHKImil B reMoctase. B gu3nonornyeckux ycioBu-
SIX HEMOBPEXKJICHHAS COCYJUCTasi CTEHKA CIIOCOOCTBY-
eT MOAEPKAHUIO JKUAKOTO COCTOSTHUS KpoBU. He-
MIOBPEXKACHHBIN JHAOTEINHN, KOHTAaKTUPYIOIIHUNA C
KPOBBIO, HEe 00JIa1acT CBOMCTBAMU MHUIIMMPOBATH
npolecc cBepThiBaHuA. KpoMe Toro, oH colepkut
Ha CBOEH MOBEPXHOCTH U BBIJEISET B KPOBOTOK Be-
IIECTBA, KOTOPBIE NPEMATCTBYIOT CBEPTHIBAHHIO. ITO
CBOMCTBO MpeAoTBpaIacT oOpa3oBaHue TpoMmOa Ha
MHTaKTHOM SHJIOTEJIMU U OTPAHUYMBAET POCT TPOM-
0a 3a mpezenbl NoBpexAeHus. [Ipu noBpexxaeHnn
WJIM BOCIIAJICHUM CTEHKA COCY/la IPUHUMAET y4acThe
B oOpasoBanuu Tpomba. Bo-mepBbIX, cyO3HIOTENH-
aJIbHbIE CTPYKTYpPbI, KOHTAaKTUPYIOIKE C KPOBBIO
TOJIBKO TP TMOBPEXICHUM WM PAa3BUTHU TATOJIO-
TMYECKOro Ipoliecca, 00JaJal0T MOIHBIM TPOMOO-
TeHHBIM MMOTEHIMAJIOM. BO-BTOPBIX, SHAOTEINH B
30HE TIOBPEXICHUSI aKTUBUPYETCS My HETO MOSIBIIS-

I0TCSl TIPOKOAryJIsIHTHBIE cBoiicTBa. CTpoeHue cocy-
JIOB TIOKa3aHO Ha pHuC. 2.

Cocypucras CTeHKa y BCEX COCY/IOB, KpoMe Tpe-
KanuJUISIPOB, KAMUIIPOB U TOCTKAMMIUISPOB, CO-
CTOUT U3 TPEX CJIOEB. BHYTPEHHEH 000J109KH (MHTH-
MBbI), cpenHeit 0000uku (Menun) 1 HapyKHOH 000-
J0YKH (aIBEHTHUIIHN).

Humuma. Ha BceM NpOTSHKEHUH KPOBEHOCHO-
ro pycia B (pH3UOJOTUIECKUX YCIOBUSX KPOBH KOH-
TaKTUPYET C SHIOTENUEM, OOpa3yIOIMM BHYTpPEH-
HUM CJIOW MHTUMBI. DHAOTENUM, KOTOPBIM COCTOUT
U3 MOHOCTIOS KJIETOK DHJOTEIUOIMTOB, UTPAeT Hau-
OoJiee aKTUBHYIO POJib B remoctasze. CBOWCTBA 9H-
JOTENHsI HECKONIBKO Pa3IMYaloTCcs Ha Pa3HBIX ydac-
TKaX KPOBEHOCHOW CHCTEMBI, ONpEiesisisi pa3HbIi re-
MOCTaTUYECKHI CTaTyC apTepHii, BEH U KalUJUTSPOB.
[Tox sHIOTENHEM HAXOIUTCS aMOphHOE MEXKKIIe-
TOYHOE BEIIECTBO C IJIaJKUMH MBIIICUYHBIMU KIIET-
kamu, ¢ubpobractamu U Makpodaramu. Taxxke
BCTPEUAIOTCS BKPAIJICHUS JIMIKIOB B BUJIE KaIrlelb,
YaIe pacroyoKEeHHBIX BHEKIETouHo. Ha rpanuie
WHTUMBI ¥ MEJIMM HAXOAUTCS BHYTPEHHSIS 3JIaCTHY-
Hasi MeMOpaHa.
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Puc. 2. CocyaucTtasi CTeHKa COCTOWUT M3 UHTUMBI, MyMUHaNbHAs NMOBEPXHOCTL KOTOPOW MOKPbITa OAHOCIOWHBIM 3HAOTENUEM, Meauu
(rMagKoMblLLeYHblE  KIETKM) U afBeHTULMKM (COEOUHUTENBHO-TKAHHBIM Kapkac): A - KpynHas MbILLEeYHO-3MacThiHasl apTepust
(cxemaTudeckoe n3obpaxeHue), b - apTepuonsl (TMcTonoruydeckuin npenapar), B - kopoHapHasi apTepusi B nonepeYyHoM paspese



MeOust COCTOUT ¥3 TJIAIKMX MBIIICYHBIX KIETOK
U MEXKKJICTOYHOTO BellecTBa. Ee ToJuHa 3HaUK-
TEJIBHO BapbUPYET B Pa3IMUHBIX COCY/aX, 00yciaB-
JHMBas MX Pa3HYIO CIIOCOOHOCTh K COKPAILEHHIO,
MPOYHOCTH U JACTUYHOCTb.

Aosenmuyuss COCTOUT U3 COSAMHUTEIHHOM TKa-
HH, COJICpKAIlICH KOJUIAreH U DJIaCTHH.

Aptepuossl (apTepHalibHBIE COCYIIBI C OOLIMM
mamerpoM meHee 100 MKM) mpeacTaBisiroT co0oi
MEPEXO/IHBIC COCY/bl OT apTePUil K KalMIUIAPaM.
ToHa CTEHOK apTepHOJI HEMHOIMM MEHBIIIE IIIH1-
puHbI uX npoceera. CocyaucTas CTeHKa CaMbIX KPYII-
HBIX apTepHOJI COCTOUT U3 Tpex cioeB. [1o mepe BeT-
BJICHUS apTEPUOJT X CTCHKUA CTAHOBSITCS TOHBIIIE, a
IPOCBET yXK€, OJTHAKO COXPAHSETCS COOTHOILCHUE
[IMPHUHBI ITPOCBETA M TOJIIUHBI CTEHKH. B cambIx
MEJIKUX apTeproJIax Ha MOMEPEYHOM CPE3€ BHJIHBI
OJIMH-JIBA CJIOS TJIAJIKMX MBIIICYHBIX KJICTOK, JHJIO-
TEJIMOLUTHI M TOHKAs, COCTOSIIAsT U3 KOJIIAr€HOBBIX
BOJIOKOH HapyXHasi 000JI04Ka.

Kanumisippl cOCTOAT M3 MOHOCIIOS SHJIOTEIHO-
IIUTOB, OKPYKCHHBIX 0a3aibHOM TuacTuHOM. Kpo-
Me TOTO, B KamWLISApaX BOKPYT SHAOTEIHUOIUTOB
HAXOJIAT JPYrOW THIT KJICTOK - MEPHUIIUTHI, POJIb KO-
TOPBIX U3y4CHA HEIOCTATOYHO.

Kanuisipbl OTKpBIBAIOTCS HA CBOEM BEHO3HOM
KOHIIC B MOCTKANMJUIAPHBIC BEHYIBI (quamerp 8-
30 MKM), 17151 KOTOPBIX XapaKTEPHO YBEIUYCHUE KO-
JIMYECTBA TIEPUIIMTOB B COCYmHCTOM creHke. [loct-
KaIUTIPHBIC BEHYJIBI, B CBOIO OUEPE/b, BIIAIAIOT B

Cocyanctada cTeHka

cobuparenbHbie BeHyI bl (uamerp 30-50 MkMm), cTeH-

Ka KOTOPBIX, [IOMUMO MEPUIIUTOB, UMEET HAPYKHYIO

000JI0UKY, COCTOSIIYIO U3 (pruOPOO6IaCTOB M KOJLIA-

TeHOBBIX BOJIOKOH. CoOupaTenbHble BEHYIIbI BIlaa-

IOT B MBIIIICUHbIE BEHYJIbI, UMEIOIIUE O/IMH-/IBA CIIOS

TJIaJIKUX MBIIIEYHBIX BOJIOKOH B CpeiHell 000JI0uKe.

B 1ienom BeHyIbl COCTOSIT U3 HIOTETHAIBLHON BbIC-

TUIKH, 0a3aJbHOM MeMOpaHbl, HEMOCPEICTBEHHO

NpUJIETAOIIEH CHAPYXKM K SHIOTEMOLUTAM, Hepu-

IIUTOB, TAKKE OKPYKEHHBIX 0a3aIbHOM MeMOpPaHOI;

KHapy>Ku OT 0a3zaJlbHON MEeMOpaHbl UMEeTCsl CIION

KoJutareHa. BeHbl cHaO)KeHbI KJIaaHaMH, KOTOpbIE

OpPHEHTHPOBAHBl TAaKUM OOpa3oM, YTOOBI HpoITyC-

KaTh KPOBb IO HAIPaBJIEHUIO K cepty. bosnblie Bee-

ro KJIAIaHOB B BEHaX KOHEYHOCTEH, a B BEHaX Ipy/-

HOH KJIETKHM U OpraHOB OPIOLIHOM MOJIOCTU OHU OT-

CYICTBYIOT.

@DyHKIMA COCYI0B B TEMOCTa3E!

*  MexaHuuecKoe OrpaHMYeHHEe KPOBOTOKA.

*  Perynsauust KpoBOTOKa 110 COCyiaM, B TOM YHC
Jie cracTHyecKas peakiysi HOBPEXICHHbIX CO
CYJIOB.

e Perymsnus reMocTaTH4eCcKuX peakuuil myrem
CHHTE3a U MPEICTABICHNS Ha TOBEPXHOCTH SH
JIOTENUSI U B CYORHIOTEITMAIBHOM CJI0€ OEITKOB,
HENTHI0B U HEOETKOBBIX BEIIECTB, HEMOCPE
CTBEHHO YYaCTBYIOILIMX B TeMOCTa3e.

* [lpencraBneHre Ha HOBEPXHOCTH KJIETOK peLieTt
TOPOB U1 SH3UMATHYECKUX KOMIUIEKCOB, BOB
JIEYEHHBIX B KOATYJSILUIO U (PUOPHHOIMS.

AHpoTenun

XapaKmepuchKa SHJ/1o0mersriuasibHoSO MoKpoea

Cocynucrast CTeHKa HWMEET AaKTUBHYIO IIOBEPXHOCTb, C BHYTPEHHEH CTOPOHBI BBICTJIAHHYIO 3HJIO-
TEUATBHBIMM ~ KJIETKaMU. L[elOCTHOCTh 3HAOTENU-ATBHOTO IOKPOBAa SBJSETCS. OCHOBOW HOPMAaJbHOTIO
(YHKIMOHUPOBAHHS KPOBEHOCHBIX COCYHOB. Ilmomans moBEpXHOCTH SHAOTENHAIBHOTO MOKpPOBAa B COCyHax
B3pOCJIOTO YEeNOBEKa COMOCTaBUMa C Iuouiaapio (yréonbHoro nosst. Kierounas memOpaHa >HAOTEIMOLUTOB
00J1aJaeT BBICOKOH TEeKY4eCThIO, UTO SIBISIETCS BKHBIM YCIOBHEM aHTUTPOMOOI'€H-HBIX CBOMCTB COCYIMCTON
CTeHKH. BpicOKkasi TeKydecTb OOecreurBaeT INIaJKyr0 BHYTPEHHIOIO MOBEPXHOCTh SHIOTenus (puc. 3), KOTOpPBIH
(YHKUMOHUpPYET KaK LEJOCTHBIM IUIaCT M MCKIIOYAeT KOHTAKT MPO-KOArYJSIHTOB IUIA3Mbl  KPOBU  C
CYORHIOTENHUANIBHBI-MU CTPYKTYpaMU.

OHAOTEIMOLMTEl CUHTE3UPYIOT, MPEACTaBIAIOT Ha CBOEH MOBEPXHOCTH U BBIACISIOT B KPOBb U
Cy03H10TeNINATIbHOE TPOCTPAHCTBO LENbIH CHEKTP OMOJOTUYECKH aKTHUBHBIX BEIIECTB. DTO OEJIKM, MENTHUIbI
U HeOeNKOBble BEIECTBA, perylupyronpe remocra3. B T1abn. 1 mnepeuncineHbl OCHOBHBIE MPOAYKTHI
9HJIOTEJIMOLIUTOB, YYaCTBYIOILIHE B TEMOCTA3e.



Cocyaucras cTeHka

e s i ;
= -'-"“'"--q'.-, A gy
SHEEs
‘g- - --/ = ‘_'_'.. ,r-"‘.'
e 2 i

Cacn §

r M‘“ﬁ u
e s W

Puc. 3. SHOoTenuanbHbIN NOKPOB cocyAoB. [MNaakas noBepx-
HOCTb NOKPbITa OOHVM CIIOEM 3HAOoTENMarnbHbIX KneTok. Lienoc-
THOCTb 3HOOTENMarnbHOro NMoKpoBa - BaXKHelLLIEee yCroBue co-
XPaHEHUs1 KMOKOro COCTOSIHWS KPOBM

AHmUKoaey.l'lﬂHmHaFl aKmMUu8HOCMb UHMaKIMHO20 3HOOMerusi

AHTHKOATYISIHTHBIE CBOICTBA SHAOTENHS 00ec-

MEYMBAIOTCS HECKOJIBKMMHU MEXaHU3MAMHU.

e VHTakTHBIN SHIOTENMI HE 00Ia/1aeT MPOKoary-
JITHTHOW aKTUBHOCTBIO.

*  DHAOTENUM MACCUBHO MPEIOTBPALAET KOHTAKT
KPOBH C CYOIHIOTEUAILHBIMU CTPYKTYpaMH,
00J1a1AI0IMMU BBIPAKEHHBIMU ITPOKOATYJISIHT-
HBIMHU CBOMCTBaMH.

*  IHTaKTHBIN SHAOTEJINN CUHTE3UPYET, BHIIAEIIA
€T B KPOBb WJIM IIPEJCTABIISIET HA CBOEH MTOBEPX
HOCTH BELLECTBA, NPEIATCTBYIOLIHME KOATYJISLHH,
aJIre3uH, arperalyu 1 Ccra3smy COoCy10B.

ukokanukc

Co cTOpoHBI IPOCBETA COCYa HA TIOBEPXHOCTH
SHJIOTENMATBHBIX KJIETOK C(POPMUPOBAH CJI0# IVIMKO-

KaMkca (MpeXHee Ha3BaHHUE - MYKOIOJIMCAXAPH),
COCTOSAIIMI M3 MPOTEOTNIMKAHOB, TJIMKOIPOTEHIOB,
TIMKOUIHIOB (puc. 4).

OCHOBY TIMKOKaJIMKCa 00pa3yroT MOJICKYJIbI
npoTeormKaHoB (puc. 5). CTepyKHeM MpOTEeOrIu-
KaHOB CIY)KUT OYCHb JUIMHHBIA (PHIaMEHT THaiy-
pOHOBOH KucinoThl. K ruamypoHary ¢ momoIusio
KOHTAKTHBIX OCJIKOB KpEIsITCs BHYTpeHHHUE (sep-
Hble) Oenku. OCHOBHBIMH 3JIEMEHTaMH MPOTEOTJIN-
KaHOB SIBJISIFOTCS LIETIOYKHU TIFOKO3aMHUHOTIIMKAHOB,
B YAaCTHOCTH TeNapaHCyb(paTa U XOHIPOUTHHCYIIb-
¢ara, pacroio’KeHHbIE Ha BHYTPEHHEM (SIIEpPHOM)
Oenke. Ha oHoi Mosekyne saepHoro Oenka Jyuiu-
Hoi okonio 300 uM pasmentaercs 10 200 mMonekyn
IJII0KO3aMUHOIIIMKaHOB. Ha momio remapancyinbda-
Ta B HEKOTOPBIX 30HAX HHJOTEIMAIBHOTO TOKPOBa
npuxoautcs 10 80% riIroK03aMUHOTIIUKAHOB.

Tabnvua 1

IIpoodyxkmul sHOOMenUOYUMOos, yiacmeyowue 8 2eMocmase

AHTHKOATY/ISHTBI IIpokoaryastHTbI
['enmapancynbdar TkaneBoii haxrop™
TpomOomoyuH Wuruburop akTuBaTopa rma3MuHoresa 1-ro tuma
Anenozunaugocdarasa ®daxrop Buniebpanna

IIpocranuxiu, [1IE,, [II'b,

Penenrop juis gakropa Xa

Oxcup a3ota

Komnaren IV (penentop mist dakropa IX i

TxaneBoit AKTHBATOP IJIa3MUHOI'CHA

WnynmpoBaHHbIH rHITOKCHEl akTrBaTop daxropa X

ypOKI/IHaBHHﬁ AKTUBATOP IJIa3MHUHOI'CHA

HI/IHOHOJ'II/IcaxapI/Iﬂ-PIHI[yHHpOBaHHLIﬁ AKTUBATOP HpOTpOMGI/]Ha

Wuruburop myT TKaHeBoro Gakropa

DHpoTenuaIBHbINA penentop nporenna C

Annexcrnn V

Annexcun ||

[porenn S

DHAOTENMH-TTPOIYIUPYEMBIA (haKTOp peraKcauu

* JlokazaHo B 3KCHIepUMEHTAxX iN Vitro, in vVivo UMeroTCs JUIb eMHUYHBIC JaHHbIC.
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Puc. 4. MMykokanukc aHaoTenuanbHOro NOKpoBa NPeacTas-
NsieT coboN MONeKyNAPHbIA CIOW, COCTOSALLMIA U3 MPOTEOrNMKa-
HOB, IMYKONPOTENOOB, MUKONUMAOB, UMEHHO B HEM OCYLLIECTB-
NSATCA NPUCTEHOYHbIE MeTabonudeckue npouecckl. Crion mu-
KOKanuKkca MpakTuyecky npegynpexxaaeT npsiMon KOHTaKT Krie-
TOK KPOBM C MOBEPXHOCTLIO SHAOTENMUANbHbLIX KNETOK

I'enapancynedar obaagaeT MOLIHBIM aHTHUKOATY-
JSIHTHBIM JISWCTBUEM, ABISLICH KO(DAKTOPOM aHTUTPOM-
O6una. ViMeHHO renapaHcyiab(ar CIly)KUT OCHOBOH re-
MapyHa, Korja MOCJIEeIHUM MOIy4daroT BBITSKKON U3
Oouonornyecknx TkaHed. Kommiekc renmapancynbgar-
AQHTUTPOMOMH SIBISACTCS CaMbIM aKTUBHBIM WHTHUOUTO-
poM cBepThIBaHMs. Ha ero goiro mpuxoauTcss OKoJo
80% aHTHKOATYISIHTHOW aKTUBHOCTH KPOBH.

Kpaitnumy MomnekynamMu TIFOKO3aMHHOTIMKAHOB,
Kak MpaBUIIO, SIBIISIFOTCS CHAJIOBbIE KHCJIOTBI, KOTOPHIE
(OpPMHPYIOT OTpHLIATENBHBIN MOBEPXHOCTHBIH 3apsfl.
KieTkn kpoBH Takke UMEIOT Ha MOBEPXHOCTU CHAJIO-
BBIE KHCIIOTHI, TO3TOMY MEXKIy MOBEPXHOCTBIO COCY-
JUCTOM CTEHKH U KJIETKaMH KPOBH (OPMHUPYIOTCS
CHUJIBI 3JIEKTPOCTATHYECKOT0 OTTAJIKUBAHUS.

BayTpenHue npoctpaHcTBa MPOTEOTTIMKAaHOB THI-
paTupoBaHbl U HOPMHUPYIOT BS3KUH Tellb, yCTONUNBBIN
K KOMIIPECCHOHHOMY JaBiieHHI0. B pesynbraTe obpa-
3yeTcs MPUCTEHOYHBIH MOJICKYJISIPHBIA CI0M, Kyna, ¢
OJIHOM CTOPOHBI, HE MPOHUKAIOT KPYIIHBIE KIIETOUHBIE
3JIEMEHTHI, C IPYroil CTOPOHBI, UMEHHO B 3TOM CJIOE
(GYHKUMOHUPYIOT Takue (EepMEHTHI, KaK JHUIIONpOTe-
uHinnasa, nensid psn AJldas, hepMmeHTsI, pa3pyia-
IOII[e KMHUHBI, CEPOTOHHH, HOPaAPEHAIINH U JIpyTHE
OMONIOrMYECKN aKTHBHBIEC BELIECTBA, B TOM 4HCIE 00-
JaJAr0IIHE TPOKOATYJISHTHON aKTUBHOCTBIO.

KoHmpone akmueHocmu mpom6oyumos

CnocoOHOCTh MHTAKTHOT'O OHAOTCIUA KOHTPO-
JIUPpOBATb aKTUBHOCTH TpOM6OI_II/ITOB CBs3aHa C I10-

Cocygucras cTeHka
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Puc. 5. npOTeOfﬂVIKaH - OCHOBHOW 3MeMeHT rMUKOKamnuK-
ca, C(bOpMVIpOBaHHOFO Ha NOBEPXHOCTU COC)/,D,MCTOIZ CTEHKU

CTOSIHHBIM CHHTE30M HPOCTALMKINHA, 3KTOaAEHO-
sunaudocdarassr U okcuga azora (NO), koTopsie
NPEeNnsATCTBYIOT aKTUBALMK, aATe3UH U arperanuu
TPOMOOITUTOB.

Oxcupa azora (NO) - MOUIHBIM aHTHArPETaHT U
Bazoamnaratop. NO obpasyeTcs u3 apruHMHA MOJ
BIIMSIHUEM MOCTOSIHHO 3KCIPECCUPOBAHHOM Ha 3HJI0-
tenun NO-cunTerassl. Ilpexae yem NO Obln numeH-
TUQUIUPOBAH KAK BA30aKTUBHBIA METa0OJIUT, €ro
3¢ dexT mpUNHCHBaIM penakcupyoueMmy Qakropy
sugorenus (EDRF - endothelium-derived relaxing
factor). BpaaukuHMH, THUCTAMHH, AllETUIXOIUH IIO-
BBIIAIOT oOpa3oBaHue u ocBoboxaenne NO u3 »H-
JIOTeNrajIbHBIX KJIETOK. Bce 3TH BelecTBa CTUMYIN-
pyIOT I'yaHWIaTUHKIa3y, koTopas nepesoaut I'TO
B uukino-I'M®. Iuknuueckuit [M® B cBoto ouepenpb
aktuBupyer NO-cuHTeTa3Yy.

B Mmecrtax CnOHTaHHOW penapanuy 3HAOTENHUS
KPaTKOBPEMEHHO 00pa3yloTCsl Y4acTKU JI€3HIOTEIH-
3aui. DTOT MpoLEecC HE COMPOBOXKIAACTCS MPUCTE-
HOYHBIM TpoMOooOpa3zoBaHueM. Buaumo, anresuio
TPOMOOLIMTOB K CYyOIHIOTENHIO OJIOKHPYET 00JIaKo
NpOCTaUMKINHA, (popMHUpYyIOLIeecss Hal IHAOTEIH-
aIBHBIM TOKpOBOM (puc. 6).

AHTHArperauvoHHOE AEWCTBHE MPOCTALUKIMHA
CBSI3aHO CO CIIOCOOHOCTBIO YCWJIMBATh JeiicTBUE ajie-
HUJIATLUHKIIa3bl TPOMOOLIUTOB. DTO BEET K yBEIHU-
yeHU1o cuHTe3a HTAM®D, yaajgeHui0 MOHOB Ca* B
MyJIbl XpaHEeHUsI U3 TUIa3Mbl U CHHKEHHIO CITIOCOOHO-
CTH TPOMOOLMTOB K arperamuu (puc. 7).
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Jlpyrue npocTariianinHbl, 00pa3yIoImuecs: B 9H-
JOTENUABHBIX KJIETKAaX U OTYACTU B TPOMOOLIMTAX,
OKa3bIBAIOT P PEKTHl O TUITY OOpAaTHON CBS3H.
[II'D, sBnsieTcss MHTHOMTOPOM arperamyy, IpudeM
aHTHarperaoHHbId AP(EKT OH OKa3bIBaeT B OUYEHb
HI3KuX KoHueHTparusx (50 Hmous). Tem He MeHee
uHrnouTopHeIi 3ddexr [1I'D, B 10 pa3 crnabee, yuem
y npocrammmsa, 1ITE, B Mansix no3ax (10° mom)
MOTEHIUPYET TPOMOOIMTAPHYIO arperanuio, a B
Gombmmx (10° Mob) - SBMSETCS HHTHOMTOPOM ar-
peraiu. Kpome toro, I1I'E, oka3biBaeT HHruoupy-
oMK 3PPeKT Ha TUMEPOLUTHI U JAPYTrUe KIETKH,
NPUHUMAIOIHUE YYaCTHE B BOCTIAMTENBHBIX U aJuiep-
TUYECKHUX PEaKLIHIX.

Puc. 6. eaHaoTtenusauusa Nnpu CNOHTaHHOW penapauum 3H-
[OTENUA He COMPOBOXAAeTCA aare3viert TPOMOOLMTOB K CO-
CyAWCTON CTEeHKe, Mo-BMAMMOMY, 13-3a obnaka npocTauuknu-
Ha, (hopMUMpyIoLLIErocs MPUCTEHOYHO B 30HE rfMKOKanukca

JHpoTenn-
anbHan
KNeTka

AKTWUBMPOBaHHbII TpOMBOLNT

MonekynsapHbili kackad obpa3osaHusi
npocmauyuknuHa u mpombokcaHa

B sHpoTenmanbHbIX KIIeTKaxX, akKTUBUPOBAHHBIX
TPOMOOLIMTaX U JPYrUX KJIETKaX U3 MEeMOpaHHBIX
dochommuaos nox nericteueM (ocdonummnaz ocBo-
O0’K/IaeTcsl apaxuI0HOBasi KUCJIOTa, KOTOpast B CBOIO
odepenb SIBIACTCA MPEIIECTBEHHUKOM SHKO3aHOU-
JIOB - KHUCJIOPOACOACPKAILIMX NPOU3BOJHBIX. B 3H-
JOTENMMATBHBIX KJIETKAX U3 MOJIMHEHACHIICHHON apa-
XUJIOHOBOM KHCIIOTBI IPH yYaCTUM CIIELH(PUIECKOTO
MYJIBTU(EPMEHTHOTO KOMILUIEKCa IMKJIOOKCUI€HA3bI
CHHTE3UPYIOTCSl IPOCTALMKIIMH U PSAJl AKTHBHBIX TPO-
crarynanauHoB (puc. 8).

B tpomOormrax npu axruBaimu (ochonumnas u3
00pasyIOIIEHCs apaxuIOHOBOW KHCIOTHI CHHTE3HPYET-
csi B OCHOBHOM TpombOokcaH (TXA,), oH oka3biBacT
BBIPKEHHBIN COCY/IOCYKMBAOLMIA 3 deKT 1 sBisier-
CSl MOILIHBIM CTUMYJISITOPOM are€3HMH TPOMOOLIUTOB.
Mexanmsm peiictBust TXA cBsizaH ¢ akTuBarment ¢oc-
(hOMHO3UTONIBHOTO MEXaHU3Ma U C MPSIMBIM 3(eKToMm
M0 YBEJTMYECHUIO MPOHULAEMOCTH IIa3MaTHYECKON
MeMOpaHbI ISl HOHOB Ca®. TXAy, cesmpmas Ca®* cBo-
MU TUIPooOHBIMU TPYIIIaMH, 00eCIIeUHBaeT Tepe-
HOC €r0 4Yepe3 MeMOpaHbl, TEM CaMbIM OKa3bIBAECTCS
BBIpKEHHBIN TpsMOi 3P(EeKT Ha I1aJKOMBIILIEYHbIE
KJIETKH COCYJIOB U OpOHXOB. Ero Ba30KOHCTPHKTOpHBIN
addexr Takoii ke, kKak y anrrorensuHa ll, uto gemaer
TXA2 BOKHEHILIMM MECTHBIM PETYJISITOPOM pacIipeie-
JIEHUs KPOBH U CTUMYJIATOPOM TeMOCTa3a.

B nelikonuTax apaxug0HOBasE KUCIOTA SIBIISIET-
Csl TPE/IIIECTBEHHUKOM JIMTIOKCUTEHA3HOTO ITyTH 00-
pazoBanusi nerkorpueHoB (JITAy4, JITB4, JITC,,
JITDs4, JITEy).

CHuxeHne
yuTonna3ma-
TUYECKOrO

HeakTieHbIi TpOMEOLNT

Puc. 7. 3HpoTenuit MHIIMOMpYeT aKTUBaLMIO TPOMOGOLIMTOB 3a CHET BbIpaboTKM NpocTaumKiHa
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Puc. 8. Kackap meTtabonuToB, o6pa3ylolmxcs U3 apaxugoHOBOW KUCMOTbI. ApaxvaoHOBasi KUCMOTa ocBoOOXAaeTcs 13
dhocdonmMnnaoB KNeTouHbIX MembpaH 3a c4eT dhepMeHToB docdonuniuael A, nnu chocdonunasel C. B aHaoTenmanbHbIX KneTkax
1 TpOMBOLMTaX C y4acTMeEM LMKIMOOKCUreHasbl CUHTe3npytoTest aHpgonepekucn MG, u MMH,, B nevikoumTax nog BAMSIHUEM JIUMOK-
cureHasbl 0bpa3syroTcs NenKoTpueHbl, U3 sHaonepekucen B aHOoTenumn obpasyertcs aHTuarperaHT npocraumknuH (M) v psag
Opyrux npoctarnaHamHoB, B TpomboumTax - npoarperaHt TpombokcaH (TXAy)

Ha MonexynspHbIil kKackal oOpa3oBaHHs MPO-
CTallMKJIMHA ¥ TPOMOOKCaHa BIHSIET PSJ JCKapCTBEH-
HBIX TpErnapaToB, YaCTO NMPUMEHSEMBIX B TEPaIHH
(puc. 9). Cmepoudunvie 20pmonbl, UCTIONB3YEMbIC KaK
IPOTUBOBOCIAIUTEIBHBIEC CPEICTBA, HHTUOHPYIOT
¢dbocdonumnasel, nMpu 3TOM yrueTaercs oOpa3oBaHUe
HIMPOKOTO CIEKTpa MeAuaTopoB U3 Qochonumnuaos
KJICTOYHBIX MEMOpaH, B TOM YHCIIE MEAUATOPOB BOC-
NaJeHusl ¥ MPOIYKTOB KackaJa apaxuIOHOBOW KHUC-
notel. [loaToMy Hapsiy ¢ MPOTHBOBOCHATUTEIBHBIM
CTEpPOUIHBIC TOPMOHBI OKa3bIBAKOT Pl 3(dekToB, B
TOM YHCJIE U Ha CHUCTEMY TremocTasza. Ayemuncanuyu-
n06as Kucioma (aCIUPUH) alleTUIMPYET U UHTUOH-
pyeT epMeHT HUKIOOKCUTeHAa3y B TPOMOOLHUTaX U
SHJOTEJMATBHBIX KJIETKaX, YTO CIOCOOCTBYET WHIH-
OMpOBaHMIO CUHTE3a B HUX COOTBETCTBEHHO TPOM-
ookcana (TXA) u mpocranmknunaa (I1I'l,). Wuak-
THUBALUs MPOUCXOAUT OYCHb OBICTPO M HpaKTHYEC-
k1 HeoOpaTumo. TpoMOOIHUTH HE CIOCOOHBI PECHH-
TE3UPOBATH IMKIOOKCUTeHA3y (OHU IOJIyYaloT ee U3

METaKaphoIMTOB), TOT/Ia KaK METa0OIUYECKH aKTHB-
HbI€ DHJIOTEIUAIBHBIE KIETKH BHOBb PECUHTE3UPY-
10T [UKJIOOKCUTE€HA3y W BOCCTAHABIMBAIOT 00pa3o-
Banue [II'l; [TosToMy areruncanumnuioBas KucioTa
B HU3KHX J03aX IIUPOKO UCIOIB3YETCS NJISl JICUCHUS
M KaK TPO(QHIIaKTHYECKOE CPEACTBO apTepHUATBHBIX
TpoM0030B. OIHAKO HE CIIeyeT MPUMEHSTh €€ B BbI-
COKHX JI03aX, TaK KaK IPH 3TOM TOPMO3UTCS 00pa3o-
BaHWE MPOCTAIUKIINHA, YTO OJIOKUPYET €€ aHTUTPOM-
0OTHUECKOE JICWCTBUE U MOXKET IPUBECTH K TPOMOO3Y.

Tpomb6omodynuH

AHTHKOAryJIsSIHTHasl aKTUBHOCTD DHJIOTENHS CBsI-
3aHa TaKKe ¢ HaIM4YueM crenrduyeckoro MmemOpaH-
Horo Oenka - TpoMmOboMonyrHa. Ha moBepxHOCTH MH-
TAKTHOTO SHAOTENHUS COACPKHUTCA 3HAYUTEIbHOE KO-
nuaectBo TM. TpoMOGoMoayiuH ¢ BBICOKOH adpuH-
HOCTBIO CBSI3BIBACT TPOMOMH, MEHsISI «HAIMpaBliCH-
HOCTB» ero aeicTBus. Kommiekc TpoMOuH-TpOMOO-
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Puc. 9. MexaHn3Mm BNUSIHUA CTEPOUOHBLIX U HECTEPOUAHBLIX
NPOTUBOBOCNANIUTENbHLIX NpenapaTtoB Ha (PEPMEHTLI Kac-
Kafga obpa3oBaHusa TpoMOOKcaHa M npocTauuknuHa. Crepo-
nabl, NoAaBnsst akTMBHOCTL cbocchonunas, yrHetaT obpaso-
BaHWE LUMPOKOro CreKTpa MeauaTtopoB BOCManeHust U npo-
JOYKTOB Kackaja apaxuaoHOBOM KUCMOTbI, ALeTuncanvumunosas
KMCNOTa U ee aHanorn MHrMbmpyT LMKINOOKCUreHasy: B Ma-
NbIX 033X BMUSOT B OCHOBHOM Ha TPOMOOLMTBLI U OKa3blBakoT
aHTMarperaHTHbl ApeKT, a B BbICOKUX KOHLEHTpaLUSX no-
0aBnsaioT obpa3oBaHMe NPOCTaUMKIMHA B SHAOTENUM U OKa3sbl-
BalOT NpoarperaHTHoe AencTBue

lMpokoarynAHTHLIA achdhexT

moaynuH aktuBupyet npoterH C (puc. 10). [Toce-
JHUM B KOMILJIEKCE C MPOTEMHOM S MHIMOUpYET aK-
THBHBIC (hakTOphl Kackana koarymsimu Va u Villa.
Kpome TOrO, KOMIUIEKC TPOMOUH-TPOMOOMOIYINH
TMO/IBEPraeTcsl SHIOLUTO3Y SHIOTEIUATBHBIMU KIIET-
KaMH C TMOCTIEAYIOIIEH Jerpasialyeil TpoMOrHa B 9H-
JOTEIMOLUTE U PELMPKYJISIMEH TPOMOOMOTyIHHA
Ha KJIETOYHYIO TOBEPXHOCTb.

Jpyroii ¢pyHKIMEH KOMILIEKCa TPOMOUH-TPOM-
OOMOJYJIMH SIBIISIETCS aKTUBAIWMS MPOKapOOKCHIIe-
TUAa3bl Y JI0 aKTUBHOTO MHTHOHUTOpA - KapOOKCH-
nentuaassl Y WM TPOMOWH-aKTUBUPYEMOTO WHIU-
outopa ¢uopunonusa (TAFI), koTopblii 3ameisier
¢budpuHONIH3.

B Hopme TM cBsi3an ¢ MeMOpaHOii 3HI0TENINO-
IIUTOB M MPAKTUYECKU OTCYTCTBYET B LIUPKYIISALIMU.
[NosiBneHne ckoIbKO-HUOYIb 3HAYMMOM KOHLIEHTpa-
uni TM B TOKE KPOBU CBHIIETENILCTBYET O MOBPEXK-
JICHUH SHIOTeNMaNbHbIX KieToK. [loBpimenne TM
HaOMIOIaeTCs MPU CHCTEMHOW KPAacHOW BOJYaHKE,
JABC-cunpome, pecnMpaTOpHOM AUCTPECC-CUHIIPO-
Me B3pOCJIBIX, SMOOJIMHU JIETOUYHOU apTepuu, UHpap-
KT€ MHUOKap/ia, T0cjie UCTOIb30BaHUs TPOMOOIUTH-
KOB IIpU MH(apKTe MUOKap/a, IpH JrUabeTnueckon
MHUKPOAHT'MOTIATUH, TIOCTIE TPAHCIIOMHHAJILHON aH-
T'MOIJIACTUKN KOPOHApHbIX aprepuil. 3HaueHne TM
JUTSL PETYJISILIMM TeMOCTa3a UMeeT KIMHUYECKUE MO

AHTUKOArynAHTHBIA addexT

TpoMOBIHa IXa TpoMOBuHa
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Puc. 10. MNpokoarynsHTHbIA U aHTUKOArynsHTHbIN 3dheKkTbl TPOMOUHA. TPOMOMH OKa3bIBaeT NPSIMON aKTUBMPYIOLLMIA 3db-
ekt Ha dpakTopbl V 1 VIII 1 uHaktuempytoLLee aenctene Ha caktopbl Va u Villa. ®aktop VIII MoXeT ObiTb aKTUBMPOBaH BbICOKM-
MU KOHLIeHTpaumsiMmn chakTopa IXa unm cnegosbiMy KOHLIEHTpauusamMm TpombuHa. B To e Bpemsi TPOMOUH B KOMNIeKce C TPOM-
6oMOgYyNMHOM CTUMYMUPYET aHTUKOarynsHTHbIN 3addekT npoTtemHa C. 31 hopMbl perynsumm CyLLecTBEeHHb! Ans 3ddeKTUBHOMO

yyacTust paktopoB Va u Villa B npoueccax cBepThiBaHUS KPOBY



TBepxkAcHUs. Hekoropeie mytaunu resa TM compo-
BOXKJAIOTCSI apTepHajbHBIMU TpoMOO3aMu, ompene-
nenHsld nonmuMoppusmM TM umeer 3HaueHHE B pas-
BUTHH UH(}apKTa MHOKapaa.

Jpyrue aHTHKOATyJISIHTBI. DHIOTENNN CUHTE3H-
PYET ¥ MOCTOSHHO BBICBOOOXKIA€T B IJIa3My UHTH-
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ourtop nmytu TkaHeBoro ¢gakropa (UIITD), pons ko-
TOPOro B TeMocTase OyAeT onucaHa HUXKeE.
®uodpunoau3. Ponp sugorenuountoB B Gudpu-
HOJIN3€ CBSI3aHA C CUHTE30M TKaHEBOTO M YpPOKHHa3-
HOT'0 aKTHBATOPOB IUIa3MUHOTeHa (CM. HHXKE).

I'IpoxoaeynﬂHmHaﬂ poJib aHAomenusi, peaynayus cocyducmoeo MOHyca

B orBer Ha pasnuUHbBIE CTUMYJIBI SHAOTEINOLHU-

THl OTBEYAIOT aKTUBALMEH U M3MEHEHUEM HallpaBJieH-

HOCTH BO3IeicTBHUs Ha remocrtas. Haubonee 3Haum-

MBIMH CTHUMYJaMH, aKTHBUPYIOLUIMMHU 3HIOTEIHOLH-

THI, SIBJSIFOTCSl BOCIIAJIUTENbHBIE [TUTOKHHBI, SHAOTOK-

CUHBI, TPOMOWH, THCTaAMHH, TUIOKCHUS, CBOOOIHBIE

paguKaisl KHCIOpoAa, TypOyJIeHTHBIE MMOTOKH Kpo-

BU, BHYTPHKJIETOUHBIC WH()EKIIMOHHBIE areHThl, MeXa-

HUYECKHE TTOBPEXKICHNS, UIMMYHHbIE KOMILIEKCHI U JIp.
VY CTUMYNHMPOBAaHHBIX IHAOTEIUAIBHBIX KIETOK

MOSIBIISIIOTCSI TPOKOATYJISIHTHBIE M TTPOBOCIIAINTEINb-

HBIE CBOMCTBA!

*  CTuMyAUpOBaHHBIE SHAOTEIHUOLUUTH MOTYT
MPEICTABISATh HA CBOEH MOBEPXHOCTH TKAHEBOH
dakrop (TP). DToT nporecc ObUT HCCIEeJOBAH
in Vitro u yacTHYHO MOATBEPIKIEH IN VIVO B cocy
JaX HEKOTOPBIX 3JI0KAYECTBEHHBIX OMYXOJIEH.

* Ha ctumynupoBaHHBIX SHIOTEIUATBHBIX KJIET
KaX CHHKaeTCsl KOJIMYEeCTBO TPOMOOMOAYIUHA.

*  OHM HAUMHAIOT CEKPETUPOBATH HHIHMOUTOP aK
THUBATOpPA IJIA3MHHOTEHA.

* U3 myna XxpaHeHUs SHAOTEIHONUTOB (Tenbila
Beii6na-Tlamnana) BeicBoOOKAaeTCs GakTop
BuineOpanna. Hanbonee akTHBHBIME CTHMYJIa
MU BbICBOOOXKAeHUS pakTopa Bunnebpannaa ss
JAI0TCA TPOMOMH M THCTaMUH.

* Ilpoucxomut uzmenenue GpochoauIUIHOTO CO
CTaBa HapY>KHOW MOBEPXHOCTH MEMOpaHBI YH]IO
TEJIHAJIBHBIX KIETOK C IOSIBJICHUEM PELENTOPOB
U1 HEPMEHTHBIX KOMIUIEKCOB KOATyJISILIU OHHO-
ro Kackanua.

* B nomonHeHue K pepMeHTAM KJIACCHYECKOTO
KOaryJIsIHUOHHOTO KacKaaa 3HI0TeNralbHbIe
KJICTKH BBIPaOaTHIBAIOT PsiJ AOMOJHUTEIBHBIX
9H3MMOB, B TOM YHCJIE THITOKCHSI-UHTYyIUPOBAH-
HBII akTUBATOp (pakTopa X, JIUIOMOIHCAXAPHI-
UHAYIUPYEMBIH aKTUBATOP IMPOTPOMOHHA.
[ToMHMO TIPSIMOTO BIHSHUS aKTUBUPOBAHHBIX

9H/IOTEIHAJILHBIX KIIETOK Ha FeMOCTa3, CyIeCTBYET

o0paTHOe BJHsHHe OeJKOB TreMocTa3a Ha
HAOTeIHANbHBIe KiIeTkH. Kommieke daxrop Vlla -
Td, tpombuH, dakrop Xa, BO3MOXKHO, U JpyrUe
(aKkTOpbl MepefaroT CHTHAJIbl Ha SHAOTEIHOLUTH,
BBI3BIBAIOLINE DPA3JIHYHbIE PEaKUUH CO CTOPOHBI
KJIETKH WU BBIPAOOTKY MEIMATOPOB, BIMSIOMIMX Ha
riyOOKHE CJIOW COCYAMCTOH CTEHKH, B YaCTHOCTHU
Ha TJ1aJKOMBIIIEYHbIE KJIETKH MEINU.

Ponb andomenus e peaynsiyuu cocyducmozo moHyca

B TeueHHMe HECKONBKUX CEKYH] TOCIIE MTOBPEXK-
JIEHUS] COCYANCTON CTEHKH MPOUCXOTUT COKpaIleHne
MOBPEXJACHHOTO M COCETHUX KPOBEHOCHBIX COCYIIOB,
CBOOOJTHBIE Kpasi coCcyJa BOKPYT IMOBPEXACHHS BBO-
pavnBarOTCS BHYTPh KPOBEHOCHOTO pyClia, IPU 3TOM
KPOBOTOK B MECTE MOBPEXACHUS YaCTUYHO TIEPEKPHI-
Baercs. Bemymiyio poias B MOAYISIUU 3THX U3MEHE-
HHUH BBIITIOJHAET YHAOTEIHH.

Ouporenuu (ET) - menTuIHBIA TOPMOH, COCTO-
AU 13 21 aMUHOKUCIIOTHI, OTHOCHTCS K TPYIIIIE IIH-
TokHHOB, uMeer 3 uzodpopmel (ET-1, ET-2 u ET-3).
OO6pa3yercs SHAOTENUN W3 MPEIIIeCTBEHHUKA TIpe-
npo-ET (koropslit nHOTAa 0003HAYaeTcss Kak 00Jb-
[IOM 9HAOTEINU) MPHU YYACTHH METAJJIONenTHIaa-
3BI - YHIOTEIUHIIPEBpAINAIOIero GepMeHTa.

B HU3KHX KOHLEHTpauusiX SHIOTEINU JEHCTBY-
€T Ha HHJOTEIHAITbHBIE PEIEeNnTOPHI, BHI3bIBAsl BBIC-
BOOOXIeHHe (haKTOpOB pellakcannd, a B 0oJiee BbI-
COKHMX - aKTHBUPYET PELENnTOphl Ha TIIAJKAX MBI-
MIEYHBIX KIETKaX, CTUMYJIHPYS CTOHKYIO Ba30KOH-
CTPHUKIIHIO.

ET-1 - Haubonee CHUIBHBIN Ba30KOHCTPUKTOP M3
BCEX HM3BECTHBIX (PAKTOPOB, JOMHHHPYET B HHIOTE-
JMAABHBIX KJIETKaX COCyHOB denoBeka. OH Takxke
MIPUCYTCTBYET B HEOONBIINX KOIMYECTBAX B TIAJIKAX
mbimednbix kiaetkax (MK) u kapauomuormrax. ET
HE XpaHUTCA B KJIETKaX, a MOCTOSHHO CHHTE3NPYeT-
csa de novo. Cunres ET u 0cBOGOXIEHHE €0 U3 DH-
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JOTENUATBHBIX KJIETOK CTUMYJIMPYIOT TPOMOUH, aj-
PEHAJIMH, aHTMOTEH3MH, Ba30MPECCHH, HEKOTOpPbIE
IIUTOKUHBI.

bonbmas gacte ET cexperupyercst BHYTpb CO-
CYJICTON CTEHKH, TJIe PACIIOIOXKEHbI Crielu(pUIHbIe
BbICOKOa(uuuble perentopel. ET, cexperupye-
MBI HapyXKy, B3aUMOJICHCTBYET ¢ COOCTBEHHBIMU
peLienTopamMH Ha KJIETOYHOM MeMOpaHe, a Takxke
CTUMYJIMPYET aHTHOTEH3MHIpeBpalnaomui dep-
MeHT (AIID), KOTOpBIil IEPEeBOANT HEAKTUBHBIN aH-
rHOTeH3UH | B Ba30KOHCTPHUKTOP aHTHOTEH3UH ||
(puc. 11).

Peterrrops! 111 3HAOTEMHA corpsbkeHbl ¢ G-6en-
KaMH, pucyTcTBYIoT B 2 opmax: ET-A u ET-B. Pe-
uentopbl ET-A xapakrepusyroTcst BEICOKOH adduH-
HOCTBIO U TOCTOSIHHO 3KCIPECCHPOBAHBI B MUO-
kapae Ha 'MK cocynoB. Onu o6ecnieunBaroT npsi-
MO€ Ba30KOHCTPUKTOPHOE JEHCTBHE JHAOTEITHHA
3a cuyeT akTHBaImH TocTymienns Ca’’ B KIeTKy
yepe3 HeceJeKTUBHbIE MOHHBbIE KaHaibl. Perento-
pel ET-B skcnpeccupoBaHbl Ha 3HIOTEIHAIBHBIX
kietkax 1 MK B oTaeNbHBIX COCYIUCTBIX Oacceii-
Hax. Ctumynsuus ET-B conpoBosknaercsi 0cBOOOX-
neaneMm NO (Bazomunmararop), TpomOokcana (Ba-
30koHCTpUKTOp) U PGly (Basommnararop). Takum
o0pa3oM, OJMH U TOT ke (aKTOp peanusyeT JIBe
NPOTHBOIIOJIOXKHBIE COCYAUCTBIE peakuuu (cokpa-
IIEHWE W pacciallieHue), BhI3bIBAEMBIC Pa3INYHbI-
MU XUMHUYECKUMU MEXaHU3MaMHU.

JlokazaHo, 4To nucOanmaHC SHAOTEIUNH-3aBUCH-
MO COKPaTUMOCTH U peJlaKCalliu COCY/IOB TPH ap-
TEpUATLHON TUTIEPTEH3UM MOXKET CIIOCOOCTBOBATH
TIOBBIIICHUIO OOIIEro nepudepruyeckoro CompoTHB-
nenusi cocynioB (OIIC) u NOSIBICHUIO CEpICUHO-CO-
CYAMCTBIX OCJIOHEHUI. XapaKTepHO YBEIUYCHHE
SHJIOTENIMHA KPOBH ¢ Bo3pacToM. Hanbonee BbIco-
KUl YpOBEHb SHIOTEIMHA OTMEUYECH MPHU aTepOCKIIe-
po3e, HecHneupuIeckoM aopTOAPTEPUUTE, OOHTE-
PHpPYIOIIEM TPOMOAHTUHTE, T. €. TIPHU 3a00JICBAHUSX,
MPOTEKAIOUINX C MOBpekIeHHeM 3HaoTeus. [lo-
CKOJIbKY SHJIOTENUH JIEHCTBYET NMPEUMYIIECTBEHHO
MECTHO, €CTECTBEHHO IMPEATOIOKHUTh, YTO TOBBIIIICH-
HOE 00pa3oBaHUE U MOCTYIUIEHUE €ro B KPOBb MO-
JKET OBbITh MPUYMHON BOSHUKHOBEHHS U YCYTYOIEHUS
Tshxectu Teuenust UbC.

Mpbl uccienoBand 4yBCTBUTENBHOCTH Jlabopa-
TOPHBIX TECTOB TIOBPEXKICHUS CEPICYHO-COCYAUCTON
CHCTEMBI y TIAIMEHTOB C HECTAOUIILHOW CTEHOKApIH-
el (m = 11, Bo3pact 60,7 £ 9,9 rona) B cocTosiHUM
KOMIIEHCAlMX. Bce maiyenTsl B TeUeHue, 1o KpaHen
Mepe, 1 roa HaxoMIMCh Ha HU3KOKATIOPHIHOM JTHie-
T€ ¥ KOPPUTUPYIOIIIEH Tepanuyl THIOIMITHACMUYECKH-
MH TIpernapaTtamMy, B TOM YUCJIe CTaTHHaMu. B rpyrmy
CpaBHEHHUS BXOJMIIU MPAKTUYECKUE 37I0POBBIC JIFOIU
(m = 13), cpeanuii Bo3pact KOTOphIX ObL1 27,4 +
1,5 roma. Pesynbrarsl m3MepeHuii ypoBHS SHIOTENH-
Ha-1 ¥ TUOUAHBIX MOKa3aTelnel ChIBOPOTKH Ipei-
CTaBJICHBI B Ta0IM. 2.
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Puc. 11. 3HOOTENUWH - OCHOBHOW Ba3OKOHCTPUKTOP COCYAMCTOM CTEHKW, BblpabaTtbiBaeTcs M peanusyetcs
cocyaucTbiM aHpoTenunem. ET - sHgotenuu, Al n All - aHrnoteHsuH | un 1l AT - aHrMoTeH3MHNpeBpaLLaoLLIMA (DEPMEHT,

ET-A n ET-B - peLientopbl K 9HOOTENUHY



Cocyaucras cTeHka

Tabnuua 2
CpaeHumeanaﬂ Xxapakmepucmuka aHAomenuHa u nunudos y nayueHmoe c HecmabursbHol
cmeHokapouel
e g Manuentel ¢ HECTaﬁEI.FILIIOi"I 3nopoBsie ' HOCTGBepuqFTb Pedepenthbie
CTeHoKapaAnei JIH0JIH pasjimuni 3HAYEHHH
OO6wmii xonecTepuH (MMOJIb/J) 5.43+0.89 3,98 £0.87 —p <005 | 38 89
~ XC-JITTHIT (Mmos/1) 3,27 £0.57 2,47 +0.69 p < 0,05 1,0-3.5
- XC-JHIBIT (Mmoms/i) 1,19+0,25 1,08 £0,27 Hepocrosepro 1,0-1.9
OO0mme TpHIIHIEPH B! (MMOJIL/T) 1.77 + 0.65 0.82 +0.49 p <005 0.5-2.0
Ouporenu-1 (nr/mr) 1.29 + 0.59 0.58 +0.17 p<0.01 0,3-0,9%

3HayeHus npuBeaeHbl U3 MHCTPYKUMK K Habopy Parameter-Human Endothelin-1 Assay npoussoactsa

R&D System Inc., CLUA.

VY maumeHToB ¢ HECTaOMIIBHOM CTEHOKapauen
MOCJIe JJIMTENBHOTO CPOKa HAOJIIOACHUS U MHTEH-
cuBHOU Teparnuu (Oojee 1 rosa nprieMa CTaTHHOB)
YAQJIOCh JOCTHYb LIEJIEBBIX YPOBHEH OCHOBHBIX I1O-
Kazaresnel JIMMUAOTPpaMMBbI JJI BTOPHYHOU MPodu-
JIAKTHKU CEPACYHO-COCYUCTBIX 3a00JIeBaHUM, XOTS
9T MOKa3aTeNu ObUIM BBIIIE, YEM Y 37I0POBBIX MO-
noapIx mozei. B o xe Bpems yposens ET-1 y ma-
IIMEHTOB ObUI BBIIIIE HE TOJBKO MOKa3aTeIeh rpym-
bl CPAaBHEHUS, HO U PEKOMEHJIyeMOro pedepeHT-
HOTO 3Ha4€HUs. DTO PACLEHUBAETCS KaK CBUJIE-

TEIbCTBO TOTO, YTO, HECMOTpPSI HA UHTEHCUBHYIO Te-
panuio, y OOJBHBIX COXPaHIETCS aKTUBHBIA MPO-
necc aucyakiuu sHA0TeNnUsA. [loaromy maruen-
ThI C HECTAOMIILHOW CTCHOKApUCH, JaXe MPH yC-
JIOBUU HOpPMAaJU3allUM MOKa3aTesed JTUMUIHOTO
0oOMeHa, JTOJDKHBI OBITh IO HAOMIOACHUEM Kap/au-
osnora. B cBoto ouepenp, onpenenenune ET-1 mox-
HO PEKOMEHJIOBATh B KauyeCTBE Ja0OpPaTOPHOTO
TE€CTa aKTUBHOCTHU IIPOLIECCA MOBPEKIACHHUS COCY-
JIUCTOM CTEHKH M, CJIeI0BaTeNIbHO, POTHO3a Teue-
HUs OOJIC3HHL.

CyOsnmoTenuit

B cocraB cyOaHmoTeMMANBEHON Oa3aabHON MeM-
Opanbl (puc. 12) BXOIAT pa3iMyHbIe TUIBI KOJLUIa-
reHa, (MOPOHEKTUH, BUTPOHEKTHH, JAMUHUH, MPO-
TEOTJMKaHbl, TJIMKO3aMUHOTJIHUKAHbI, TPOMOO-
cHoHauH, ¢aktop BumieOpanaa, a B Mectax mo-
BpeXJeHUA U BocnajeHus - ¢ulOpuH. bonbmas
YacTh 3TUX KOMIIOHEHTOB CHUHTE3UPYETCS M CEKpe-
TUPYETCSl SHIOTEIUAIbHBIMU KJIETKaMH, OJHAKO
nepuuutbl 1 I'MK Taxxke BHOCAT CBOUM BKiIaja B
(dbopMHpoBaHHE BHEKJIETOYHOIO MaTpukca. Bne-
KJIETOYHbIE ONKU CYORHIOTENHsI UTPAIOT BAXKHYIO
pOJIb B MEXKJIETOYHOM B3aWMOJEUCTBUH, (OPMHU-
pPOBaHUM CKeJleTa coCyla, Mpolecce KICTOUHOM
aJre3uy, pernapaimu 1 pocTe COCy10B.

Cy0OoHI0oTenMit SBISIETC CTUMYJISITOPOM  aJre-
3UM TPOMOOLIMTOB U aKTUBALIMM KacKaJHOH cucTe-
MBI CBEPTHIBaHUS KPOBH.

[TpokoaryiastHTHbIE CBOMCTBa KJIETOK CYOSHJO-
tenusi (Makpogaro, GuOpoOIACTOB, JICHKOLMTOB U
[JIaJIKUX MBIIICUHBIX KJIETOK) 00YCIIOBICHBI HATHYUEM
Ha MX OBEPXHOCTH TKaHeBOro (paktopa. Kosna-

Puc. 12. CyG3Haoresauii CcOCyIMCTOH CTEHKHM OPraHH30BaH
MOTMMEPHBIME ~ OCTIKAMH:  KOJUTareHOM, OJJIACTHHOM M JAPYTHMH,
CyOaHpoTenuii 00magaeT BBIPAKCHHBIM TPOMOOTEHHBIM 3 (EKTOM,
CTUMYJHPYS MPOLIECCHI CBEPTHIBAHUS KPOBU

TeH CYOSHJIO0TeNH s ABIISETCS CYOCTpaToM Il aAre3uu
TpoMOoLUTOB. CBS3b KOJUIareHa C peLenTopamu
TPOMOOIIMTOB ~ BBI3BIBACT AKTUBALMIO IOCIIEIHHX.
[Tomumo 3TOTO, KOJUIAreH, BUAUMO, 00JIafacT CBOM-
CTBOM AaKTHUBHMPOBATh OCJKM CHCTEMBl KOHTAKTHOM
aKTHUBALIH.



Cocyaucrtas cteHka

TkaHeeol ¢hakmop

TxaneBo#t dakrop (TD) - TpancMeMOpaHHBII OeIoK
(puc. 13), MOKaIM30BaHHBIM Ha KIETKAaX CYOIHIOTEIHS
(pubpobnacrax, makpodarax, rmaakux 18 MeIIeuHBIX
kierkax). [Ipeanonoxurensao T ecth Ha 0a3anbHOM
MeMOpaHe  JHAOTEIUOLMTOB, a Ha  AaNuKaJIbHOU
MeMOpaHe OH MOJKET TMOSBIATBCA IOCTE AaKTUBAIMU
Kietok. Td B  HOpME HET HAa  IOBEPXHOCTH
LUPKYJIUPYIOLIUX JIEHKOLMTOB I 3PUTPOLIUTOB.

Pose T® B nponecce cBepThIBaHUS KPOBU OYEHD
Benuka. [Ipu cs3pBanmy axropa Vila ¢ T dop-
MUPYETCsl aKTUBHBIA KOMIUIEKC, KOTOPBI B IIPUCYT-
creim noHoB Ca®" axruBupyer dakrop X. ITo cope-
MEHHBIM IIPEJICTABJICHUSAM 3TOT IPOLECC SBIAETCS
OCHOBHBIM (DM3HOJIOTMYECKUM ITyTeM 3aIycKa Ipo-
1iecca CBEPThIBaHUSI KPOBU.

Td obnagaeT oYeHb OOJBIION TPOMOOTEHHOM
aKTMBHOCTBIO. [IpH naTosoruu oH BBISIBJIEH HA He-
KOTOPBIX OITyXOJIEBBIX KJIETKAX. JTO SIBJIAETCS OJHUM
u3 (pakTOpoB pUCKa pa3BUTHs TPOMOO3a MPHU OHKO-
JIOTMYECKUX 3a00JIeBaHUSAX.

N3znavyaneHo T knaccuduumpoBamu Kak o1uH
U3 TUIa3MEHHBIX (haKTOPOB CBEPTHIBAHUS (TKaHEBOI
tpomooruiactus, ¢.111). MccnenoBanus mokasainy,
yro T® ¢uxcupoBaH Ha KIETOYHOM MeMOpaHe U B
(U3MOIOrNYECKUX YCIOBUSAX HE MOCTYMAET B KPOBO-
TOK, TT03TOMY OH ObUT UCKITIOUEH U3 KJIacCu(pUKaIUIH
IUIa3MEHHBIX (PaKTOPOB TeMOCTa3a.

T® npucyrcTBYeT NPAKTUYECKH BO BCEX TKAHSX,
KpOME CYXOXKHJIMH. ATEPOCKIEPOTUYECKUE OIAIIKA
Y MOHOLIUTHI OCJIE CTUMYJISLIMH JINIIONIOJIUCAXapH-
Jamu (HarmpuMep, KIETOYHOM MeMOpaHO# GaKTepHin)

UwuTtonnaama

Puc. 13. ®opmupoBaHMe aKTUBHOrO KOMIIIeKCa BHELLUHero
nyTV aKTMBaLMM CBEpTbIBaHWS Ha TKaHEBOM dhakTtope, TP -
TKkaHeBon dakTop, Vlla - akTuBHbIM pakTop VII cBepTbiBaHMA
KpOBU (NpOTEONUTUYECKUA hepMeHT), X - HeaKTMBHbIN (hak-
Top X cBepTLIBaHUsI KPOBWM (CyOCTpaT)

wm WJI-1 moryr renepuposars T®. ITocne nospex-
JEHUS WM T10CIIe CTUMYJIAIUK KIeTOK Td Moxer
JKCIIOHUPOBATHCS UM BHOBb CUHTE3UPOBATHCA.
@U3HOJIOTMYECKUMH CTUMYJISTOpaMu cuHTe3a T
SIBJISTIOTCS TAKKUE IIUTOKUHBI, B ToM uncie NJI-1, dak-
Top Hekpo3a omyxonu (PHO), dhparmeHT xomruie-
MmeHTa C5a u 1p. Iosbunenue sxcnpeccun T Ha Mo-
HOLIUTaX OOHAPY)KEHO IMpPU BOCIAJIECHHUH, CETICHUCE,
OIlyXOJISIX, IIPH CEPAECYHO-COCYIAMCTON IaTOJIOTUH,
0COOEHHO y OOJBHBIX, MEPEHECIINX UH(PAPKT MHO-
KapJa, I0CIe SKCTPABACKYJIPHOU LIUPKYIIALUU KpO-
BU. VIMeroTcst OTenbHbIe COOOIIEHUS], YTO CTEPOUI-
HbIE€ KOHTPALIENITUBbI, IPUHUMAEMbIE BHYTpPb, Kype-
HUE BbI3bIBAIOT NoBbIICHUE TD B cuctemMe HUpKY-
JSILIUH, YTO YBETUYUBACT PUCK TPOMOO3a.

Omnpenenenue sxcnpeccur TP Ha MOHOLUTAX
IIPOBOJAT METOJOM IIPOTOYHOM LuToMeTpuu. EcTh
IIPEAIIONIOKEHHS, YTO 3TOT METOJ I OLIEHKH COCTO-
SIHUS THIIEPKOArYJ ALK B OY/IyIIIEM MOKET 3aMEHUTh
KOaryJIOMETPUYECKUE METOJbI, IPOBOAMMBIE Ha
LIEJIBHOM KPOBH.

KonnazeH

Kosnarens! - Hanboree pactipocTpaHeHHbIe Oe-
KU B OpraHu3Me >KUBOTHBIX. OHHM COCTaBISIIOT 25%
oT ofmrero kommuecTBa Oenka. KomnareHnst o6pasy-
IOT HEpacTBOPUMbIE HUTH ((DUOPHUILTBI), KOTOPEIE
BXOJISIT B COCTaB MEXKKJIETOUHOTO MaTpUKca U COe/u-
HUTEJIbHBIX TKaHEH.

TunuyHas MoJieKyja KoJUlareHa COCTOMUT M3
TpeX TMOJIMNENTH/IHBIX LEeTel Pa3HbIX THIOB (a-CIH-
pasieii), CKpy4eHHBIX B BHJI€ NPaBOil TPOMHOI
cnupanu. B cBoro ouepenp NOIMNENTHIHbIE LEMH
MOCTPOEHBI U3 YacTO TMOBTOPSIOUINXCS (parMeH-
TOB, UMEIOIIUX XapaKTEPHYIO IMOCIEJ0BATEIb-
HOCTh -Gly-X-Y-. KaxIpiM TpeThbUM aMHUHOKHC-
JIOTHBIM OCTaTKOM sIBJIsieTCst enuyut. Ilponun (Pro)
YacTO BCTPEYACTCS B MOJIOKEHUSIX X, MonoxeHne Y
MOJKET OBITh 3aHSTO KaK MpOIUHOM, TaK U 4-eudpoxcu-
nponurnom (4Hyp). Kpome Toro, monekyna kosna-
Te€Ha COJCPKUT OCTaTKH 3-euopokcunponura (3Hyp)
u S-runpokcwmsuna (SHyl). IlpucyrcrBue B no-
JIMIIENITUIHOM LIeNM OCTaTKOB T'MIPOKCHAMUHOKHC-
JIOT SIBJISIETCS] XapaKTePHOM OCOOEHHOCThIO KOJLIa-
reHa. OCTaTKy NPOJIMHA U JIM3UHA THIPOKCUIHUPY-
I0TCS MOCTTPAHCIIALMOHHO, T. €. II0CJIE BKIIIOUEHUS
B MOJIMIENTHIHYIO Lienb. Ha o1HOM U3 KOHIIOB MO-
JIeKyJa KOJUIareHa CIINTa MONEePEYHbIMU CBS3SMH,



00pa30BaHHBIMU OOKOBBIMH LIETISIMH OCTATKOB JIU-
3uHa. KoimdecTBo monepeyHsbIX CBsi3ei BO3pacTa-
eT 10 Mepe CTapeHHs opranusma. M3BecTHO, 1o
KpaifHeil Mepe, 12 BapuaHTOB KoJlareHa, xapak-
TEPU3YIOLIMXCS PA3IMYHBIM COUETAaHUEM IOJIMIIETI-
TUIHBIX Oc-1ieneld. MoJeKysbl KOJIareHoB o0aa-
IOT CBOMCTBOM CIIOHTAaHHO arperupoBarh ¢ 00pa-
30BaHUEM 0o0Jiee CIOXKHBIX CTPYKTYp, MHKpOduo-
pwt 1 GpuOpuIUL. BONBIIMHCTBO KOJIareHoB 00-
pasytoT GuopuILIbI HHINHAPHYecKOil Gopmsbl (aua-
metpoM 20-500 HM) ¢ XapaKTepHBIMHU MOTICPESYHBI-
MU I0JIOCAMH, TIOBTOPSIOIIMMUCS Yepe3 KaxKable
64-67 uMm.

B remocrase KoJutareHbl BHIIONHSIOT HECKOITb-
KO BOKHBIX (PyHKIMI: ©  OHU 00pasyror
IACTUYHBINA «KapKac» cocyaa U

BO MHOTOM OIIPENIENSIIOT €r0 POYHOCTD, YCTOM-

KADODEPA

KJI

Cocyanctasa cTeHka

YUBOCTh K Harpy3kaM M pPeoJIOTHYEeCKUE Xapak-
TEPUCTUKH.

Tumer 11 u VI xonnarena o61amaroT BBICOKOH
MPOKOATYJISIHTHOM aKTUBHOCTBIO, CBS3BIBAS C
BBICOKOH apuHHOCTHIO (hakTop Buinebpanna,
U TEM CaMbIM O00ECTIeUMBAOT aATe3U0 TPOMOO-
ITUTOB.

Turet | u |V konnarena HeMOCPEICTBEHHO B3a-
UMOJICUCTBYIOT C TPOMOOIIUTAPHBIM PELENTO-
poMm GPla-lla, cnenctBuem dvero Taxxe sBisieT-

cst aare3us TpomoorwmroB. Tumsr I, I, IV u V
KOJIJIareHa AKTUBUPYIOT TPOMOOILIUTHI,
BO3JIEHCTBYS HETIOCPEICTBEHHO Ha

TPOMOOIIMTapHBIE PELIENTOPBl MM OMOCPEIO-
BaHHO 4epe3 ¢akTop BumieOpanaa. 1o Biever
3a co00il n3MeHeHne GopMbl TPOMOOLIUTOB, HUX
aJire3uIo U JEerpaHyIIsIHIO.

HUKJIBI TEMATHUYECKOI'O
YCOBEPHIEHCTBOBAHUA

«METObI UCCIIEJOBAHUA

CUCTEMbBI 'EMOCTA3A»

I_II/IKJILI TCMAaTUYCCKOI'0 YCOBCPIICHCTBOBAHUA «MGTOI[LI HUCCICAOBAaHUA CUCTEMbI Ir€MOCTa3a» Oomee

20 neT cucteMaTU4eCcKy MPOBOAATCA Ha Kadeape KIMHIMYECKOH 1abopaTopHON AuarHocTHKU Poccuiickoit
MEIMIMHCKON aKaJIeMUH TOCIEIUINIOMHOTO 00pa30oBaHMsl IS 3aBEIYIOIIMX M Bpaueil KIMHUYECKOH Jia-
OOpaTOPHON JTUATHOCTUKH.

B nporpaMmy HMKIJIOB BKITIOUYEHBI JIEKIIMU IO HanOoJee aKTyallbHbIM MpoOeMaM TeMoCTas3a, CeMUHA-
PBI IO BOTIPOCAaM OpraHM3alMU UCCIIEIOBAHUNA reMOCTa3a, pa3dopy KIMHUYECKUX CIydaeB, HHTEpIpeTa-
UM KoaryjiorpaMmbl. Ha mpakTudeckux 3aHSATUSX B MaIbIX TPYIIax OCBAaHBAIOTCA U OTpabaThIBAIOTCS
JabopaTopHbIe METO/IbI UCCIe0BaHus reMocTtasa. K paboTe 1ukiia mpuBiIeKaroTcsl MPOU3BOUTENH 000-
PYZIOBaHHUS M PEAreHTOB ¢ MH(OpMAIel 0 HOBEHIIMX pa3paboTKax B 3TOH 00JIACTH, OPraHU3yIOTCS ToCce-
IIeHHs BeIyIUX JabopaTopuii MOCKBBHI.

HpO,Z[OJDKI/ITeHLHOCTB OHUKJIOB 2 HCACIIM, THOTOPOJHHUM MPCAOCTABIIACTCA 06H.[C)KI/ITI/IC TOCTHHHUYHOI'O
THIIA, II0 OKOHYaHWH BbIJAIOTCA CBUACTCIIBCTBA O ITOBBIIIICHUN KBaJ]I/I(bI/IKaLII/H/I TOCyIapCTBCHHOI'O 06pa3ua.

3asBKM JUIS y4acTUsl B UKJIaX YCOBEPLICHCTBOBAHMS IIPUHUMAIOTCS
* mo moure: 125424, Mockga, a/s1 32 (kadpenpa KJI/I)
* 1o dakcy (095) 945-84-00 unu Tenedony (095) 945-82-22
* mo anexrponHou moure: kafedra-kdi@list.ru



TpombouunTbl

TPOMBOLUTDI

TpombounTonoas

JuddepeHunpoBka u co3peBaHUE KIETOK Mera-
KapuOLUTON033a IPOUCXOAST B KOCTHOM MO3T€, TAe
13 KOMMUTHPOBAHHBIX, MOP()OIOTHUECKH HEUACHTH-
dunupyembix kierok-npenmectBeHHnKoB (KOE-
Mrki) GopMUPYIOTCS KOJOHHHM MeETaKapHOLUTap-
HBIX KJIETOYHBIX 3JeMeHTOB. Ilpu co3peBaHuu Kier-
K{ TIPOXOAAT TpU Mopdonaoruiuecku quddepeHuupy-
eMble CTaJMH. MErakapruo0acT, KOTOPbId HE MPEBBI-
maer 10% Bcelt momyssiuy, poMerakapuouuT (oKo-
10 15%) u merakapuouut (puc. 14) - Ha ero om0
npuxonutcs ot 75 mo 85%.

[Ipouecc auddepeHINpPOBKH MerakapuoLUuTap-
HBIX 3JIEMEHTOB MPOAOKAETCS] OKOJIO 25 4acoB, Takoe
JKe IpUMepHO BpeMsi (0K0JI0 25 4acoB) COCTABISIET CO-
3peBaHue, a BeCh KU3HEHHBIH UK - okosio 10 cyTok.
OTIHYUTENBHON UepTON KIIETOUHBIX 3JIEMEHTOB Mera-
KapuOLMUTONO033a SABJSIETCA UX CIOCOOHOCTH K 9HIOMH-
T03y (MOMUILIONTM3AIINH) - ACJICHUIO siipa Oe3 pase-

Puc. 14. MerakapuouuT, guameTtp 30-40 MkM. AOpo TeMHO-
dhmoneToBoro LBeTa, nonactHoe, ¢ byxToobpa3sHbiMM BAABMe-
HUAMK, parMeHTUpoBaHHOE. XpoMaTuH pacrnpegeneH He-
paBHOMepHO, Lintonnasma obunbHas, coaepXut obunbHYI0
3€pHUCTOCTb

JICHUS IUTOIJIa3MBbl, YTO MPUBOJUT K MOSBICHUIO TH-
TaHTCKOTO pa3Mepa KJIeToK (MerakapuomnuToB). B mpo-
necce Merakapuoruronodsa (puc. 15) kierku mpoxe-
JBIBAIOT OT 3 10 6 SHAOMHUTO30B, YTO COOTBETCTBYET
TUIOMIHOCTH MerakapuouuTa ot 8 m 1o 64 .

Perynsnus MerakaproLHUTONO33a OCYIECTBIISIET-
sl IO MIPUHLUIY 0OpaTHOM CBA3M: U3OBITOK TpoMOO-
LUTOB B KPOBH TOPMO3UT TPOMOOLMTOMO033, a TPOM-
OonuToneHus ero cTuMynupyer. OCHOBHBIMHU DEry-
JSTOpPaMHU, CTUMYIUPYIOUIMMHA MeErakapHOLIUTOINO033,
spisitoress UJI-1, WII-3, WJI-4, WJI-6, NJI-11, dakrop
CTBOJIOBBIX KJIETOK, JIWKO3-MHTHOUpYOmmii (hakrop,
IpaHyJIOUTAPHO-MaKpO(aranbHbIi KOJTOHHECTUMY-
mupytomuit pakrop ('M-KC®), rpanynonutapHbIi
koioHuectTumynupyroumii paxrop (I-KCD), spurpo-
no3tuH, TpomMbonosTuH. K daxropam, narubupyro-
UM TPOMOOLMTONO033, OTHOCAT TPOMOOLMTAPHBIN
dbaxrop 4, Tpanchopmupyromuii daxrop pocra P, un-
TepPEepOHBI-a U -y U IPYrue HHTHOUTOPHI.

B a-rpanynax MerakapuouMTOB COIEPKUTCS
3HAYUTENbHOE KOJIMYECTBO OenkoB: (haxTop Buime-
Opanga, TpoMOounuTapHEd GakTop 4, TPOMOOCIIOH-
IuH, ¢pubpuHOreH, GUOPOHEKTHH, TPOMOOLHUTAPHBIHI
pocTOBO# (akTop, TpaHCPOPMUPYIOLUINE POCTOBBIE
(dakTopbl, TPOMOOLUTAPHBIH HHIMOUTOP KOJUIAreHa-
3b1. OCHOBHasl Macca UX CHHTE3UPYETCS B MerakapHo-
HUTaX, HEKOTOpble OENKH, Takue, KaKk anbOyMuH,
¢ubpunoren, 1gG, nmoctynamT B KIETKY IyTEM 3H-
ponuto3a. CriocoOHOCTH 3peblX MEraKkapuoLUTOB
K 3HJIOLMTO3Y HPOSBISICTCS B SBJICHUH 3MIIMPHUOIIO-
Je3uca, CyTh KOTOPOTO 3aKII0YaeTcsl B 3aXBaTe re-
MOINOATUUYECKUX KIETOK. YacToTa ero Bo3pacTaer
IpY 370Ka4eCTBEHHBIX HOBOOOpa3oBaHMsX. Tpombo-
nUTapHas IepoKcHaa3a IPUCYTCTBYET Ha BCEX CTa-
IUSX CO3pEBaHUS KIETOK MErakapHOLUTapHOH JIH-
HUH, BKIIOYas TpOMOOLUTHI. MerakapuonuuTsl, CUH-
Te3upys TpaHcHOpMUPYOLIKiT pOcTOBOI hakTop (3,
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CTBONOBbLIX KNETOK

TPO

e

e

Puc. 15. Cxema perynsumm MmerakapMoumTonoasa. BHu3y pucyHka nokasaHbl Neprvoapl CTUMYNMPYIOLLLEro 4eACTBUS HA Mera-
KapuoLmTO3 OCHOBHbIX CTUMYNSITOPOB. LIF - neriko3-nHrmbupytowmii dpaktop, TPO - TpomMBONoaTvH

Y4YaCTBYIOT B HAKOIIJICHUU KOJUIAr¢Ha U pa3BUTUHN
¢bubpo3sa.

OcHoBHass (DyHKIMS METrakapuOLMTOIO33a -
peTonyIISIus TPOMOOIIMTOB, TIO/ICPKAHUE HX KO-
JMYECTBA B KPOBOTOKE Ha MOCTOSHHOM YpPOBHE.
MerakaproLMThI PacloiaraloTcss B KOCTHOM MO3-
re B6HI/I3I/I KOCTHO-MO3Ir'OBbBIX CHMHYCOB U IO MCPC
CO3pEBaHMs BHYTPh KIETKU BPACTAIOT pa3ieiiu-

TeJbHBIE MEMOpaHbI, 10 KOTOPbIM B JajbHEHIIEM
MPOUCXOJUT JIEJICHUE LUTOIIa3Mbl Ha TPOMOOIH-
Thl. CyIIeCcTBYeT TOYKa 3pEHHs, YTO LUTOILIa3Ma-
THYECKHE OTPOCTKH Merakapuouura (B BHIE JICHT
JHaMeTpoM 2-4 MKM) 4epe3 MHUTPalMOHHBIE TTOPhI
MPOHUKAIOT B CHHYCHI KOCTHOTO MO3I'a, TJIe U Mpo-
UCXOJMT OTIIHYPOBKa TPOMOOLMTOB (TpOoMOOLH-
TOOOpa30oBaHUE).

YKn3HeHHbIN UmKn TpombounToB

OKOJIO 1/3 Beeit Macchl TPOMOOITUTOR HAXOUTCS
B CEJIC3CHKE (CEe3eHOUHbIN MyI): MPY CIUICHOMET AN
3TOT MyJ BO3PACTaET, YTO MOXKET NPUBOAUTH K Tepe-
pacnpenenuTenbHol TpoMbouuTonenud. [Ipu cTumy-
JSUUU aJpeHopenentopoB (puszndeckas Harpyska,
CTpECC) MPOUCXOJHUT BHIOPOC TPOMOOIIMTOB B LIUPKY-
JSIIMIO, YTO MPHUBOAUT K KPaTKOBPEMEHHOMY TPOMOO-
o3y (puc. 16). [Tocne CriieHIKTOMHN TakKe B Teue-
HHE HEKOTOPOro BPEMEHH HaOJII0AaeTcsi TPOMOOLHTO3,
KOTOpBI MHOT/A JIOCTHTaeT O4€Hb OOJIBIINX BEINYMH
(mo 800-1200 x 1071x). OcranbHble 2/3 TpOMOOIUTOB
LIUPKYJIUPYIOT B KpoBU. CpeaHssi NPOAODKUTENBHOCTh
JKU3HU TpoMOouuToB cocrasiser 9-10 cyTok.

Pegpepenmuvie snauenusn. Y 310pOBOTO YellOBEKa
KOJTMYECTBO TPOMOOILIMTOB MOKET HECKOJIBKO MEHSITh-

cs B TeueHue cyTok. HopmansHOe conepkaHue TPpoM-
Oo1uTOB B KpoBH KoebOisercs B npenenax 150-320 x
10%x1. (B mocie/Hee BpeMst B CBSI3H C MOCTYIICHHEM
Ha OTEYECTBEHHBIN PHIHOK 3apYOEKHBIX T'€MaTOIOTH-
YECKUX CUCTUYMKOB M aHAIM3aTOPOB, B MHCTPYKIIUH K
KOTOPBIM JTAIOTCS 3apyOEeKHBIE HOPMBI, CTAIIH TTPH-
BOJUTH 3HAUCHUS HOPMAaJIbHOTO COICPKAHUS TPOM-
oonuros B auamnasone or 150 mo 450 x 109/J'I.)

[Ipu OTCYTCTBHM B KPOBH T'e€MOIMOITHYECKUX
CTUMYIIOB OOIUN 00beM IUPKYJIHPYIOMIIUX TPOM-
OOIMTOB JOBOJNLHO MOCTOSIHEH. B maTomornyeckux
YCIOBHUIX KOJIUYECTBO U 00beM TPOMOOIIUTOB MO-
ryT MeusaTees (puc. 17). Ilpu CHUXKEHHHM TPOIYK-
IUU TPOMOOIMTOB TeMOCTATUYECKUU TMOTEHIIUAI
MOXeT OBITh YACTHYHO KOMIICHCHPOBAH 3a CUET
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Puc. 16. XKusHeHHbIW LMK TpoMGouuToB. TpoMOGoLMTLI 06-
pasytoTcs B KOCTHOM MO3re U3 MerakapuoLmToB, NPUMEpPHO
2/3 nepvidbepmnyeckoro nyna HaxoauTcsl NMOCTOSIHHO B CUCTe-
Me LmpKynsumu, 1/3 - B ceneseHke. MNpu cTuMynsaumm agpeHo-
PEeLIenTOpPOB MOXET BO3HWKHYTb BPEMEHHbIN TPOMBOLMTO3 13-
3a Bblbpoca TPOMBOLMTOB B CUCTEMY LIMPKYFISILUM U3 KOCTHO-
ro mosra u ceneseHku, OnycToLleHne TPoOMGOLMTOB B cere-
3eHKe npoucxoauTt 1 npu OBC-cuHapome npu TpombouuTtone-
HWUM NOTPEBIEHVs!, B MOCTIEAHEM ClyYae MOryT NOSIBIATLCS Mak-
pPOTPOMBOLMTLI C HEQOCTATOUHBIMU (PYHKLMOHANBbHBIMW CBOW-
cTBaMM aaresum 1 arperauum - BO3HUKaeT TpoMbouutonaTms

Puc. 17. TpoMGouuTbl B nepudepryeckort KpoBU: A - HopMaribHble TPOMBOLWTLI, B - aHK30LMTO3 TPOMGOLIMTOB NpY XPOHU-
YECKOM MOHOLIMTapHOM feliko3e (HapyLueHve AuddepeHLIMPOBKM Ha YPOBHE MONUNOTEHTHBIX KOMMUTUPOBAHHBIX NPELLECTBEH-
HUKOB MerakapuoLuTonoasa), B - ruraHTckue TpoMGoLUMThI (MAKpOTPOMGOLMTLI) MPU ay TOUMMYHHOW TPOMGOLIMTONEHNM

TIOBBILLIEHNS MX 00beMa. B oOpaTHoil cutyatwy, npu
NIOBBILICHHH KOIMECTBa TpomOo1mTOB BbIe 450 X
10%1, 06beM TPOMOOLIMTOB HE CHIDKACTCS HIDKE OII-
penenenHoro ¢usnonorunueckoro yposus. Coort-
BETCTBEHHO 00Ul 00beM TpOMOOLMTAapHOTO
myJa B KPOBH BO3pacTaeT MPONOPILMOHAIBHO yBe-
JMYEHUIO KOJIMYECTBA TPOMOOIIMTOB. DTO MOXKET

NPUBOJHUTH K YBEINYCHUIO TPOMOOTEHHOTO MOTCH-
uaa.

C NOMOIIIBI0 aBTOMaTHYECKUX T'eMaTOJIOTHYeC-
KUX QHAJIM3aTOPOB MOXKHO M3MEPHUTH CPEIHHI 00BEM
tpombormToB (MPV), nucniepcuio pacrpeeneHust
TpomboruToB 1o 00seMy (RDW) u oneHuTs THCTO-
rpamMMy pacrpeeseHus TPOMOOIIUTOB IO 00BEMY.

CTpykTypa TpomMGoLUTOB

TpombGouut - O6e3bsinepHas cepryeckas IUIeTKa
JMaMeTPOM 2 4 MM, cpeannit 0bbeM 7,5 MkM® (0T
3 10 10 mrm®, i dr-pemrosTpsr). Mukpodop-
MBI TpOM60LII/ITOB HMEIOT IMaMeTp MeHee 1,5 MK,

Makpogopmbl MoryT gocturark 6-10 mxm. MHTaKT-
HbIE TPOMOOLIMTHI UMEIOT (POPMY JMCKA WITH ILIACTH-
HBI AuameTpoM 2,8-3,4 MK, TOJ]IJ_II/IHOI/I 0,8-1,2 MxMm
11 06BeMoM ot 5,7 110 8,9 Mim® (pric. 18). B twpkyimi-
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Puc. 18. Tpom6oumT (prcyHok un MukpodpoTorpacms). VHTakTHble TPOMBOLMTLI UMEtDT chopMy Aucka, B umtonnasme pacro-
NOXEHbl MUTOXOHAPWM, MEPOKCUCOMBI (COAEPXaT KaTanasy), BKIOYEHUs MMKOreHa, MM30CoMbl U rpaHyrbl, coaepKalume nyrnbl

XpaHEeHUA pas3iiMyHbIX BeLeCcTB

pYIOILEM ITyJie MpeodIaaroT 3pelbie MIAaCTUHKH -
ametpom 2-3 mkM (80-95%), «Mmomoabie» GhopMbI -
3 MKM - COCTaB-

nstot 1-10%, a «cTapbie» - MUKPOTPOMOOLIUTHL Me-

Hee 2 MKM - 3-15%. MakpoTpoMOOLHTEI pa3MEpOM CBBIIIE

Memb6paHa u yumockerriem mpomboyumos

CTpyKTypa MOBEpPXHOCTHOW MeMOpaHbI TPOM-
OouuTa crnoxHa. Hapyxnas moBepxHOCTh TpomOO-
IIUTA MOKPHITa TIMKOKAJIMKCOM, OOraThiM TIIMKO-
npoTrerHaMu. B mpocTpaHCTBaX MHOTIOCIOWHOMN
MeMOpaHbl PACIIONOKEHBI MUKPOTPYOOUKH, (HhopMHU-
pyrole uTockeneT TpomoormrTa. Lluronnamaru-
yeckasg MeMOpaHa TpPOMOOLMTOB BHeApsETCS
BHYTPb KJIETKH C 00Opa30BaHHEM MHOTOYHCIICHHBIX
MIepEIUICTCHHBIX KaHAJbLIEB, CBA3aHHBIX C BHEKIIE-
TOYHBIM MPOCTPAHCTBOM. JTa CHCTEMa Ha3bIBaeT-
Csl «CBSI3aHHOM C MOBEPXHOCTBHIO KAHAJIBIIEBON CHC-
TEMOI», WIA «OTKPBITON KaHAJIBLUEBOW CUCTEMOI»
(OKC). OGHapyxeHO, 4TO Ha TIOBEPXHOCTH MEMO-
panbl OKC nmerorcs Te sxe MNIMKONPOTEUIb], UTO U
Ha BHeIIHel MmemOpaHe TpombouuToB. Takum 00-
pasoM, OKC 3HauMTENbHO YBEINYMBAET aKTUBHYIO
TPOMOOIIUTAPHYIO MMOBEPXHOCTh, UYTO BA)KHO MPHU
U3MEHEHUH (HOpPMbI TPOMOOIMTA BO BPEMsI €ro ak-
THUBALUH.

HenocpencTBeHHO B mMoagMeMOpaHHOM Ipo-
CTPaHCTBE PACIIOJIOKEHBI TJIOTHbIE MUKPOTPYOOU-
KM, 00pasyrolye 0coOyIo MIOTHYIO MUKPOTYOYIIsIp-
ayto cucremy (IIMTC), He CBSI3aHHYIO C BHEKIIECTOY-
HbIM npoctpancTBoM. IIMTC pasBuBaercsa u3 me-
raKapUOILMTAPHOTO SHJIOIUIA3MATUYECKOTO PETHKY-
Jyma. JTa cucTteMa SBJISETCS MECTOM JIeOHUPOBa-
HUS KaJblMs M CHHTE3a MpocTariananHoB. Kpome
TOro, 00pa3ysd KOHLEHTpUYECKHE CyOMeMOpaHHbIE
ctpykrypbl, [IMTC sBisercss 4acTbio IMTOCKEETa
TPOMOOIIUTOB.

BaxxHoe cBOWCTBO MeMOpaHbl MHTAKTHBIX TPOM-
OOLIMTOB - 3TO pa3HbIi (OCHOIUNHUIHBIA COCTAB
HapY)KHOH U BHYTpeHHEH NoBepXHOCTH. OCHOBHBIE
dochonunuabl, BXOAAIIME B COCTaB TPOMOOIIUTOB,
MOYKHO pa3fieiuTh Ha 2 rpymmbl 1) He oOnagaromnme
MPOKOAryJITHTHON aKTMBHOCTBIO XOJIMHOBBIE: (hoc-
darumixomd (OX) u chunromueun (CD), 2) 06-
JaJarolye MpoKoaryJsHTHBIMU CBOMCTBAMM KHUC-
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aeie: pocharumicepun (PC), ocdarnanmtaHo-
namuH (P3) u pocharumumunosuron (OH). doc-
(onunuIbl IEPBOM TPYMIBI PACHpECNICHbl KaK Ha
HapyXHEH, TaK U Ha BHYTPCHHEHN [TOBEPXHOCTHU KJIe-
TOYHOH MeMOpaHbl HEaKTUBHUPOBAHHBIX TPOMOO-
1uToB. PochoaUnuIbl BTOPON TPYNIBI B HEAKTH-
BUPOBAHHBIX TPOMOOIMTAX JIOKAJIU30BaHBI Ipe-
MMYILECTBEHHO Ha BHYTPEHHEH MOBEPXHOCTH KIle-
TOYHOM MeMOpaHbl. B mporiecce akTuBalum Tpom-
6omura konnenrpauus OC, ®3 u ®U na Hapyx-
HOW TOBEPXHOCTH 3HAUUTEIHLHO BO3pacTaer u 00-
pasyeT MpOKOAryasHTHYIO MOBEPXHOCTh, HEOOXO-
JUMYIO JJisl QUKCAlluy, aKTHBAIMK M B3aUMOICH-
CTBHUA IJIa3MEHHBIX OenkoB remoctasa. Kpome
TOTO, 3TO TepepaclpeieieHue MEHSET BSI3KOCTh
KJICTOYHON MeMOpPaHbl, YTO TOXKE BaXKHO JUI MPO-
TeKaHUs reMOocTaTUYecKuX peakuuit. Kucisle
dochomunuasl MemOpansl Tpombo1uToB - DC,
OU u OO Ha3BIBAIOT hakmopom 3 mpomboyumos
(¢.3, PF3), wu mpomboyumapuwim mpombonnac-
MUHOM.

[Tomumo TIMTC, 1mTockeneT TpoMOOIIMTOB 00-
Pa3ylOT HUTH aKTHHA, CIIEKTPUHA U JAPYrUX MPOTEU-
HOB, CBSI3aHHBIE C MEMOPAHON U NMPOHU3BIBAIOLINE
TPOMOOIMT BO BCEX HAIIPABJICHUSX.

@OyHKIMAMH OEJIKOB IIMTOCKENETa TPOMOOIUTOB
SIBIISIIOTCS
* noanepkaHue (opMbl HHTAKTHBIX TPOMOOIH

TOB;

*  1U3MeHeHue (pOpPMBI IPHU aKTUBALIMK TPOMOOLIN

TOB,;

*  «(pukcamys» mIa3MaTHYECKON YacTH TPAaHCMEM

OpaHHBIX MIUKOIPOTEH/IOB,;

*  [epefavya CUrHasia OT BHYTPEHHHUX CTPYKTYp K
perLenTopam;
*  yyacTHe B KHaIPaBJIEHHOM» BHYTPUTPOMOOLH-

TapHOM JIBWKEHUU OpraHesul, OelKOB;

*  Meperaya BHYTPUKIJIETOYHBIX CUTHAJIOB.

Peuenmopbl MeM6paHbl mpomM6éoyumoe

Cnemudurueckre QyHKIUN TPOMOOLUTOB B Te-
MocTaze TpeOyrT aKTMBHOI'O B3aUMOJCHCTBUSA C
JPYTUMH KJIETKaMH, TUIA3MEHHBIMU O€JIKaMu M He-
OeNIKOBBIMU BellleCcTBaMU. Pojib mocpeHuka Mex-
JTy TPOMOOLIUTOM U PA3JIMYHBIMH (haKTOpaMH BHEILII-
HeH cpenibl, B TOM YHCJE JAPYTUMH y4aCTHUKAMH
npoliecca reMocTasa, UrparoT pelenTopbl TPoMOo-
IIUTOB.

Ha moBepXxHOCTH Ka)XI0TO TPOMOOIMTA PaCIIo-
JIOKEHO 3HAYUTENbHOE KOJIMYECTBO PA3IMYHBIX pe-
1enTopoB. B camom TpomOoLuTe UMEeTCsl CIOKHAS
cucTeMa mepenadyu U 00pabOTKH CUTHAJIOB, MOCTY-
IAOIINX U3BHE.

BonbIIMHCTBO perenTopoB SBJSIOTCS TTIMKOIIPO-
tennamu (['TI), pukcrpoBaHHBIMU HA IMTOIIIA3MATH-
yeckoii MemOpaHe Tpomboruta. OIMH KOHEIl MoJie-
KyJnbl petentopHbix ['TI HaxoauTcst BO BHEKIIETOU-
HOM TIPOCTPAHCTBE, a APYrol «IPOHU3BIBACT» MEM-
OpaHy U KOHTAKTHPYET CO CTPYKTypaMHu TPOMOOIIU-
Ta, PACMOJIOKEHHBIMHA Ha BHYTPEHHEH CTOPOHE ITH-
ToIUIa3MaTuueckoil MeMOpaHbl. Ha HapyXHBIX yac-
Tsx ['TI Monekyn pacronararoTcsi perienTopHbIe JIo-
Kychl (puc. 19), crempdudnbie s pa3HBIX BELICCTB
(;uraHnoB). JIMraHawl - BEMIECTBA, KOTOPHIC MOTYT
CIIeIM(pHUIECKH B3aUMOJICHCTBOBATh C PEIETITOPOM,
BBI3bIBATh €r0 KOH(OPMAIMOHHBIC U3MCHEHHS U Ta-
KUM 00pa3oM MOJYJIHPOBaTh (YHKIIMOHAIBHYIO aK-
THUBHOCTB TPOMOOIIHTA.

Kasxzpiii perentop UMeeT OJIMH W HECKOJIbKO
(PM3HOIOTIYECKUX arOHUCTOB U MOYKET CBS3BIBATH MX
C BBICOKOM HMJIM C HU3KOH a)(pUHHOCTBIO.

B Tabn. 3 npencTaBieHsl JaHHBIE 00 OCHOBHBIX
perenTopax Ha MOBEPXHOCTH TPOMOOIIUTOB M HUX
AroHHUCTAX.

GPllla’ GPib GPIlla

STDR

GPlla
GPlc

GPlla Gl

TpombGouut

GPlla

GPla

GPIbg
GPIX— GPIba

GPV

Puc. 19. NoBepxHOCTHbIE rnukonpoTenHoBble (GP) peuen-
Topbl TPOMGouMTa. Ha HapyHbIX YacTaX MOMNEKyn IMKOMpo-
TEMHOB pacnofnaratTcs peLenTopHble nokyckl. Monekyna pe-
LIeNTOPHOTO FMMKOMNPOTENHA «MPOHM3bIBAET» MemopaHy. IMocre
COeOVHEHNs PeLlenTOpHbIX FTIOKYCOB C NMraH4amy co3gaeTcs
curHan akTveauun, nepefarowmnincs K BHyTPEHHUM YacTaMm
TpomboLmMToB
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Tabnuua 3
Peyenmopwi na mpomboyumaproii membpare
MemOpaHHbIe penenTopbl ATOHHUCTBI (JIMTaH/IbI) Yucs0 peuentopos
Ha 1 TpomOonmTe

Penernrrops! s GPIb-V-IX @akrop BrsuieOpanya, TpoMONH 50 000
BBICOKOMOJIEKY- GPIib-1lla dubpuHoreH, paxrop Bunnedpanna, Gpudpus, 50 000
JISIpHBIX OEJIKOB (UOPOHEKTUH, BUTPOHEKTUH, TPOMOOCHOHIUH

GPlc-lla OHUOPOHEKTHH, TAMUHUH 1000

VN-R BurponekTuH, TpoMOOCHIOHIMH 100

GPla-lla Komnaren 1000

GPlllb TpoMOOCTTOH THH

GPVI Komnaren
Penernrrops! s P2-R Al1D BgiC. add. 600
¢dusnonoruye- Hus. add. 60 000
CKUX CTUMYJISI- o-adr-R Anpenaiia 300
TOpoB 5-HT-R Ceporonun 50

HR T'ucramun

V,-R Bazonpeccun

Thr-R (STDR) | Tpom6un 1700-2000

TP-R Tpombokcan 1000-1700

Bric. ad¢. - BeicokoadduHHBIE MecTa CBs3HU, HU3. add. - HU3KoadPpUHHBIE MecTa CBS3H.

Peuenmopsbi Ans1 e bicokoMornekynsipHbix 6esikoe

I'muxonporennoBbiii kommieke GPIb-V-1X tpom-
OOLIMTOB y4acCTBYET B ONOCPENOBaHHOH (haKTOpOM
Bunnebpanaa aare3un TpoMOOLKUTOB K CyO3HIOTENH-
QJIBHBIM CTPYKTYpPaM M aKTUBALIUH TPOMOOIUTOB.

Monunentuansie nenu GPlba, GPIb(3, GPV,
GPIX monnocThi0 pacmuppoBaHbl MO aMUHOKHC-
JIOTHOM TOCJIEeN0BATENIbHOCTH, U3BECTHBI UX KOIUPY-
IOLIME TeHBbl. XapaKTepHOW 0COOEHHOCTHIO KOMILIEK-
ca sIBJISIeTCs BKIIOUCHHE B MENTHIHBIC Lenu 24 amu-
HOKHCJIOTHBIX OCTAaTKOB C JICHIIMHOM, KOTOpHIE Ha-
XOJSTCSL B CTPOrO ONpENeNIeHHbIX MecTax. JTu Oen-
KM TOJYYWJIH Ha3BaHUE O02amblX AeUYUHOM 2IUKO-
npomeurnos (LRG - leucine rich glycoproteins).

CessbiBanue (axropa BumneOpanaa ¢ GPlb-
V-1X HHTaKTHBIX TPOMOOLMTOB HE3HAYUTEIBHO.
Konrtakt monexynsl gakropa Bumnebpanna ¢ cy6sn-
JOTEIHABHBIM CI0€M, OCOOCHHO NMPH BO3JIEHCTBUHU
BBICOKOW CKOPOCTH KPOBOTOKA, MPUBOIUT K KOH(OP-
MalnMOHHBIM M3MEHEHHSIM B MOJEKYJe, YTO 3Ha4H-
TEJIHHO MOBBIIIAET CPOACTBO (akTopa Buinedpan-
na x GPIb-V-IX.

HedwusunonornueckumMu cTUMyIATOpamMu Iporec-
ca B3auMmozelcTBus (akropa Bumiedpanna u GPIb-
V-IX sBustoTcss aHTHOMOTHK PUCTOMMLIMH M TPOTe-
WH 3MEHHOrO si/1a - 00TpoueTHH. PuctoMuiiuy cBs-

3BIBAETCS ¢ OOraThIM MPOJMHOM YYacCTKOM MOJIEKY-
nbl pakTopa Bumnebpanga u ¢ ogHUM uian Oonee
nomenamu GPIb Ha TpomOomuTax, a OOTpOLETHH -
TOJBKO ¢ (hakTopoM Bunnebpanna. Otu Bo3zmeiicTBus
NPUBOIAT K aHAJOTUYHBIM (U3MOIOIMYECKUM KOH-
(OpMalIMOHHBIM H3MEHEHUSIM MOJEKYJbl (akTopa
Bumnnebpanaa u GPIb-V-1X u pe3ko yBennuuBaroT
CpPOACTBO Mexny ¢akTopom Bumiebpanaa u Tpom-
OdouuTapHOl MEeMOpaHOM.

Tpom6ornurapusiii GPIb-V-IX takxe siBisercs
BBICOKOA()()MHHBIM MECTOM CBSA3BIBAHUS TPOMOMHA.
Bsaumoneiicteue GPIb-V-1X ¢ dakropom Bumie-
OpaHza 1 TpOMOMHOM NPUBOAUT K AKTUBALIUH TPOM-
OOLUTOB.

[Tpu BpOXOCHHON HEAOCTATOYHOCTH PELENTOP-
HOT'0 KOMIIJIEKCa HE MMPOUCXOAUT CBSI3bIBAHUSA C (ak-
topoMm Bumnebpanga (VWF), uTo xapakrepHo s
6one3nu bepunapa-Cyuibe.

NumeapuHbi

Kpome OoraThix JIEHITMHOM TIIMKOIPOTEUHOB, HA
MeMOpaHe TPOMOOITUTOB HaXOAMUTCS OOJBINOE KOJH-
YEeCTBO a/IMe3UBHBIX PELENTOPOB, OTHOCSIINXCA K Ce-
MEHUCTBY uHuiecpuHog. VIHTErpuHbI - TpaHCMEeMOpaH-
HBIC TIUKOMPOTEUHBI, XapaKTEPHU3YIONIUECS OOIIHO-
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CTBIO TPOTEHHOBBIX II€TIEH, AHTUTCHHBIX CBOWCTB H
¢ynkuun. OHM IPUHUMAIOT Y4acTUE BO B3aUMOJICHCTBHU
KJIETKA C KIETKOW W KIeTKH C CyOd3HIOTenHaib-HbIM
MaTpukcoM. bnarogaps cmnocobHOCTH 00pa30BBIBATH
CBSI3M CO MHOTMMH O€lKaMu HHTETPUHBI yJYacTBYIOT B
mporeccax pacrno3HaBaHWA, alre3ud, MUTPALUH KIIETOK
Ha MaTpHKCE, pelnapaTHBHBIX, HUMMYHHBIX M JIPYTHX
peakuusix. K cemelcTBY HMHTErpMHOB  OTHOCSTCS
perenTopsl K ¢ubpuroeeny, BUMPOHEKMU-HY),
¢ubponexmuny, xoniazeny u opyeum benkam. VHTErpUHBI
CHOCOOHBI PACHO3HABATH XapaKTEPHYI0 aMUHOKHCIOTHYIO
nocienoBarenbHocth RGD  (tpunen-tun Arg-Gly-Asp),
HUMEIOIIYIOCS. B JIMTAaHZaX. OJTa IMOCIENOBATENbHOCTh
MPUCYTCTBYET BO BCEX aAre3MBHBIX O€lIKax KPoBH, OenKax
a-rpaHyn  TpoMOouuToB, ¢ubOpuHorene, daxrtope
Bunnebpanna, pubpoHEeKTHHE, BUTPOHEKTUHE, TAMUHUHE.
Jns coenuHeHWsT MHTETPUHOB C JIMTaHAAMHM THUIIMYHA
3aBHCHMOCTb OT JIBYXBaJeHTHBIX KatioHoB Ca” u Mg?".
Komnaexc  GPIlIb-lIlla  siBisieTcs WHTErpUHOBBIM
peuenTopoM TpPOMOONMTOB, KOTOPBIA B3aUMOJCH-
CTByeT B IepByw odepeab ¢ (ubpunorenom (¢puod-
PUHOTECHOBBIN penenTop). ITO B3aMMOICHCTBHE
obecrieunBaeT OCHOBHOHM IyThb arperandd TPOMOOLUTOB
Ipyr c apyrom uepe3 «(puOpuHOBbIe MOCTHUKH». [lpu
BPOXIEHHOM  jaedHIIUTE OBTOro  pegenrtopa -
TpoMOocTeHun IaHmMaHa - pe3Ko HapylleHa WId

%\\.

a

BHekneTouxoe
NPOCTPaHCTBO

BHyTprKneTo4Hoe

MpPOCTPAHCTBO
LiuTonnasamarn4eckie rugpouneHee netnu

peLenTopa, KoTopble cBA3aHbI C G-Oenkamn

7 runpocpobHbIX y4acTKoB peLenTopa,
Nepecekaiowwnx nnaamarnyeckyto membpaqy

OTCYTCTBYET arperauus TpPOMOOLUUTOB C OOJIBIIMHCTBOM
WHAYKTOPOB arperamyud, B TOM 4YHCJIE KOJIJIareHOM,
TpomOuHoM, AJ/ID. Arperanus TpoMOOLHTOB C 3TUMHU
WHAYKTOPaMH TaKXe€ OTCYTCTBYET B IIa3Me€ IaLlMEHTOB
¢ apudOpuHoreHemmeii, ecau GUOPUHOTEH OTCYTCTBYET
TaKKe U B IMyJax XpaHEHUsI cCaMUX TPOMOOLIUTOB.

Hamnune B xommutekce GPIIb-1lla mect pacmos-
HaBaHus RGD oOBsAcHiIET cHOCOOHOCTH 3TOrO HH-
TeTpUHA COENUHATHCA ¢ (¢akTopom Bunnebpanna,
¢uOpOHEKTHHOM, BHUTpPOHEKTHHOM. IlokazaHo, dYTO
ca3b GPlIb-111a ¢ pakropom Bunnebpana Baxna s
3¢ ekTuBHON arperanud TPOMOOLMTOB B YCIOBHSX
BO3JCHCTBUS BBICOKMX  CKOpPOCTE€H  KPOBOTOKA.
KiroueBoit ocobenHocThio  kommiiekca GPlIb-111a
SBIIAETCS CIIOCOOHOCTH HWCHOJHATH POJb pelentopa
TOJIBKO Ha TOBEPXHOCTH aKTHMBHUPOBAHHBIX TpPOMOO-
uuToB. AQQOUHHOCTH 3TOr0 KOMIUIEKCAZ Ha IOBEpX-
HOCTH HEaKTHBUPOBAHHBIX KJIETOK OYEHb HU3Kasf, a €ro
AHTUTCHHAsl XapaKTEPUCTHUKA OTIMYAETCS OT TaKOBOMU
Ha AKTHUBHBIX TpoMOoOLHTAaX. AKTUBanuUs
TPOMOOLIUTOB MPHUBOAUT K 3HAYUTEIEHOMY IOBBILICHUIO
apOUHHOCTM M  M3MCHEHMIO AaHTUICHHOW  Xapak-
tepuctuku GPIIb-111a.

AKTHUBUPOBaHHBIE TPOMOOIIMTEl MOT'YT CBSI3bIBAaTh
Ha cBoeli moBepxHocTH Oomee 40 000 wmomexkyn
¢dubpunorena nocpeacrsom GPIIb-111a. Do B3ammo-

KnetouyHas
memObpaHa

Puc. 20. TpombuHoOBbLIN peuenTtop TpombouuTapHon MembpaHbl, Cxoxee cTpoeHue wumetoT peuenTtopbl kK AOP, agpeHanuHy,
CEpPOTOHMHY, 3MKO3aHOMAaM W ApYrM  HU3KOMOMEKYNSPHbIM COeAuHeHWsIM. 3a CYeT HEeCKOMbKWX NeTeflb peLenTtop WMeeT MHOo-
rocpyHKUMOHaNbHbIN XapakTep. BHyTpukneTouHbi C-koHel B3anmMogenctsyeT ¢ LAM®-3aBMCYMOV MPOTENHKMHA30M, MapoduibHble NeTnu
peuenTopa akTuBMpYOT onocpegyemble G-6enkamu BHYTPUKNETOYHblE (DyHKUMOHAaMNbHbIe nepecTpoiki. Co CcTOpoHbl N-koHUa TpOMOUH

BbI3bIBAET YaCTUYHbIN npoTeosin3 1 TeM CaMblM aKTUBMPYET peLenTop



TefCTBHE TIPOUCXOIAT B NPUCYTCTBHH JIBYXBICHTHBIX
katroHoB (Ca") ¥ MoHavaITy SBISETCS OBPATHMBIM.
Jlanee, o mMepe 0Opa3oBaHusI IOTIOTHUTENHHBIX KOH-
TAaKTOB, IIPOMCXOIUT CTAOMIIM3AIINS arperata.

VY 25% xwreneit CeBepHoit EBponbl B cBs3H € TI0-
mamopuzmom areneit B GPIlla umeercst acconmars
B pasButrem umiemudeckoii 6one3Hu cepa 1 uHgpap-
KTa MHOKap/ia B OTHOCHTEIBFHO MOJIOZIOM BO3pacTe.

Hcronb30BaHre MHIMOUTOPOB TSI KOMILIEKCA
GPIlb-1lla Ha panHuX cTamusx TpoM0O03a MPUBOAUT
K OBICTPOMY BOCCTaHOBJICHHIO KPOBOTOKA IO TPOM-
OMpPOBAaHHOMY COCY/Ty U MO3BOJISIET M30ekaTh uHpap-
KTa TPOMOMPOBAHHOTO OpraHa.

Peuenmopbi 07151 ¢hu3U0I02U4ECKUX CIMUMYISIMOPO8

Penenrtops! 11 (GPUBHOTIOTMYECKUX CTUMYIISITO-
poB (tpombOuHa, AJ/ID, anpenanuHa, CEpOTOHMHA,

TpombGouunTbl

SUKO3aHOUJIOB U JIP.) MPEICTABISIIOT CO0O0M TpaHc-
MeMOpaHHbIE TIeNTHBI ¢ 7 THAPO(HOOHBIMU TTOBTO-
pamu, KOTOpbIe 7 pa3 MepeceKaroT MIa3MaTHYECKYrO
MemOpany (puc. 20). Mex1y HUMH pacrioJIOKEHbBI
KpYIHBbIE TUAPOPHUIbHBIE YYaCTKH, OOpalleHHbIE
HapyXXy U BHYTpb KJIETKHU. LluTomiazmMaTiueckuii
C-xonery MoxeT (hochopHIMPOBATHCS TPOTEHHKHU-
Hazamy, npexje Bcero nAM®-3aBucuMol KHHa-
30i. B nuromnazMaTtuyeckux MeTiasX HaxXoAATCs
MeCTa CBsI3bIBaHUs ¢ cucreMoii G-0e/koB, KOTOpbIe
B KauecTBE BHYTPUKJIETOUHBIX MOCPEIHUKOB obec-
MeYMBAIOT Pa3HOOOpa3Hble (PU3HOTIOTHYECKHE peak-
LMH, B TIEPBYIO OEPEsD 0CBOOOKIEHIE BHYTPEH-
ero myma Ca®*. Kakplii aKTHBHPOBAHHBIH TPOM-
OWHOBBIN peLenTop MPUBOIUT K 0OPA30BAHUIO He-
CKOJIBKMX BHYTPHKJIETOYHBIX MECCEHIKEPOB AKTHU-
BaIlMM TPOMOOLIUTOB.

OpeaHernnbl mpombouumos

B nuromnnazMe TpoMOOIIMTOB PacMoIOKEHBI
MHUTOXOHJIPUH, TEPOKCHCOMBI (Cozep)KaT Karaia-
3y), BKJIFOUECHHSI TJIMKOTECHA, JIM30COMBI M TPaHYIb,
coZiepXKaIlue MyJbl XpaHEHUs! pa3iINYHbIX BEILECTB.
B TpomMOornuTax BBIIAEIAIOT 3 BHJIA OpraHesul Xpa-
HEHHUS. a-TPaHyJbl, 3JEKTPOHHO-IIJIOTHBIE TENbLA
(8-rpanymbl) u mm3ocomsl (y-rpanyisl). Ha puc. 21
IPECTAaBICHbl OCHOBHBIE KOMIIOHEHTHI, KOTOpbIE
MOT'YT OCBOOOXK/IaThCsl M3 TPaHyIl U IUTO3051a TPOM-
OOLMTOB NPU JIEHCTBUH PA3HBIX CTUMYJISATOPOB.

B a-epanynax xpanurcst 1o 30 paznuuHbIX Oes-
KOB, OOJIBILIMHCTBO U3 KOTOPBIX ObUIM CHHTE3UPOBa-
HBl €Ille B MerakapuouuTax. B-TpomMOO0riooysuH,
dakrop 4 Tpombo1MTOB, (akrop V, dakrop Busieod-
panza, ¢ubpuHOoreH, TpoMOOCIOHIMH, (HUOPOHEK-
THH, BUTPOHEKTHH, OL-MaKporio0yiauH, P-cenektus,
daxrop pocra tpombormToB (PDGF), maruburop Tka-
HEBOTO aKkTuBaropa ruiasmuHoreHa tuma 1 (PAI-1),
O2-aHTUIUIa3MUH, 01-aHTUTPHUIICUH, TPOTEHH S,
JEUKOLUTApHBIN XeMOTaKCH4eCKHi (hakTop, BHICO-
KOMOJICKYJIIpDHBIM KHHUHOTEH M Jp. YdacTtue Oen-
KOB O-I'paHyll B (PM3HOJIOTMUECKHX M MaToJIoruyec-
KHX TIPOIECCaX MHOTOCTOPOHHEE: &) MUTOICHHBIA U
xemoTakcruuaeckuii d(eKTsr; 6) amresrBHOE JeiicTBrE,
MOJIY/IMPOBAHKE arperalyy TPOMOOIIMTOB; B) ydac-
THE B IUIAMEHHOM TeMOCTase; T) Ba30aKTUBHOE JCH-
CTBHE; ) IMMYyHHBIE U Apyrue 3QHeKThL.

B nnommwix menvyax (5-rpaHyiibl) XpaHsTcs Cyo-
CTaHIIMH, BBI3BIBAIOIIIHE, TIPEXKIC BCETO, COCYAUCTHIE
PEaKIUK U arperaruio TpOMOOIUTOB: a/ICHAIOBBIE

AKTnBaropsl CekpeTupyembie KOMMNOHEHTHI

ATd
Al®

/ Ca
. CepoToHnH

;\)E(l: / -Tpanynl r p-Tpombornobynuk
2 Paxrop 4 pomBoOUNTOB
Anpexaniy Gaxtop V
daxtop Bunnefipasna
DUBpUHOreH
KonnareH 4 TpomGocnoHanH
TpomGuH W T DUBPOHEKTVH

o-TPaHynsl ButpoHekTuH
ay-MaKpornoGynuH
P-cenextind

PDGF

kPAH

Nuzocomel

KL1CﬂblE ruaponassl

| Lmoson |————— axrop X1l

Puc. 21. Cekpetnpyembie hakTtopbl TPOMOGOLMTOB NMpUCYT-
CTBYIOT B TpombouuTax B 3 Buaax rpaHyn xpaHeHus. PasHble
CTUMYNSATOPbI NPUBOAAT K OCBODOXAEHWIO COAEPXKMMOrO rpa-
Hyn TpombouuToB
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nykieotusl (ATD, AIID, AMD, i-AM®, I'[1D),
CEpPOTOHHH, aJpCHANINH, HOpaJIpEHANNH, JohamuH,
rucramuH, Ca®* 1 1p. BBICBOGOKIAIONIHECS U3 Tymia
xpaneHust AT® u AJI® OpicTpo MeTabOIM3UPYIOT-
cs B Iwasme 10 AM® u afeHo3uHa; nocieaHue 00-
J/1al0T TPSIMBIM KOPOHAPOPACIIUPSIIOIIMM JICHCTBHU-
eM. AI® sBisieTcss BOXHEHIINM (DH3HONIOTMUECKIM
METaboIMTOM, 00ECTICYHNBAIOIIM TIEPBHYHBII IreMO-
CTa3, CTUMYJIMPYS arperanuio TPOMOOIUTOB.

B nuzocomax (y-rpanyiibl) HaXOASTCS THIPOJIH-
THYECKHE (PEPMEHTHI - MEPOKCHIA3a, TIIFOKO3U/Ia3kI,
rajakTo3uiasa wmm B-raunepodocdarasza, Kucnas
docdaraza, Hecrienmdryeckas acrepasza. JIM30combl
CEKPETUPYIOT XPAHSILMICSA B HUX CEKPET TOJIBKO IIPU
HEOOpaTUMOI aKTHBAIIWH.

TpoMOOIUTBI CIIOCOOHBI CEKPETHPOBATH COJIEP-
YKMMOE I'paHy KaK YaCTUYHO MPU 0OpaTUMOI aK-

TUBAIMU U B Tpoliecce TPO(HUUECKUX B3aHUMOICH-
CTBMM C OPraHHOM KAIWUISAPHOU CEThIO, TAK U IOJI-
HOCTBIO IIPU PEAKIMU OCBOOOXKIICHHUS, CBA3aHHOM ¢
HeoOpatuMmoii aktuBaruei. [locne aerpanymsauun
IIUTOIUIa3Ma TPOMOOLIMTOB «OIycToIIeHa». B Heak-
TUBHPOBAHHBIX TPOMOOIMTAX IMTOILIA3Ma MOXKET
BBIIVISJIETh «OIYCTOLLIEHHON» IPU BPOKICHHOM Jie-
(exTe 3anoNHeHNs TpaHyJl, MPUBOIAIIEM K Jedu-
LUTY IyJla XpaHEHUs - CHHAPOMY «CepbIX» TPoM0o-
IIMTOB.

ITocne cexpeny OOJNBIIMHCTBO TPAHYISPHBIX
MeMOpaH JIerpaJupyeT, rpaHyJibl He BOCCTaHABIMBA-
I0TCS, U TPOMOOLIUTBI TEPSIFOT CBOKO (hu3HOIOTHYec-
KYIO0 aKTUBHOCTb. ECiIM OHM HaxXoIiTCs B TOKE KpO-
BH, W3MEHEHHasi (JopMa CIocoOCTBYeT UX OBICTpO
IMMUHALIVY B CEJIE3CHKE.

Tpom6oyumapHbie chakmopbi

AHmuzenapuHoesblili ghakmop mpomboyumos
(dpakmop 4 mpom6b6oyumos, ¢h.4, PF4)

PF4 spnsercs cnenupuyueckum TpoMOoIUTap-
HBIM OenkoM. PF4 cuHTe3npyercst B MerakapuoLu-
Tax, XpaHUTCA B O-T'paHyJaX, BBICBOOOXKHAeTCs
10CJIe CTUMYIISILIUN TPOMOOIIUTOB arOHUCTaMU ar-
peraruu.

®duznonoruyeckas posi PF4:

*  Heiirpanu3auus renapuna. CBsi3bIBast ¢ BHICO
KHUM CpojcTBOM renaput, PF4 npensitctByer
B3aMMO/ICHCTBHUIO reaprHa ¢ aHTUTPOMOUHOM.
CrieicTBHEM 3TOTO SIBIISIETCSI TTIOBBIIIEHHE ITPO-
KOAryJIsiHTHOTO MOTEHIMANIa U YCHIJICHHE PO
riecca 00pa3oBaHMsl TPOMOUHA.

*  XeMOTaKCHC HEUTPO(PUIOB U MOHOLIUTOB.

e  AxruBanus ¢pudpo61acToB.

* IIpoarperantHas (hyHKIHS.

*  Heltpanusanus kosuiareHassl.

Ha C-xonue PF4 HaxopasTcst 1Be mapbl JIM3UHO-
BBIX OCTATKOB, KOTOpbIE BaKHBI IS COEIMHEHUSI (haK-
TOpa C refnapuHOM U HEUTpaIM3aliy MOCIEIHETO.
Onun Tetpamep PF4 moxer coemunsThes ¢ 1 Mone-
KYyJIOW T€lapuHa HU3KOM MOJIEKYJISPHON MacChl
(<10 k/[1a) u ¢ 2 1 OoJIee MOJIEKYJIaMH reapaHCyb-
(atoB BBICOKOM MOMNEKyspHOi Macchl. KoHKypeHT-
HOE CBsi3bIBaHUE renapaHcyibgaros ¢ PF4 Hapyma-
€T €ro B3auMO/IeHICTBUE C AHTUTPOMOMHOM, HHTHOH-

pyeT cTumysiuio antutpomouna PF4. Oto Bezer k
CHIYKEHHMIO aKTUBHOCTH aHTUTPOMOMHA M CHOCOO-
CTBYET ()OPMHUPOBAHHIO TPOMOA.

PF4 cnocob6en monaBisATh KoJuiareHasy. [Ipu
BPO’KIICHHOM HEJJ0CTaTOYHOCTU OC-TPaHyll TpoMOo-
IIUTOB M METaKapuOLIUTOB - CHHAPOME CepbIX TPOM-
OOLMTOB - HA MO3HUX CTAMAX 3TOTO 3a00JIEBAHUS
MPOUCXOJUT pa3BUTHE (prbpo3a. IT0, BEPOSTHO, SIB-
JsleTcsl CIEACTBUEM M30BITOUYHON aKTUBHOCTH KOJ-
JlareHassl.

S-mpom6oanobynuu B-TI,

B-TG - 6enok o-rpaHyn TpomMOOLUTOB, 00Ja-
JIaeT BBIPAKEHHON XEMOTAKCHUECKOU aKTUBHOCTBHIO
10 OTHOUIEHHIO K JielikonuTam. Ero ocBoOoxienue
U3 TPOMOOITUTOB OIMOCPEIOBAHO IMKIOOKCUTEHA3-
HOM peakluued U NPOUCXOJNT 10 CEKPELMH IPYTrUX
OeJIKOB.

Iocne akTBaIMU TPOMOOIMTOB OCBOOOXKIICHUE
u3 HuxX B-TG u PF4 nmpoucxomur B 3KBUMOJISIPHBIX
KoHUeHTpauusx. OxHako PF4 GbIcTpO SMMMUHMPY-
€TCsl U3 IUIa3Mbl, CBS3BIBASICH C INIMKO3aMHUHOTJIMKA-
HaMy, a B-TG OTHOCHTENBHO JOJITO IMPKYIUPYET,
BBIJIEIISAICH Yepe3 Movku. [1o3ToMy ypoBeHb B Ia3-
Mme B-TG B 3-6 pa3 Beiue, uem PF4. Brnusiaue Obic-
Tpoi amumuHanuu PF4 coxpansercs u B naToso-
TMYECKUX CUTYaLUsX, KOT1a HaOJI01aeTcs 3HAUM-



renpHOE noBbieHue B-1TG u yBenyeHre OTHOIIIe-

uust 3-TG/PF4 (tabn. 4).

Tabnuvua 4
Cooepoicanue B-mpomboenodbyruna u paxmopa 4

mp0M6ouum06 6 njiasme npu namoJyiocuu

I'pynna
00ce10BAHHBIX

B-TG PF4 |B-TG/PF4

6—8 HI/ma

inoposwie moan (pede- |2 Hr/mn 34

PECHTHBIC 3HAYCHHA )

[ToBbIIEHHAS BHYTPHCO- (M) (T), H ™
cyaucTas aKTHBAITHS

pomboumuros | s
[Toueunas HEAOCTATOY- T | H T
HOCTh

Beeenue renapuna H

[Morpem#ocTy mpu nabo-
patopHoii paboTe, npu-
BOJIALIHE K aKTHBAIIHH

TPOMOOLIMTOB i Vitro _
3neck u nanee. H - Hopma, t - yBenmueno, Tt - 3Haun-

TEJTLHO YBEJIMYEHO, | - CHIKEHO.

Y OOmBHBIX C  TPOMOOIMTONEHUEH U
TPOMOOLIUTO30M  HEOOXOAMMO  paccMaTpUBAThH
ypoBenb [-TG u PF4 ¢ yderom kommdecTsa
IMPKYTHPYIOMIUX TPOMOOIUTOB. 10 OTHOLIEHHUIO K
qHCITy TPOMOOIIUTOB KOHLIGHTpaIs
TPOMOOLIMTAPHBIX (HAKTOPOB B IUIA3ME IOBBIIICHA
npu JIBC-cungpome M TpH  TPOMOO-THUECKOM
TPOMOOIIUTOIIEHUIECKOM mypIype, XOTs
a0COJIIOTHBIC 3HAYECHHUS TUX TOKa3aTeled MOryT
OBITh B IpeJieIax HOPMAIbHBIX 3HAYCHUIA.

®akmop pocma mpomb6oyumos (PDGF)

PDGF cunTe3upyercss MerakapuouuTamu, B
TpOMOOLIUTAX COAEPKUTCA B o-rpaHynax. Kaxmas
kietka conepxkuT nopsaka 1000 monexyn PDGF.
®akTop SABIISETCS CUIIBHBIM CTUMYJIATOPOM periapa-
LMY NTOBPEXKICHHBIX TKAHEH.

B cocymucroii crenke perenropsl k PDGF mpu-
CYTCTBYIOT Ha (pHOpOOIacTax M IMaIKUX MBIIIEYHBIX
kierkax; PDGF crumymipyeT nposiudepaliiio 3Tux
KJIETOK, & TAlOKE YCHJIMBACT MPOAYKLHIO [TIMKO3aMH-
HOIJIMKAHOB, KOJUIAreHa U JIPYruX 3JIEMEHTOB COS/IH-
HUTEJIBHOW TKaHU. B Hacrosiiee Bpemsi yCTaHOBJIEHO,
yto perentopsl K PDGF nmetorest B kieTkax um¢o-
uHOH (T-muMOOIMTHI) ¥ MUCTIONTHOW JIMHKH.

TpomGouunTbl

Hapymenue xpanenuss PDGF B merakapuory-
Tax KOCTHOTO MO3Ta MOXKET OBbITh MPUYHUHON Pa3BU-
THs (puOpo3a, B TOM YHCIIE COMPOBOKIAIOIIETO MHUe-
JonponudepaTuBHble 3a0oieBaHus. HekoTopsie
OITYXOJIEBBIE KJICTOUYHBIE JIMHUU MOTYT IIPOJIYLIAPO-
Batb PDGF, B yacTHOCTH OcTeocapkoma, rernaroma,
HEKOTOpbIE KAPI[THOMBI, OITyXOJIM KOCTHOIO MO3ra.
B-uerm> PDGF nMeer xapakTrepHble YepThbl Ui OC-
HOBHOM CTPYKTYpbI BUpYycCa CapKOMBbL. B cBs3u ¢ 3TiM
PDGF sBnsiercss BaXHOH COCTaBIIAIOIIEH CIIOKHBIX
BJIMSTHUN TPOMOOLIMTOB HAa OHKOTEHE3.

®PubpuHO2eH

@ubpuHOTeH O-TPaHyll TPOMOOLIMTOB COCTABIIS-
eT npuMepHo 3% OT IUIA3MEHHOTO ITyJIa, OHAKO POJib
ero B arperanuu TpoMOOIIUTOB, MO-BUIMMOMY, CO-
MOCTaBMMA CO 3HAYEHUEM IUIa3MEHHOro (hubpuHo-
reHa. TpoMOOIMTHI MOTy4aroT GUOPUHOTEH U3 Me-
raKkapHUoOLMTOB, KOTOPbIE, B CBOIO OYepe/lb, 3aXBaThl-
BAIOT IIa3MEHHBIN (PUOPUHOTEH, CUHTE3UPOBAHHbIN
rernaTolMTaMy, WIM CHHTE3HPYIOT OIpEeAesIeHHOE
koinuecTBo (pubprHorena de novo. [Tosromy nmaxe
OTMBITbIE TPOMOOIIUTHI 0OPA3YyIOT arperarsl, BKIIIO-
YarolHe MOJIEKyIbl (puOpuHoreHa. Y GOJbHBIX C ce-
MeliHON aduOpuHOreHeMuel OCHOBHBIM HCTOYHU-
KOM (prOpUHOTEHA ABJISIOTCS TPOMOOILIUTHI.

®akmop V
@akrop V  o-rpaHyn  TpoMOOLUTOB -
KOAryJsLMOHHbIM  OeNOK, CHHTE3UpyeMblii B

Merakapuouutax. MMmyHomnoruyecku ¢aktop V
TpOMOOLIMTOB cXOK ¢ (haktopom V  1U1a3MBbl,
dopmupyrormmM ¢ dakropom X MPOTPOMOUHAZHBIN
xommiekc. Ha nomo ¢akropa V tpomGouunTos
npuxoautcst 18-25% storo Genka KpoBU YeNIOBEKa,

OJTHAKO  €ro BiIMSHME Ha (OPMUpPOBAHUE
IPOTPOMOHUHA3HOTO KOMILIEKCca BECbMa
cymectBeHHO. OnmcaH  BpOXIECHHBI — Tremop-

parvyeckuil nuares, MpH KOTOPOM €IUHCTBEHHBIM
HapylIeHHeM ObLIO HalW4yMe HeaKTHBHOW (opMbl
TpoMOoLuTapHoro (akrtopa V. Beenenue nporpom-
OMHA3HOTO KOMILIEKCa, COPMHUPOBAHHOTO U3 IIa3-
MEHHBIX (PaKTOpOB, HE KOPPUTHUPOBAJIIO TeMOppart-
YECKUX MPOSBICHUMH.

®akmop Xl
®axtop XIII - TpancrmoTamuHaza, y4acTBy-
fomasi B ctabmin3anuu GuOpUHOBOTO CTYCTKA U



TpombouunTbl

(bopMUpOBaHUU COEUHUTENBHOM TKaHU. Bee xomm-
yectBo (. XIII pacmpenensiercss IpUMEpPHO MOPOB-
HY MEXJy Ia3Moil U TpoMmOouuTamu. bombimas
9acTh TPOMOOIIMTAPHOTO ITyJIa HAXOAUTCS B LIUTOII-

na3me kinetok. TpomOormrapusiii ¢. X1 cunre3u-
pyercs MerakapuoIUTaMy, TIa3MEHHBIN Myl - TKa-
HEBBIMU MakpoQaramy Me4eHd U TeMOTO3THIECKUX
TKaHEH.

®PyHKLMA TpOMOOLNTOB

OcHOBHBIMU (DYHKIHSIMA TPOMOOITUTOB SIBJISFOTCS:
*  (opMupoBaHHUE IEPBUIHON TPOMOOIMTAPHOIM

NPOOKH B 30HE OBPEXKICHHUS COCY/Ia 3a CUET ajl

T'€3UH U MOCIIS/YIOIICH arperaryy;

*  KaTaju3 'yMOPaJbHBIX PEaKIMii reMocTas3a 3a

CYeT:

a) mpenocrasieHus (GocoIUIHMAHON MOBEPX
HOCTH (ghakmop 3 mpomooyumos wiv mpom-
boyumapHwvlil mpomboniacmui), HeOOX0 M
MO JIJIsl B3aUMOJICHCTBUS OOJIBITUHCTBA
IUIa3MEHHBIX OEJIKOB reMOoCTasa;

0) BbIOpOCA MPOKOArY/ISIHTOB U3 ITYJIOB XPaHe
HUSA,

*  peTpaxuus CryCTKa KpOBH;

*  CTUMYJISIIIMSA JIOKAJIbHOM BA30KOHCTPHUKIIMH, Pe
naparyy TKaHeH, peryJnpoBaHUe MECTHOM BOC
NATUTEIFHON PEAKIMH 3a CUET BHICBOOOKICHUS
COOTBETCTBYIOLIMX MEANATOPOB U3 IMYJIOB Xpa
HEHUS TPOMOOITUTOB.

Dopmuposanue nepeuUtHO MpOMOOYUMAPHOL
npoOKU 8 30He N0BPeNCcOeHUs. cOCYO008 BOZHUKACT
BCJICICTBHE IPOIIECCa, KOTOPBIH MOXKHO YCIIOBHO
pa3ienuTh Ha 3 CTauH:

* 1-aoze3us TpOMOOIMTOB K CYOIHIOTENHANB-
HBIM CTPYKTYpawm;

* 2 - axmusayus STUX TPOMOOIMTOB C BEIOPOCOM
MEIMAaTOPOB U3 TPaHyJl XpaHCHNUS,

* 3 - aspecayus TPOMOOITUTOB.

Adze3us mpomboyumoe

Ha puc. 22 nokazaHbl aare3upoBaHHbIE TPOM-
OoLuTHI HA yyacTKe AedHpoTenusauuu. Yepes He-
CKOJIbKO MMHYT I10CJIE€ NOBPEXKACHUS COCYAMCTOM
CTeHKH (popMUpYyeTCsl CIUIOLIHOM CIOW aare3upo-
BaHHBIX M arperupoBaHHBIX TPOMOOIMTOB, KOTO-
pble SBJIAIOTCSI OCHOBOW TPOMOOLIMTAPHOTO TPOM-

0a (puc. 23).

Puc. 22. AaresvpoBaHHble TPOMOGOLMUTLI HA NOBPEXAEHHON
(DeaHpoTEeNM3npoBaHHOW) COCYOUCTON CTEHKE

B nporiecce adeesuu BaxkHYO poJib UTPAKOT 2 Me-
xaHm3Ma. OIMH U3 HUX - HEMOCPEJCTBEHHAs ajre-
3us TpomMOonuTOB uepe3 peuentopsl GPla-lla u
GPVI k xomnareny cyosnnotenust. OnHako 3T0 B3a-
UMOJICUCTBUE HEIOCTATOUHO VIS YAEPXKAHUS TPOM-
OOLMTOB B MECTaxX BO3JEHCTBHSI BRICOKMX CKOPOCTEH
KPOBOTOKA - apTepusix u aprepuoiax. [pyroii me-

Puc. 23. TpomGouuTapHbI TPOMG, CHOPMUPOBAHHbIV Ha
NOBPEXAEHHON COCYAUCTON CTEHKE



XaHu3M, 3(QPEKTUBHO YICPIKUBAFOIIHN TPOMOOIHTHI
NP BBICOKOW CKOPOCTH KPOBOTOKA, BKITFOUAET a/l-
r'€31I0 TPOMOOITUTOB, OTIOCPETOBAHHYIO MOIEK) A~
mu adeezuu - paktopoM BuineOpanna, pudbponex-
TUHOM, BUTPOHEKTHHOM, JJAMUHHUHOM, TPOMOOCIIOH-
JTMHOM | JIp. 1IN ViV 06a 3T MexaHn3ma paboTaroT
NapajuIesIbHO. BO3MOXKHO, 4TO IEPBUYHBIN KOHTAKT
TPOMOOITUTOB C CYOIHIOTETUEM OCYILIECTBIISIETCS
Onaroapsi meppoMy MEXaHU3MY, TOT/1a KaK OKOH-
yaTesbHast (PUKcaIys TPOMOOLIUTOB MPOUCXOAUT 32
cuet (hOpMUPOBAHUS CBSI3EH CYOIHIOTENMH - ak-
top Bumnebpanna - GPIb-V-I1X u cBsizeit, onocpe-
JIOBaHHBIX JIPYTMMHU MOJICKYJIaMHU aJIr€3HH.

Monekynbl adze3uu

®akrtop Bumieobpanna (VWF) - oquH U3 cambix
OOJBIINX TIMKOMPOTEHIOB TUIA3MbI, HIMEET MOJICKY-
JsIpHYI0 Maccy oT 540 1o HecKoJIbKUX ThicsY K/la,
conepkut B nenouke 6onee 2000 aMUHOKHUCTIOT.

I'en akropa BunneOpania HaxouTcst Ha KOPOT-
KoM 1uieye 12-i xpomocombl. Cunres (aktopa Bui-
neOpaH/ia MPOUCXOUT B SHAOTEIHOIMTAX U MeTaKa-
puonmrax. ®aktop BunneOpanaa w3 3HIOTEIHOIN-
TOB CEKPETHPYETCs WK B TIa3My, HJIA B CyORHJIOTE-
THMANTFHOE TIPOCTPAHCTBO; KPOME TOTO, OH MOXKET CO-
JiepKaThes B Tenbliax Beliona-Ilanana sumporenmorm-
TOB (ITyJIbI XpAaHEHHST) U CEKPETUPOBATHCS TIOCTIE CTH-
MYJISIAA SHIOTENHATBHBIX KieTok. Pakrop Bure-
OpaH/a, CHHTE3MpPOBAHHBIA METraKapUOIMTaAMHU, CO-
JIEPKUTCA B alib(pa-rpaHynax TPOMOOIMTOB.

Nudopmarus o cuntese pakropa BusneOpan-
Jia TIOJTy4eHa B OCHOBHOM TIPU M3Y4EHUH €TO B KYIIb-
Typax 3HIOTEIHATbHBIX KiIeToK. [lepBuHBIA Tpo-
IyKT CHHTE3a, 0003HauaeMblii kKak npe-npo-VWF,
HalJIeH B SHAOTENUH U TPOMOOIMTAX, OH UMMYHO-
JIOTUYECKU OTIMYAeTCs OT 3pesioro ¢akropa Bue-
Opanzaa. Ero ypoBeHb CHIDKEH y TIAIIMEHTOB C 00J1e3-
HbI0 Bunnebpanna.

[Tpe-npo-VWF conepxkur 2813 aMHHOKMCIIOT-
HBIX OCTaTKOB. B 3HJOMIIa3MaTHYECKOM PETHUKYITY-
Me Tocye TIMKo3WMpoBanusi Npe-npo-VWF mpeo6-
pasyercs B mpo-VWF, koTopblii nipeBpariaercs B 3pe-
ne1id VWF ocsie oTiiernieHus nenTuia, COCTOSIIErO
u3 741 aMUHOKHUCIOTHOTO OCTaTKa. JTOT MOJIHIIET-
Tua uaeHtTuguuupyercs kak antures Il VWF
(VWF:Agll).

IMporiecc mumepusaimy 1 nomumepuzatu VIWF
MIPOMCXOIUT OJHOBPEMEHHO. 3penasi CyObeqMHUIIA

TpomGouunTbl

VWF conepxut 2050 aMUHOKHCIOTHBIX OCTaTKOB,
169 u3 KOTOpBIX - LUCTEHH, CTPYNIHUPOBAHHBINA B
001acTsIX, PaCHOJIOKEHHBIX B AMHHO- M KapOOKCH-
koHIiax Mosiekyibl (N- u C-koHiiei). [Tpouiecc mime-
pH3alliu CBA3aH C 0Opa3oBaHUEM AUCYIb(MUIHBIX
MOCTUKOB MeX Ty C-KOHIIaMU MOJIEKYIIbI, a TaTbHEH-
masi OJIMMEepU3aLsl IPOUCXOAUT 3a cYeT 0Opazo-
BaHMs TUCYIbGHUIHBIX CBsi3el Mexay N-KoHIamu.
KoHeunblil MpoayKT HaKaruMBaeTcs B TenbLax Beil-
ona-ITanana B SHAOTEIUOIMTAX U B O-TPaHylIax
TPOMOOIIUTOB.

®akrop Bunnebpanma coctouT U3 psiga moimmMe-
OB IPOTPECCUBHO YBEIMYHMBAIOLLIEHCS MOJIEKYIISIPHOM
MAcCChI. pa3/IeTISIIOT JIETKKE, CPEIHNE, TSHKENBIC U CBEPX-
TsDKeJIble MyJlbTUMepbl. MonekymspHas macca VWF
Bapbupyet oT 540 k/la y mumepoB 1o 20 teicsd k/la y
CaMbIX KPYIHBIX MyJIbTUMEPOB, coaepxanmx ot 50
1o 100 cyobenunaui. CambiM OOJBIIMM TPOMOOTEH-
HBIM TOTEeHIMAIoM 00naaatoT Monekyisl VIWF ¢ Hau-
001l MOJIEKYISIPHOI MacCou.

B ma3me HetT MoHOMepoB (aktopa Bumiebpan-
Jia, OH Bceraa odpasyer Komruiekcehl. KoHmeHTpatms
VWEF B m1a3me cocraBisieT npumepHo 10 Mxr/mot.

[Tpu uccnenosanuu VWF, coaepikaierocst B
MyJlaX XpaHeHwus, ObUIO BBISBICHO, YTO €0 MOJEKY-
JsIpHAs Macca, a ClIeI0OBATeNIbHO, U TPOMOOT€HHBIH
MOTEHIIMAN CyIIeCTBEHHO Bhie, ueM y VWF, conep-
JKalerocst B Ijia3Me, U HauboJiee BBICOK B a-TPaHy-
Jax TpOMOOIMTOB (TaK Ha3bIBAEMbIN CBEPXBBICOKO-
MOJIEKYJIIpHBIH (akTop Busiedpanma). TTocne crb-
HOU CTUMYIISIIIMM TPOMOOILIMTOB M 3HIOTEIHOIIMTOB
CBEPXBBICOKOMOJIEKYIISIpHBIN (pakTop Bumnebpanaa
HEKOTOpOe BpeMsi oOHapykuBaeTcs B mnasme. Of-
HAKO MOTOM B COCYAMCTOM PYCJI€ MOJICKYIsIpHas
macca VWF 10BOJIBHO OBICTPO CHMKAETCS 10 KHOP-
MaJIbHOM» T0J] BO3JEHCTBUEM KaJbIIAWHOBBIX MPO-
Tea3 Iuia3Mbl. Takoe pachpesiesieHue Mo3BOJISIET CO-
3/1aBaTh BBICOKHI TPOMOOTEHHBII MOTEHIIMAN B Me-
CTax MOBPEXJICHUS SHIOTENHs 1pu BiOpoce VWF u3
MYJIOB XpaHEHHs, B TO K€ BpeMsl COXpaHsisi TpoMOo-
TeHHBIN TOTEHIIAT Ha «OOBIMHOM» YPOBHE B MHTaK-
THOM COCY/IUCTOM PYCIIE.

®akrop BuneOpanaa uMeeT /1Ba MyTH cekpe-
IIY. HEMIOCPEICTBEHHAsI CEKpelysl T0CiIe CUHTEe3a U
MOJIMMEPU3ALINK, KOTOpasi CO37[aeT OMpe/IeNeHHbII
ypoBeHb VWF B KpoBH, U pPerysiTOpHas CeKperus
U3 MyJI0B XPaHEHHUS B OTBET HA PA3IMUHYIO CTHMY-
msiumto. @onHoBast akTuBHOCTHE VIWF B KpoBH y Kax-
JIOTO YEeJIOBEKa MOXET MEHSTHCS B 3HAUUTEIBHBIX
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npenenax. Peanmmzammsa VWF u3 tpomOoruTapHbIX

rpaHyll BOHUKAET MPU aKTHUBALUU TPOMOOILIUTOB

TO/1 BO3/ICUCTBHEM PA3JIMYHBIX (PU3HOJIOTUUECKHX U

Heuuonormieckux UHIykTopoB (AJID, xoarew,

aJipeHaJIMH, Ba30MPECCUH, CEPOTOHMH, TPOMOMH,

npocrarianauH Eq, TpoMOokcan Ay U /ip.), ¥ B TOM
yucne miazmenHoro VWF. Yposens VWF B kpoBu

BO3PACTaeT MpPU BOCMAJICHUH PA3IMYHOTO IeHe3a,

TIOBPEXKJICHUU SHJIOTENHS COCYZIOB IPU BAaCKYJIUTAX,

cTpecce, y *KEHIIUH BO BpeMsi OepemenHocTH. [lo-

BhIleHne aktuBHOcTH VWF B matonorndeckux cu-

TyalMsix MOXXET CIIOCOOCTBOBATh PA3BUTHIO TPOM-

0030B.

Bropuunsle m3menenus ctpykrypsl VWF 1 ero
AKTUBHOCTU SIBIISIFOTCS CJIEICTBUEM MMMYHHBIX HPO-
LIECCOB, TPOMOOTHUYECKONH TPOMOOIMTONEHHYECKON
MYpPIYpbl, TEMOJUTUKO-YPEMHUUYECKOTO CHHAPOMA U
ap. Onucanel 3a0oneBanus (0one3n» BunneOpan-
na, Tun BuueHsa; BpoKIeHHAsh TPOMOOTHYECKas
TPOMOOLIUTONICHUYECKAs TTypITypa), MPH KOTOPBIX
nedexT 3TX (pepMEHTOB NMPUBOAUT K HAKOIUICHUIO
CBEPXBBICOKOMOJIEKYISIpHBIX MyJabTUMepoB VWF 1
NPEXIEBPEMEHHON CEKBECTpallii TPOMOOLIUTOB U3
KPOBOTOKA.

OcnosHvimu Qhyrrkyusmu ghaxmopa Bunnedpanoa
SIBJISIFOTCS:

*  ONOCpEOBAHUE AAre3UH TPOMOOLITOB K CYOdH-
JOTEMHATBbHBIM CTPYKTYpaM, B IEPBYIO OUYepeb
K KOJIJIareHy, ¥ MocJeyromIei arperaiy TpoM
OomuToB (y4acTre B IEPBUYHOM COCYIHCTO-
TPOMOOITUTAPHOM FeMOCTa3e);

*  cBs3bIBaHUeE cBOOOHOTO (pakTopa VIII u 3amm
Ta €ro MOJIEKYJIbI OT MPEXIEBPEMEHHON MHAK
THBaIMy (y4acTue BO BTOPHYHOM IUIa3MEHHOM
reMocTase).

OnocpenoBanye are3un M arperanyy TpoMOoLM-
TOB. Posb pakropa BunneGpanya B aare3un u arpe-
raiuy TpoMOOLIMTOB HauboJIee BEIrKa B YCIOBHUIX
BO3JICUCTBUA BBICOKUX CKOPOCTEW KpOBOTOKAa. Mo-
nexynsl VWF cnieruduyaecku CBA3bIBAIOTCS C peLier-
topamu TpoMborToB GPIb-V-1X 1 kormiareHom cy-
OsHI0TENMsL. ITO OOecreunBaeT NPOUYHyI0 (QUKca-
10 TPOMOOIIMTOB K CYORH/IOTEMATIBHBIM CTPYKTY-
paM B Te€X y4acTKax COCYAMCTOrO pycina, IJie cuia
MOTOKa KPOBH CYIIECTBEHHO MellaeT (GopMUpOBa-
HHIO T€MOCTaTHYEeCKOM MPOOKU U JIpyrue MeXaHu3-
MBI aJIr€3UH HE MOTYT 00ECIeUnTh HA/ICKHOHN (HK-
calM TpoMOOIMTOB. B yacTHOCTH, U3BECTHO, YTO
VWF sBiasercs kiro4eBbIM IpU GOPMUPOBAHUU

TpomOa B MENKUX apTepHsiX, apTepUoax U apTepH-
aNTbHBIX Kamuiapax. B mMecrax, rie HHTEHCUBHOCTb
KpOBOTOKa HeBenmuka, posib VWF ymeHsblIiaercs, mpe-
00TafaronyM CTaHOBUTCS B3aMMO/JICHCTBHE, OTIOC-
pEeIOBaHHOE JIPYTMMU MOJIEKYJIaMH, B TOM YHCIIE
npsiMast aare3usi TPOMOOIMTOB K KOJUTareHy mocpe-
cteom GPla-lla.

Arperaisi TpoOMOOIIMTOB B YCJIOBUSIX BO3/EH-
CTBHSI aKTUBHOT'O TOKA KPOBH TOXKE TPOUCXOJIUT C yda-
ctueM ¢axtopa Brmeopana. [Tomumo GPIb-V-IX,
¢ (haxropom BrneOpanna tatoke cpsibiBactest GPIIb-
I1la. Bo3MOHO, 4TO ATO B3aMMOJIEHICTBUE SIBIISIETCI
KITFOYEBBIM B TPOLIECCE arperaiyi B MeCTaX COCY/IUC-
TOT'O PYCJIa C BEICOKOW CKOPOCTBEO TOKA KPOBH.

Tect arperaiyu, ONoCpeOBaHHBIA (HAKTOPOM
BuineOpanaa, B 1a00paTOPHBIX YCIOBHSAX MOXKET
OBITH BBITIOJIHEH C UCTIONIB30BaHUEM (PUKCUPOBAHHBIX
TpomOoIHMTOB. Braumo, 3Ta peakuus He TpeOyeT
sHepreTHYeckux 3atpar. OIHAKO CTUMYJISIIHS peLierl-
topa Ib-V-IX npuBoauT Kk akTHBaIK TPOMOOIHTA.

YuuTteiBasg ocobeHHocTH (aktopa Bumebpan-
J1a, MOXKHO CKa3aTh, YTO OH BBIMOJIHACT (QYHKITUIO
«OUOJIOTUYECKOTO KIIes», (PUKCUPYST TPOMOOIMTHI Ha
MOBPEXICHHOM COCYUCTOM cTeHKe (puc. 24).

Hpyras ¢ynkuus daxropa BunineOpanaa - 3a-
mmta ¢.VIII or nporeosmTHyecKkoi JerpaganyMu cu-
cremoii nporeun C - nporeun S. B mazme VWF siB-
nsiercst 6enkoM-HocuresneM dakropa VI

30Ha NoBPEXAEHVA
(AeaHnoTenn3auma)

Puc. 24. ®akTop BunnebpaHaa (VWF) BeInonHseT porb «6ro-
FIOMMYECKOro Knes», MpUKpennsas K KomnnareHy cybaHgotenus
afre3npoBaHHble TPOMOOLMTEI Yepes rMUKONPOTENHOBLI KOM-
nnekc GPIb-V-IX, TpoMb yBenuumBaeTcs B pa3mepax no mepe
afresuu 1 arperauum HoBbIX TPOMBOLIMTOB, CKpenmeHne KoTo-
pbix B arperaT obecnevmsaeT pubpuHOreH, nMetowmin guea-
TNEHTHYIO CTPYKTYPY U B3aUMOAEWCTBYIOLNIA C peLenTopaMm
GPIllb-llla
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Mounsipras koHuentpauus VWF mpumepHo B
50 pa3 BeIlIe, YeM MOJISIpHAsE KOHLIEHTpaLus (ak-
topa VIII. ®axrop VI npaktuuecku Bech CBs3aH
¢ VWF (puc. 25). D10 npemyrnpekaaet ObICTPYO JieT-
pamauuto ¢.VI nox BmusareM nporenHa C. Cas-
3ansblid ¢ VWF dakrop VIII 3ammimen ot nporeo-
JUTUYECKOW MHAKTUBAIMHU B IUIA3Me, ITOCKOJIBKY Y
HEero 3a0JIOKMPOBAHBI CAWTHI CBA3BIBAHUS C (oc-
dbomunuaHON MaTpHLel U 3a0JIOKMPOBAHbI CANUTHI
csi3bBaHMA ¢ nporerHoM C. [losromy HemocTaTok
VWF uacto BbI3bIBaeT BropuuHslii qedumr ¢.VII1.
B oGnactu moBpexxaeHus cocyaa, B mpoiecce
VWF-omocpenoBanHOl afre3unt TpOMOOILIMTOB TPO-
ucxoaut koHTakT Komruiekca VWF-¢.VIII u tpowm-
ouna (¢.I1a), xoropsiii aktuBupyer ¢.l1l, ocBoOOX-
Jlas ero U3 KoMIuiekca ¢ pakropom BumuieOpanza.
@OuoOpoHeKTHH (TUTA3MAaTHYECKHid, CYORHIOTE-
JHAIbHBIA U TPOMOOIMTAPHBINA) - TPAHYISAPHBINA
KOHTAaKTHBIN OEJIOK, KOTOpBIH crocoOeH 0O0pa3oBbI-
BaTh KoMIutekchl ¢ GPIlc-Ila-penenrropamu Tpom60-
IUTOB U KosutareHoM. CposcTBO (puOpOHEKTHHA K
KOJUIareHy M TpOMOOIMTaM MEHbIIe, YyeM Y (hak-
Topa BuiuieOpanna, 0HaKO MOJEKYJspHas KOH-
LeHTpauus ero Bbime. Bumumo, ¢puOpoHEeKTHH sB-
JII€TCSL OCHOBHOM MOJIEKYJIOW aAre3uu B BEHO3HOU
U KalWUIIpHON ceTH, 00pasyst ock: TpomOouTap-
Hbiit penentop GPlc-lla - ¢ubponekTun - kosa-
reH. [mukonporennoBblit kommieke GPlc-1la pac-
no3HaeT B ¢pudponektnHe RGD mocnenoBaTens-
HOCTh M OCYILECTBIISICT PELENTOPHYIO0 (DYHKIIHIO
KaK B MHTAKTHBIX, TAK U B aKTUBUPOBAHHBIX TPOM-
OoumTax. XapakTepHas aMUHOKUCIIOTHAs MOCIeI0-
BatenbHOCTE RGD - Tpunentn Arg-Gly-Asp ume-
eTcs BO BCeX aAre3uMBHBIX Oelkax KpoBH, Oeikax
a-rpaHys TpoMOouuToB, pubpuHOTrEeHe, akTope
Bunnebpanna, ¢pubpoHeKTHHE, BUTPOHEKTUHE U
npyrux Oenkax. Hammune RGD-nocnenoBarensHo-
CTH Ha (UOPOHEKTHHE ONpeeseT 3aBUCHMOCTD
npoliecca ero B3auMOJEHCTBHS CO CBOMM peliel-

TOPOM Ha TPOMOOLIMTAX OT ABYXBAJICHTHBIX KaTHO-
2+ 2+
HoB Ca” uMgQ".
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Puc. 25. Komnnekc daktop VIl - chaktop BunnebpaHaa
(cb-VIll—/WFF) cocTonT 13 2 otaernbHbIX 6ernkos, KoTopble BbIMONHSI0T

B remoctase pasHble beHKLI,I/II/I, UMEKT Pa3Hyto XMMUYECKYHO

BUTpPOHEKTHH - IJIMKONPOTEUH IJIa3Mbl, CyO-
SHJIOTENIUS U a-TpaHys TpoMOouuToB. VMeer 3Ha-
YeHUE B FeMOCTATUYECKUX PEAKLUAX U B BOCCTa-
HOBJICHUU MOBPEXJICHHBIX TKaHEH COCyIUCTOMN
CTEHKU. BUTpPOHEKTHH, Kak U Jpyrue aare3uBHbIC
6enku, conepxut Tpunentua RGD, pacnosnaro-
IIMHACS MHTETPUHOBBIMH PELIENITOPAMHU SHOTEIH-
QJIBHBIX KJIETOK ¥ TPOMOOIIMTOB. BUTpOHEKTHHO-

N MMMYyHonorudeckyto crpyktypy. ®aktop VIII Heobxoaum
Ana aktvBaummn daktopa X B Kackafe CBepTblBaHUS KPOBW,
ero gecuunut Bbi3biBaeT remocounuio A. daktop Bunne-
6paHga (VWWF) - nonMmepHbIi 6emnok, KOTopbI COCTaBnseT oc-
HOBHYyt0 Maccy komnnekca. OH Heobxoaum Ans agre3vn TPoM-
BounTOB K NOBPEXOEHHOW CTeHKe cocyadoB, obecneynsasi B3a-
MMOJENCTBME KoMnareHa € rMUKoMPOTEMHOBBLIM KOMMEKCOM
TpomboumToB GPIb-V-IX. Kpome Toro, oH y4acTByeT B arpera-
LM TpomboumToB, B3aMmMogdencTBys ¢ uHTerpuHamn GPIIb-llla.
HepoctaTtok WVF npuBoguT k 6onesHn BunnebpaHoa
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BBII perientop Ha TpoMOouuTax (GyHKIHOHUPYET
MOCTOSIHHO, YTO OTJIMYAET €ro OT perenTtopa Gpuod-
pPUHOTEHA, KOTOPBIA paboTaeT TOJLKO HA aKTHUBHU-
POBaHHBIX KJIETKaX. Y BUTPOHEKTHHOBOI'O peEIerl-
TOpa p-Lenb aHaJoruyHa (GUOPHHOTEHOBOMY pe-
nenropy (GPIlla), Ho a-uenb crnenuduuna. [Ipu
HEKOTOPBIX (popMax TpomOocTenuu [ manimana Ha
TPOMOOIIMTAX HKCIIOHUPYETCS] HOPMAIBbHOE KOJIU-
YEeCTBO BUTPOHEKTHHOBBIX PELENTOPOB, YTO JI0-
Ka3bIBACT, YTO y ATUX OOJBHBIX UMEET MECTO Je-
¢bexT cuHTe3a a-uenu (GuOPMHOTEHOBOTO pEIer-
Topa, T. ¢. GPIIDb.

JIaMHHUH - OJTMH U3 IIABHBIX KOMIIOHEHTOB K-
CTPALEIUTIOIIPHOTO MaTPUKCAa CTEHKH COCY/OB,
IUIOTHBIN CyOCTpar, BBI3bIBACT aJIre3UI0 TPOMOOIIHU-
ToB. M3-3a HM3KOM auHHOCTH MEXTY STUM Oe-
KOM M PELeNTOpOM TPOMOOIIMTOB OH JIUIIb COACH-
CTBYET aJIr€3MBHOMY HPOLIECCY, MPUUEM TOJIBKO MpU
HHU3KHX CKOPOCTSIX KPOBOTOKA.

Tpom0GocIOHIMH - TJIMKOIPOTENH, NPUHUMAKO-
M yyacTue B aire3uy U arperaryy TpOMOOIUTOB.
OH 1IMPOKO PacrpoOCTPaHEH B TKAHSX, COJICPIKUTCS
B O-TpaHylax TPOMOOLIMTOB U B HEOOJBIIOM KOJHU-
YecTBe B IUIa3Me KpoBH. Ha MOBEPXHOCTH MHTAKT-
HBIX TPOMOOIIUTOB OYEHb Majl0 TPOMOOCIIOH/MHA,
HO TIOCJIE MX aKTUBAIMHM KOJIMYECTBO 3KCIIOHUPOBAH-
HOTO Ha MeMOpaHe TPOMOOIIMTOB TPOMOOCTIOHIMHA
PE3KO YBEITMUMBACTCH.

Omna u3 QyHKIMI TPOMOOCTIOH/IMHA - CTAOMITH-
zamust Komruiekca gubprHoreH-GPIIb-111a B mpomec-
ce arperatuy TpoMOouToB. TpoMOOCTIOHNH YBEIH-

dubpuHore
eigrdn Tpombo-
CMOHAWH

DUBPUHOreHoBbIA
peverrop

CaL

B3anmopeicraune peLenTopoB W NWraHaoe

npu 06parumoii arperawui

YUBAET €r0 MPOYHOCTH U TIEPEBONUT arperaruio TpOM-
OoLMTOB M3 0OpaTuMoi B HeoOpaTumyto (puc. 26).

[TomuMO 3TOTO, TPOMOOCHIOH/IMH CBS3BIBACTCS
C PSIOM KOaryJsIHOHHBIX (HJakTOpOB (TPOMOMHOM,
¢akropamu 1Xa, Xa), 4T0 MPUBOMUT K TIOBBILICHHIO
UX JIOKQJIHHOW KOHIIGHTPAIWMH ¥ 3alIMINAeT OT JIeH-
CTBUSI HHTUOUTOPOB.

Akmueayus mpomboyumoe

ITpu KOHTaKTE peUenTopoB ajare3uu Tpomoo-
IIUTOB C CYOCTPaToOM U MO/ BO3JICHCTBHEM CHHTE3U-
POBAHHOTO B 00JIACTU MOBPEKICHHS COCYla TPOM-
OvHa HauMHAEeTCs MPOLECC aKTHUBALMHU TPOMOOIH-
TOB. BHMMO, OCHOBHYIO pPOJIb B NMEPBUYHOM aKTU-
BallUM TPOMOOIIMTOB UIPAET CUTHAJI C PELENTOPOB
GPla-lla, GPIb-V-I1X u GPVI, xoTopbie KOHTaK-
TUPYIOT CO CBOMMH aroHUCTaMHy, B IIEPBYIO Ouepe/ib
Cc KoJutareHoM, ¢aktopom Buinebpanaa u Tpom6u-
HoM. IToMHuMO KoJulareHa, CBOMCTBOM aKTHBHUPO-
BaTh TPOMOOIIUTHI OONIAIAIOT U ApYyrue cyOsHI0Te-
JIMaJIbHbIE CTPYKTYPBI.

AKTHBAIMS TPOMOOIIMTOB JIGKUT B OCHOBE BbI-
MOJTHEHUsI UMU cBoMX (pyHKumiA. B Tabmn. 5 npusenex
CIMCOK OCHOBHBIX BEILECTB, aKTUBUPYIOIIUX TPOM-
Ooutsl. [Toutn Bce 3TH BelecTBa B3aUMOJCHCTBY-
IOT ¢ TPOMOOLIMTAaMH Yepe3 crelmduueckie perer-
TOpBI, KOTOpbIEe ObLIM omKcaHbl Boie. HecMoTps Ha
MHOrooOpasue akTHBaTOpOB U OOJBIIOE KOTMYECTBO
PELIeNTOPOB K HUM, KJIETKAa MMEET OIPaHUYEHHOE KO-
JIMYECTBO ITyTeH nepeaun CUrHasia v 3 QeKTopHbIX

®unbpuHoreH Iﬁgﬂﬁﬁ
W -
Tpombo-
il | Bblid
PUOPUHOreHoBbI
peLenTop Top (TP-R)
Caé‘

CocrosHue npu HeoGpaTuMoit arperauum

Puc. 26. BzaumopgencTBue penenTtopoB K hMOGpUHOreHy u TpoM60CNoOHANHY C COOTBETCTBYHOLMMU nuradHaamu. Mpu
B3aNMOAENCTBMM TPOMOOLMTOB C hMBPUHOTrEeHOM Ha NepBoW hase NPONCXOANT nx obpaTumas aktveaums, MNpu ctabunusaumm
KoMMrekca TPoMBOCNOHANHOM NpoLiecC NepexoauT B HeobpaTumyto CTaamio arperauum



TpombounTsl

Cybcmanyuu, cmumynupyrowue mpomooyumul

Tabnuua 5

B opranmsme

3/10POBOT0 Ye10BeKa HoabHOTO o
IKCIEPHMeEHTe
B KPOBH B mnel B |mnpememlmu B KpoBN
NOBPEAKIEHHS coCyaa CTEeHKe cocyaa
o AJlD e Konnaren ® [IpoTeONMHTHIECKHE IHIHMBI ApaxuIoHOBas KHCIO0TA
* Onuhedpun ¢ Muxpodubpunisi Bo- e AuturpombouuTtaphsie ai- |[® Honodops A23187 u Ho-
¢ CepoTonuH KpYI 2J1aCTHHA THTEJNA HOMHMIIMH
» Bazonpeccus e @aktop Bunebpanna | Kommiekc anTuren— Mopbonossie Apupsl
* TpomGun [ @HTHTEI0 Heruapoaniaupyemeie ana-
o [lnasmun |* baxrTepuu noru GTP
e PAF i- Bupyi:bl e CHHTETHYECKHE aHAIIOTH
» ITXA, [ Omnyxonessie KneTku TXA,
. |[|‘(';_:‘ I1I'H, Pucromuuun
* ®axrop Buuiebpanna | o [eMarrmOTHHHHBI

I_[aHHLIe npusenensl mo: Kinlough-Rathbone R.L.
D.E. MacJntyre, J.L. Gordon. Amsterdam, 1987.

MeXaHH3MOB. Peakius TpomOonHTa Ha aKTUBUPYIO-

1Me BO3ACHCTBHS OJHOTHITHA:

*  Tpombouut mensier hopmy (puc. 27): y Hero no
SBIISIIOTCSL IICEBIOTIOINH, OH «PAaCIIaCTHIBACTCS,
3a cueT OTKpBITOH KaHanbieBoi cucrembl (OKC)
YBEIMYNBAETCS TUIOIIAb €T0 TTOBEPXHOCTH.

*  MeHSIOTCS COOTHOIIEHUS pa3anyHbIX (ocdonu-
MU0B MEK/IY HApYKHBIM U BHYTPEHHUM JIUCT
KaMH{ KJICTOYHOW MeMOpaHbl. DTO MPUBOJUT K
MOSIBJICHUIO Ha HAPYKHOU MTOBEPXHOCTH TPOM
OomuTa O0JIBIIOTO KOJMYECTBA KUCIBIX Qocdo-
JUIUOB C TPOKOATYISHTHBIMH CBOMCTBAMH -
¢paxmop 3 mpomboyumos (PF3).

* Ha memOpaHe TpOMOOIIMTOB 3KCIPECCUPYIOTCS
WUTH TIOBBIIIAIOT a) QUHHOCTH HHTETPHHBI.

* IIpoucXoauT cexpeunus coaep>KUMOro myaoB
XpaHEeHHs TPOMOOIIMTOB BO BHELIHIOIO CpPEAYy.

*  TpoMOouuTsl GPUKCUPYIOTCS Ha TOBEPXHOCTAX

(cyOoHmOTETHAIBHOM MaTpUKCe U 1p.) U (Uin)

COEAMHSIOTCS IPYT C APYTOM M APYTUMHU KJIET

KaMH KpoBU (MPOMCXOJMT aAre3us U arperamus).

AKTHBaus TPOMOOLMTOB MOXKET OBITH 00paTH

MOIi: TIPOMCXOJIAT JIHMIIb YaCTUYHBIE KOH()OPMAIHOH-

HbIe U3MEHEeHH, 00paTuMoe COeTUHEHNE C APYTUMHU

KJIETKaMH M YaCTUYHAas cekpeuus rpanyi. Crnycrs

HeOobIoe BpeMs TPOMOOLUT BO3BpallaeTcs B HH-

TaKTHOE COCTOSIHME U IIOCTYyMaeT B TOK KpoBu. [loc

Je 00paTUMOi aKTUBALlMU U BO3BPALICHUS B HEak-

Mustard J.F. // Platelets in biology and pathology, 111/ Eds

TUBHOE COCTOSIHME TPOMOOLUT CHOBAa MOXET aKTH-
BHUPOBATHCSI M BCTYNAaTh BO B3aMMOJIEHCTBHE C ApY-
TUMH KJIETKaMH U cTpykTypamu. OOpatumas arpe-
rauus BO3SHUKAET NMPH KPAaTKOBPEMEHHOM BO3JEH-
CTBHH c11ab0Oro cTUMYyIa.

Ecnu crumymsiiust nuTenbHAs WK CHITBHAS, TPO-
WCXOOUT HeoOpaTuMasi akTHBalKs TpoMoOonuTa. B sToM
ciiydae TpOMOOIUT MPOYHO (PUKCUPYETCA K IPYTUM
KJIETKaM HJIM BHEKJIETOYHBIM CTPYKTypam, MPOHCXO-
JUT TIONHAS JIETPaHyJSIHUs U CEKPEeLHsl CONEPKUMOTO
nyjoB XxpaHeHus. Ecnu TpomOouut mocne HeoOpaTH-
MOH aKTHUBAIMU MOCTYMAET B TOK KPOBH, OH HE MOXET
B JAJIHEHIIIEM BCTYNAaTh BO B3aUMOACHCTBHUE C APYTH-
MU KJIETKaM{ ¥ OBICTPO 3JIIMMHHHUPYETCS U3 KPOBOOO-
pameHus. B ciiydae MaccHBHOIO MOCTYIUIEHHUS! B TOK
KPOBHM HEOOpaTHMMO AaKTUBUPOBAHHBIX TPOMOOIIMTOB
BBIBIISIETCS JOCTOBEPHOE CHI)KEHHE arperaiyy TPOM-
OOLMTOB CO BCEMH MHIYKTOpaMu. MHKpOCKONUS B
3TOM CITy4yae MO3BOJSACT BBIIBUTH OOJNBLIOE KOIMUYECTBO
e OpMUPOBAHHBIX TPOMOOIIMTOB.

CTUMYNATOPEI TPOMOOIIMTOB MOXKHO Pa3AeiIuTh
Ha cja0ble U CUJIBHBIE.

K cnadbim ctumynstopam otHocsarcs AJD, an-
peHaliuH, Ba3ompeccuH, cepoToHuH. llepexaua cur-
Hajla OT PELEeNTOpPOB 3THUX BEUIECTB MPOXOAMUT CTa-
JIUI0 YCUJICHUS] BHYTPH KJIETKU 4epe3 JAOMOJHUTENb-
HBIM 3Tan o0pa3oBaHMs MPOAYKTOB TPOMOOKCAHO-
BOI'0 3aBEPLICHUS U CEKPEIIUU XPAHUMBIX B TpaHy-




Puc. 27. CTapum KOHTaKTHOW aKTMBaLMM TPOMOOLMTOB: A - HEaKTUBHbIN TPOMOOLMT (QUCKOLMT, NacTuHKa); b - TpomboumnThbl
B 06paTMMON CTaaum KOHTaKTHOWM akTMBaumu (LiapoBuaHbie dopMbl ¢ nceBgonoausaMu); B - TpombounT B HeobpaTtumon ctagum
aaresun (pacnnactaHHas doopma 6e3 BHyTPEHHETO COAEPXKMMOrNO - «TEHb TPOMOOLIUTa)

Jax aKTHBHBIX KOMIOHEHTOB. [Ipu mccrnenoBanum
arperai TpOMOOIIMTOB B MPHUCYTCTBUU CIa0BIX
CTHUMYIISITOPOB Ha arperarorpaMmax KpuBask HMEeT
JIBYXCTYIEHYaTyto (opMy, YTO OOYCIIOBICHO YCHIIe-
HHEM arperanyu I0Cje BBIICICHUS COACPKUMOTO
nyJIOB XpaHeHus (puc. 28).

CuibHBIE CTUMYIISITOPBI TPOMOOLIMTOB - KOJLIa-
reH, TpoMOuH, Oonbine no3el AJID - Hemocpen-
CTBEHHO TOCJIE MEMOPAHHOW CTHMYJISIIMH MPHBOIST
K HEOOpaTHMOM aKTHBAIIUH.

B Ttabn. 5 npencraBiensl Hanbonee BaKHbIE aK-
THBATOpPbI TPOMOOIMTOB. YacTh U3 HUX MPUCYTCTBY-
€T B MOJMOPOrOBBIX KOHIEHTPALMSAX B MHTAKTHOW
iasMe ¥ M30MpaTebHO HaKaIrUTMBAeTCsl B 30HE TI0-
BPCKJICHHS COCYJIOB; IPYTHE MOSBISIOTCS B CUCTEME
LUPKYJISIIAK TIPY aKTHBALMM CUCTEMBbI CBEPTHIBAHHS
KPOBH B (PM3HOJIOTMYECKUX MITH MATOJIOMYECKUX YC-
noBusAX. HekoTopsle (hakTopbl BBIIEISIOTCS U3 Ca-
Mux TpomMOormToB (AJI®, cepoToHMH, aapeHaTUHO-
no100HbIe cyOcTaHimH, (haktop BumeOpanma).

Arperauuna TpomMOOUNTOR
(no onepauww)

OnTWYecKan NNOTHOCTL

1 1 i

Bpema, MUHYTHI

Puc. 28. Tunbl arperatorpamm. V nauyeHToB Npu CTUMYns-
Ly arperauum agpeHanvMHom B Aose 10 mkmonbs/n B 83% cny-
YaeB HabnogaeTca OByxdasHas arperaumsi TpoMoouuToB, B
13% cnyyaeB - Heobpatumas arperauus n B 4% - nocne
HavanbHOW arperauun Habnwogaetcs gesarperauus (cob-
CTBEHHbIE AaHHbIE)

Azpezayusi mpom6oyumoe

Ilpoyecc acpecayuu 3aKTI0YaCTCS B TIPUCOEIMHE-
HHU aKTHBUPOBAaHHBIX TPOMOOIIMTOB, HAXOISIINX-
cs B TOKE KPOBH, JIpYT K JIPYry U paHee (puxcupo-
BaHHBIM B 00JacTu moBpexaeHus. OCHOBHBIM pe-
nentopom arperaiuu siisiercst GPIIb-111a (uater-
puH oypf}s). Tlocne axruBarmm Tpomborwra GPIIb-1lla
3HAYMTENHHO TOBBINACT CBOIO apGUHHOCTB 1O OT-
HOILICHHIO K (PMOPHUHY U MEHSIET aHTHT'€HHYIO CTPYK-
Typy (4TO CBHIETENBCTBYET O 3HAYUTEIBHBIX KOH-

(opmarmoHHbIX U3MeHenusx). [locie atoro mpowuc-
XOJUT COCAMHEHHE TPOMOOLIMTOB, OMOCPEIOBAHHOE
¢bubpurOoM U (hakTopom BusuieOpanma (puc. 24).
Bcrencteue pacnpocTpaHeHHs! aKTHUBHPYIOLIETO
CHT'HaJIa Ha arperupoBaHHbIE TPOMOOLIMTHI, yIaJICH-
HBIE OT MECTa MOBPEKACHHS, 00pa3yeTcss TOJICTBIN
CJI0il TPOMOOLIUTOB, apMUPOBAHHBIN (HUOPUHOM.
OTOT mpo1iece JISKUT B OCHOBE 00pa30BaHMs TPOM-
6ouuTapHoro Tpomba. [To Mepe ynaneHus Ot 30HbI



MIOBPEXICHNS] KOHLIEHTpALlUsl arOHUCTOB aKTUBALMU
U arperanuy TPOMOOLIMTOB CHIKAETCS U COOTBET-
CTBEHHO YMEHBIIACTCSI aKTUBALMS TPOMOOIUTOB.
JIUCTanbHO PACIOJIOKEHHBIE YAaCTUYHO aKTUBHPO-
BaHHbIE TPOMOOLUTHI OTPBIBAIOTCSI OT CTYCTKA M BO3-
BpAIAIOTCS B KPOBOTOK. Takum oOpaszom, nepude-
pudecKast je3arperaiysi TpoMOOIIMTOB MpeoTBpa-
I1a€T HEOTPAaHUYEHHBIN POCT CIyCTKA.

Pempakyusi ccycmka kpoeu

Perpakiueii crycrka KpoBH Ha3bIBalOT YILIOT-
HEHHE CTYCTKa C BBIIEJICHUEM U3 HEro M30BITKA Chl-
BOPOTKU. PeTpaxiiuisi ciocoOCTBYeET yITy4IlICHHIO Me-
XaHWYECKUX XAPAKIEPUCTUK CIYCTKA U CHIDKCHUIO aK-

TpombouunTbl

TUBHOCTU (pUOpHHOIM3a BHYTPH Hero. Perpakius
CT'yCTKa CBsI3aHAa C KOHTPAKTWIbHBIMH CBOWCTBAMH
TpoMOOIIUTOB. PHOPUILTEI MHO3HMHA, PACTIOJIOKEH-
HBbIC B IIUTOILIa3Me TPOMOOIIMTOB, (PUKCUPOBAHBI K
meMOpanHomy raukonpotenny GPIIb-11la. B axru-
BHUPOBAHHBIX TPOMOOLIMTAX 332 CUET MHUO3MHA MPO-
MCXO/UT TPOLIECC TOCTETICHHOTO «CKUMAHUS» IU-
TOIUIa3MBl, YTO MPUBOJUT K YIJIOTHEHHIO BCETO Cry-
CTKa KPOBH.

I[pu BpoknenHo# Henocratounoctu GPIIb-111a -
TpoMmOacteHu [ J1aHIMaHa - rpy0o Hapyliaercs per-
pakiys cryctka kpoBu. CleicTBUEM 3TOTO SIBIISET-
Csl HE TOJIbKO TPyObIi IeheKT TpOMOOIIMTApHOTO Te-
MOCTa3a, HO M KayecTBeHHbI! NedeKkT oOpazoBasIiIe-
roCsl CTYCTKa KPOBH.



Pornb nenkounToB B remocTase

POINb NEMKOLUUTOB B rEMOCTA3E

JletikouThl (HEUTPODHIIBI 1 MOHOIIMTHI) B 30HE MOBPEKIACHUS COCY/IAa YYACTBYIOT B TEMOCTATHICCKHUX

PEaKIUSIX.

Yuacmue Helimpogburoe e npucmeHo4YHOM mpom6006pasosaHUU

Arperaiust TpOMOOIIMTOB COTIPOBOYKIIAETCSI OCBO-
OO0XIEHUEM U3 O-TpaHyJ aKTHBaTOPHOTO PELENTopa
P-cenexruna (CD62), KOTOPBI OCTACTCS aCCOLMUPO-
BaHHBIM C IUTa3MaTHYECKOW MeMOpaHOW TpomOoLu-
TOB. DKcpeccHsi Ha MeMOpaHe JiefikouToB P-cenek-
THH-CBSI3bIBAIOIIETO TyKonporenHa-1 (PSGL-1) mo-
3BOJIICT HEUTpO(UIaM MPUCOEIUHATH TPOMOOLIUTHI
(puc. 29). Ces3b HelTpOuUIIOB ¢ TpoMOOLTaMK 00eC-
IIEYMBACT PENIAPATHBHBIE U BOCHIAIUTENBHBIE PEAKLINH,
BO3HUKAIOILIME B OTBET HA [IOBPEKACHHE.

Heiirpodunsl mocne cBs3biBaHUs HA MeMOpa-
HaX CHOCOOHBI CEKPETHPOBATh Are3MBHBIC MOJIE-
KyJIbI U MHTEpICHKUHBL. HekoTopsle U3 uHTEpIICH-
KUHOB, B yacTHOocTH uHTepneikud-1 (MJI-1) u ¢ak-
TOp Hekposa omyxoiu-oc (DHO-a), akTuBUPYIOT
JHJIOTEJIMAIbHbIE KIETKU. [IepBUYHBIN KOHTAKT
IpaHyJIOLUTOB NPUBOJMUT K NEPEMEIIEHUIO HUX
BI0JIb COCYAUCTOM CTEHKHU C MOCIEAYIOIIEH TpaHC-
SHIOTENMATBHON MuTparueil B cyosHnoremmid. [Ipu
JNeMCTBUM MOBPEXIAOMUX (aKTOPOB, TaKUX, Kak
MMMYHHBIE KOMIUIEKCBI, YHIOTOKCHH, TPaHyJIOLH-

Heltpocuns

JHAOTENMIA

MepexarbiBaHme

TPaHCIHAOTeNManbHas
AresnA  vurpayma

Thl MOTYT JETPaHyJIUpOBATbCSI U OCBOOOXIATh
NJI-1, ®HO-0, npoTeosuTndeckue GpepMeHTHl,
TaKue, Kak 3jacTa3a U KaTelCuH, akTUBHbIE (op-
MbI kuciopona (02, 02"), 4To B cBOIO OUepesh Be-
JeT K MOBPEXACHUIO COCYIAMCTON CTEHKH. DTOT
npoLecc JOMUHUPYET MPU BOCHAIMTENBHBIX peakK-
sx. [Iporeomutudeckue GpepMeHThI, KOTOpbIE OC-
BOOOKIAIOTCS U3 JIGHKOLIUTOB, B y4acTKax BOCIIa-
JICHUs! BBI3bIBAIOT HAPYILIEHUS CTPYKTYPHI U (YyHK-
LUK SHAOTENUS, 3TO SABJISETCS YCIOBUEM Pa3BUTHUS
MIETEXUH.

Ponp HeHTpO(UIIOB B MOAYISALMU PEAKIUIA T'e-
MocTaza Tpedyer yrouHeHus. C 0JHOM CTOPOHHI,
JKCIIpeccHsi TKaHEeBOTO (akTopa Ha MeMOpaHe
HEUTPO(PHUIOB MPOUCXOIUT JUOO MPH UTUTENBHON
CTUMYJISILIUU PA3IMYHBIMU IPOBOCHATUTEIbHBIMU
LIUTOKMHAMH, JTMOO MOCJe JUTUTENHHOTO B3anMOIe-
CTBUS C P-celleKTMHOM aKTMBMPOBAHHBIX TPOMOO-
1mToB. K 3TOMY BpeMeHH Ha aKTUBUPOBAHHBIX TPOM-
OomuTax yxe obpasyercs cryctok kposu. C apy-
IOl CTOPOHBI, SKCIEPUMEHTAIIBHO JJOKa3aHO MOJY-

Bocnanexwe

IL-1, TNF

Cy6aHporenuit

0,0,

Karencun
Jnacrasa

[erparynaunA  «[bixaTenbHblii

B3pbIB»

Puc. 29. YyacTue akTMBHbIX HEMTPOPUIIOB B NOBPEXAEHUN COCYANUCTOro aHAOTENMUSA



Pornb nenkounToB B remocTase

JIUPYIOLLEE BO3ACHCTBUE JIEMKOLIMTOB KPOBHU Ha
GYHKIIUIO TPOMOOIIMTOB MPHU UCCIEAOBAHUU ar-
perauy TpoMOOIIUTOB B LIeTbHOM KpoBU. Kpome

TOT0, UCCIIEI0BAaHUS MOKA3aJd BO3MOXHOCTD
cOopku Ha HeHTpoduiIax NPOTPOMOMHAZHOTO
KOMILJIEKCA.

B nocnennee Bpems onmcaH (heHOMEH arpera-
UU JICHKOUHUTOB (HEUTPO(DUIIOB) NpU HIIEMUU
TKaHel. OTOT (heHOMEH 0COOEHHO 3HAYUM TS TIO-
BPEXJICHUS JIETKUX TpH 1I0Ke. B pa3Butum remop-
parm4eckoro IMIoka OH UrpaeT BeAyllyto posib. Ha
puc. 30 mpexacTaBieH arperaT U3 HEHUTPOQHIIOB,
c(OPMHUPOBAHHBII HA MOBEPXHOCTH COCYAUCTOU
CTEHKHU.

Puc. 30. Arperat n3 HeMTPOUIOB, BbiOENEHHbIA U3 COCY-
[O0B NEerknx, B KOTOPbIX (DOPMUPYIOTCA arperaTtbl Mpy passuTm
pecnupatopHoro auctpecc-cuHapoma (POC). CkaHupytoLlas
3MEKTPOHHast MUKPOCKONUSA

Y4acmue moHoyumoe e ceepmeigaHuu Kpoeu

VHUKaJIbHBIMU CBOIMCTBaMU 00J1a/1aF0T MOHOLH-
TBl. DTO €IMHCTBEHHbIE KJICTKHU, CIIOCOOHBIE CO3/1a-
BaTh Ha CBOEH MOBEPXHOCTU YCIIOBUS U1l COOPKU U
YCHEIHOro (PyHKIIMOHUPOBAHMS BCeX (pepMeHTaTHB-
HBIX KOMIUIEKCOB CHUCTEMbI CBEPTBIBAHUS KPOBH.
CTuMyMpOBaHHBIE MOHOLIMTBI SKCIIPECCHPYIOT OKO-
70 16 000 caiitoB cBs3bIBaHUS MPOTPOMOMHAZHOTO
KoMIuTekca. DPPEKTUBHOCTh CHHTE3a TPOMOMHA HA
UX TOBEPXHOCTH COMOCTaBUMa € 3(PHEKTUBHOCTHIO
CHHTE3a TPOMOMHA Ha MOBEPXHOCTU AKTUBHPOBAH-
HBIX TPOMOOIIUTOB.

CuHte3 u 3KcrpeccHs TKaHeBOTo (hakTopa, 3¢-
¢extuBHO cBs3bBatomiero ¢.Vlla, mpoucxomur Ha
MOHOIIUTAX I0J] BO3ACHCTBUEM Pa3IMUHbIX (DH3HO-
JIOTMYECKHX M MaTOJOIMYECKHX CTUMYJIOB, B TOM
qycie OaKTepUAIBHBIX JIMIONOJINCAXaPHIOB, (aKTo-
pa HeKpo3a OIyXoJH, uHTepieiikuHa-1, C-peakTus-
HOro Oeika, IMMYHHBIX KOMIUIeKcoB. COOpKa TeHas-
HOI'0 KOMILJIEKCAa HAa MOHOIIMTApHON MeMOpaHe -
KJIFOYEBOIM MOMEHT B Pa3BUTHM Ipoliecca Koaryss-
n. Komrieke TkaneBoit daktop - ¢.VIla monas-
JISIETCSl MHTUOMTOPOM ITYTH TKaHEBOTO (pakTopa (MH-
ruduTopoM BHyTpeHHero mytH - VBII), Taoke cuH-
TE3UPYEMBIM U SKCIIPECCUPYEMBIM MOHOLIUTAMH.

Peaxium cBepThIBaHUS KPOBH, IPOTEKAOIIHE HA
MOHOLIMTApHOW MeMOpaHe, YCUJIMBAIOTCS Crienudu-
YECKUMH /U1l MOHOIIMTOB MexaHm3MaMu. Dukcupo-
BaHHbIEC Ha MOBEPXHOCTH MOHOLIUTOB 3J1acTa3a U Ka-
tericuH G aktusupytot ¢.V 1o ¢.Va, nostomy ¢.V
HE MOCTYNAEeT B KPOBOTOK, & OCTAETCs TYT JKE Ha MEM-
OpaHe MOHOIIUTOB ¥ (JOPMHUPYET MPOTPOMOHHAZHBIN

komIuteke ¢ (. Xa. [TprueM 3TOT KOMIUIEKC 3aIluIleH
OT MPOTEOJIM3a AKTUBUPOBAHHBIM MpoTenHoM C
(AIIC), moaToMy aKTHBHOCTH MPOTPOMOWHA3BI HA
MOHOIIMUTAPHOW MeMOpaHe JUTUTENBHO COXpaHseTcs
Ha BbICOKOM ypoBHe. [lomumo ¢.Va, karencun G
aktuBupyet ¢.X. B ormmume ot karencuna G neii-
CTBHUE 3JIACTa3bl J0303aBUCUMO. B MaJbIX KOHIIEHT-
palusix oHa aktuBupyeT ¢.V, a B 60ibIINX - pac-
mrerviser ¢.Va. Dnacrasa, BUaMMO, He 00naaer cro-
COOHOCTBIO MHAKTHBUPOBATh (.Xa. OnHaKo BO3/eH-
CTBHUE €€ BBICOKMX KOHIIEHTpauuii Ha (). X U3MeHseT
HOCJIEJIHUM TaK, 4TO €ro B JaJbHEHIleM HEBO3MOXK-
HO aKTMBHPOBATh.

Jlpyrum anbTepHaTUBHBIM IyTeM, crenuduy-
HBIM JUIsl MOHOLIMTOB, SIBJISIeTCs akTUBaLus ¢.X moc-
Jie ero COeJMHEHUs1 ¢ MEMOpaHHBIM PELENTOPOM
Mac-1 (CDIIb/CD18). CeszaBumcek ¢ Mac-1, ¢.Xa
YaCTUYHO aKTUBHUPYET MOHOIIMTBI M BBI3bIBACT 3KC-
NPECCUI0 CHENM(PUUECKOr0 MOHOLMTAPHOTO peLier-
topa EPR-1. Kommeke ¢.Xa-EPR-1 criocoben a¢-
(EeKTUBHO aKTUBUPOBATh MPOTPOMOUH B MPHUCYT-
crBun Ca’* 6e3 yuactus §.Va. Takum 06pasomM, Ha
MOBEPXHOCTH MOHOLIMTA MOXKET COOMPAThCs MOIHO-
LIEHHBII IPOTPOMOMHA3HBIN KOMILIEKC.

ITpokoaryssiHTHast aKTUBHOCT MOHOLIMTOB 3aBU-
CHUT OT MX MUKpooKpyxeHus. Komnarens! | u IV Tu-
NoB, (pUOPOHEKTUH - aKTHBHBIE CYOCTpaThl Ul af-
re3uy MOHOLMTOB B OTJMYME OT JlaMuHMHa. [locien-
HUIA ajare3upyer MOHOLMTH B 6-10 pa3 xyxe. On-
HAKO MMEHHO Ha MOHOLIUTAX, aJre3MpOBaHHBIX K
JAMUHUHY, NIPOLIECCHI KOATYISIUN Pa3BUBAIOTCS



Ponb nenkoumnToB B remocTtase

B 3-5 pa3 ObicTpee, yeM Ha MeMOpaHaX MOHOIIUTOB,
aJIre3MPOBABILMXCS HA IPYTHX CyOcTparax.
ITomMuMoO Karanu3a ryMOpaiabHBIX pEaKLUM
CBEPTBHIBAHUS KPOBH, MOHOLIMTHI 00JalatoT Mpo-
arperanTHoi aktuBHOCTHIO. Karencun G ob6nana-
€T CBOWMCTBOM BBI3bIBaTh arperamnuio TpomMOoIu-
TOB, U3MEHEHHE UX (POPMBbI, MOOUIIM3AINIO KaJlb-

J€HHE aAre3uud TPOMOOLMTOB K JICHKOIUTAM.
Yactb 3TUX peakuuil KaTaau3upyeTcss MOHOLIUTAp-
HOM 3J1aCcTa30M.

B oriuume o MOHOIMTOB HEUTPOPUIIBI U JTHM-
¢ormTel He skcnpeccupyoT PAR-1, ognako uccre-
JIOBAaHUS I0KA3aJId, YTO HA U30JIMPOBAHHBIX IIOITY-
JSILUSIX 9TUX KJIETOK MIPOMCXOIUT COOpKa MPOTPOM-

(Y51, DK30LUTO3 O-TPaHyJl U IUIOTHBIX IPaHYJI, YCHU-

KADOEAPA

KJI

OMHA3HBIX KOMILIEKCOB.

HUKJIbI YCOBEPIIEHCTBOBAHUS
KA®OEJIPbI KIMHUYECKOU
JIABOPATOPHOU INATHOCTHUKHA

PMAIIO (Mocksa)

1. |Knununyeckast 1abopaTopHast IHATHOCTHKA (Bpaun U OMOJIOTH, CTAKHPOBKA, Ounoe, ITIT B Teuenue
npodecCHOHaNbHAS IEPEOAr0TOBKa, 00IIIee YCOBEPIICHCTBOBAHNUE) 4 mecsiteB
JlaGopaTopHast IUTOIOTHs (IINTOIOTH) Ounoe CVY, Bble3nHOM |MecsuHblii

3. |KoHTponb kayecTBa 1a00OpaTOPHBIX HCCIICIOBAHUM Ounoe TY 2 Henenu
(3aB. KJIJI u Bpaun KMHUY. J1a0. THATHOCTHKH)

4. | KnuHuko-1a00paTOpHOE UCCIICIOBAHUE ISAKYIISTA Ounoe TY 2 "Henenu
(3aB. KIIJI u Bpauu KIMHWY. J1a0. JUATHOCTUKH)

5. |Meronsl Hccen0OBaHUS CUCTEMBI TEMOCTa3a Ounoe TY 2 "Hexenu
(3aB. KJ1JI n Bpaun knmuHUY. J1a0. AUATHOCTUKH)

6. [JlaboparopHasi UArHOCTHKA YPOrCHUTAIBHBIX HHO)EKLIHHA Ounoe TY 2 "Hexenm
(Bpa4d KJIMHHY. J1a0. TUATHOCTHKH)

7. |WmmyHodepmenTtHblii ananu3 B KJJT (3aB. KIJI Ounoe TY 2 Henenu
Y Bpa4 KIMHWY. J1a0. TUArHOCTHKH)

8. |M30MMMYyHOIOrHYECKUEe METO/IbI UCCIIEIOBAHUI Ounoe OY MecsyHEbIi
(Bpa4d CTaHLWIA IEpETHMBAHUS KPOBH)

9. |Knunuueckast tabopatopHasi fuarHocTuka. [ emarosor, u obmeknuany. uccie- |Ounoe OY MecsyHbIH
noBanus (3aB. K/1JI v Bpaun KiuHMY. J1a0. TUArHOCTHKH)

10. |TILIP 8 KJI (Bpaun 1 GHONOTH KIMHHY. JIa0. AUATHOCTHKH) Ounoe TY 2 "Henenu

11. |OmnpenencHue anKorous B OMOIOTMISCKUX KUAKOCTIX Ounoe TY 2 "Hexen

12. |JIabGoparopHast AuarHOCTHKa JTMMQonponrdepaTnBHBIX 3200JIeBaHNI Ounoe TY 2 "Hexenm

Bce kbl mmrensHOCThIO 1 Mecsit] n 6os1ee JatoT IpaBo caaBaTh cepTU(GUKAMOHHBIN 3k3ameH. [1o
OKOHYaHUM 00JIee KOPOTKHUX LIMKIIOB BBIIAIOTCS CBUIETEIHCTBA O MOBBIIICHUH KBATU(HUKAIIMK TOCYAap-
CTBEHHOTO 00pa3ia.

3asaBKH JJIA y4aCTH B LUKJIAX YCOBCPIICHCTBOBAHMS IIPUHHUMAKOTCS.

o nioute: 125424, Mockga, a/s 32 (kadenpa K1)
o paxcy (095) 945-84-00 unu tenedony (095) 945-82-22
o aniekTponHoi moute: kafedra-kdi@list.ru




[NMnasmeHHble benky remocTasa

NMNA3MEHHBIE BENKWU TEMOCTA3A

[Tna3mennble Oenku remocTasa oopasyrot 2 dep-

MEHTATUBHBIE CUCTEMbI KPOBH, UMEIOIIAC CBOCH LICTTBIO
TOJIIEPYKAaHKE reMOoCTaTuueckoro Oasanca (puc. 31):

1

Puc. 31. Cuctema CBepTbiBaHUA KPOBU U CUCTeMa CbMGpMHO.HVBa - KaCKagHble npoTeonimtn4eckne CbepMeHTaTI/IBHbIe CUCTEMbI,

Cucrema cBepTbiBaHus mi1a3Mel. Crucrema co
CTOUT U3 (PePMEHTOB, HEPEPMEHTATUBHBIX OeI
KOBBIX KaTrann3aTopoB (KO(haKTOPOB) M UHTH
OUTOPOB cBepThIBaHMS. KOHEUHO 11eTbI0 3TOM
CHUCTEMBI SIBJIICTCS] 00pa30oBaHNe BaKHEUIIIETO
dbepMeHnTa TpoMOMHA, 2 B KOHEYHOM UTOTE -
(rOPHHOBOTO CI'YCTKA, COCTABIIAIOIIEIO OCHO
BY I'€MOCTaTUYECKOT0 TPoMOa.
Cucrema pubpunonnza. Koneunoit niespro 31oi
CHCTEMBI SBJISICTCSI 00pa30BaHKeE TTIABHOTO (hep
MeHTa (MOPUHOIM3A TIA3MUHA U JIN3UC (PUOpU
HOBOTO CTYCTKa. DTy CUCTEMY COCTABJISIIOT T1J1a3-
MHHOTEH ¥ €r0 aKTUBAaTOPbl 1 HHTUOUTOPBI.
OGe 3TH cUCTEMBI UIMEIOT CXO/IHBIC YEPTHI:

B o6eux cuctemax npoucxXoauT MHOTO-
STaNHBIA (hepMEHTATUBHBIN Mpollecc aKTHBa-

Koarynauws

IIUH, B KOTOPOM Y4acTBYeT psJ OEJIKOB - Ipo-
Teas.

» [lo kpaiiHeii Mepe, i Vitro MMeeTcst HECKOJIBKO
MyTel 3aITycKa KaKI0ro IpoIiecca, a B UTore 0o
pasyercs OMH KOHEYHBIN MPOIYKT.

*  MHorue peakiyy Hy>K1al0Tcs B HATUYUH CIIe
U (HYECKOI TOBEPXHOCTU U MOHOB KAJIBIIHS.
In vivo TBepmoii (ha3oit s PpuKcalmu pearu
PYIOIIMX OEJIKOB CIyKaT KUCIble (ochonumu-
JIbl KJIETOYHBIX MEMOpPaH, B YaCTHOCTH MeMO
paH TpoMOoLUTOB, (PHOPOOIACTOB, BO3MOXKHO
JICHKOLIUTOB.

Kpome kackaJHbIX CHCTEM CBEpTBHIBaHUs IL1a3-

MBI U (puOpUHONN3a, K TUIA3MEHHBIM OelTkaM remMo-

CTa3a OTHOCATCS MHOTOYHCIIEHHBIE MHIMOUTOPBI U

aKTUBATOPBI, 3(P(HEKThl KOTOPHIX MPOSBISIOTCS KakK

JIeHCTBHE aHTUKOArYJSIHTOB WM MPOKOAry/IsIHTOB U

COOTBETCTBEHHO HMHTHOMTOPOB MJIM aKTHBAaTOPOB

¢bubprHOIM3A.

dubpuHONK3

Kackap ceepTbiBaHNA Nnasmbl

dubpuHoren

Tpomb6uH ._\

MnasmuHorex
Wurubutop Al (PAI-1)

/

!

B

AxTuBaTOp NNA3MUHOrEHa
(t-PA, u-PA)

obecneymBaroLme reMocTaTu4eckuin 6anaHc KpoBu

JHOOTENWANbHbIE KNETKN
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Cuctema CcBepTbiBaHUA nna3mbl

Cuctema cBepThIBaHUSA IUIa3Mbl - (epMeHTa-
THBHAsI CUCTEMA, OCYLIECTBIIIIONIAs KAacKa]| IPOTE0-
JMTUYECKUX PEAKIHA, B pe3y/bTare KOTOPBIX Mpo-
UCXOIUT 0OpazoBaHue (HPUOPHUHOBOI MPOOKH B Mec-
Te MOBpexXJeHus cocyna. CucremMa CBEpThIBAaHUS
TECHO CBSI3aHA C IPYrMMH HPOTEOIUTHYECKUMU CH-
CTEMaMH IUIa3Mbl, B TOM YHUCJIE C cUcTeMoil (hubpu-
HOJK3a. benku cBepThIBaHUS IUIa3MBbl, BXOSIINE B
KacKaJl CBEPThIBAHUS KPOBH, NMPHUHATO HA3bIBATh
TEPMHHOM «(akTop». B cooTBETCTBUM C MEKTyHAPOI-
HOM HOMEHKJIATYpOil (paKTOPBI CBEPTHIBAHHS ILIa3Mbl
0003HAYAIOTCSl pUMCKMMU T(pamut (Tad. 6). AxTrB-
Hble (opMbI (HaKTOPOB 0003HAYAIOTCS TEMH K€
pPUMCKMMH LudpaMH, HO ¢ 00aBIeHUEM ab0peBU-
aTypsbl «a».

[TpakTuyecku Bce (aKTOpbl CUCTEMBI CBEPTHI-
BaHMSI KPOBU LIUPKYJIUPYIOT B KPOBOTOKE B (popme
HEaKTHUBHBIX MPO’H3UMOB WM B (pOpME HEAKTHUB-
HBIX KO(akTopoB. VckiroueHne cocrapisier pax-

top VI, npumepno 1-2% kotoporo B HOpMe LUp-
KyJMPYIOT B akTUBHOMN (popme. IIpu 3amycke cBep-
TBIBAaHUS KPOBHU IMPOUCXOJUT KacKagHas aKTHBa-
s IPOSH3UMOB M KoakTopoB (puc. 32). Ilpo-
IECC aKTUBAIMU MPeJCTaBiIsgeT co00i orpaHuyveH-
HBII MPOTEOIN3 HEAKTUBHBIX MPENIIECTBEHHHKOB
JI0 aKTUBHBIX 3H3UMOB M KO(AKTOPOB. AKTUBHPO-
BaHHbBIE HH3MMBI SIBIISIOTCSI CEPUHOBBIMH MpOTEa-
3amu (3a uckiaroueHueM ¢akropa XlII). Axrusu-
poBaHHBIE KO(AKTOPbI, HE 00J1a/1asi CaMOCTOSTENb-
HOHU (pepMEHTaTHBHOW aKTUBHOCTBIO, UTPAIOT POJIb
KO(EpMEHTOB.
CepuHOBBIMU TIPOTEA3aMHU SIBJISIFOTCSI AKTUBHPO-
Banubie axropsr 1, VII, IX, X, XI, XII, TIK.
Tpancrmoramunasa - pakrop XIII.
Kodgaxtopsr - paxropsr V, VIII, BMK.
ConepraHyie KOMIIOHEHTOB TEMOCTa3a, B TOM YHC-
Jie TUIa3MEeHHbIX (DaKTOPOB CBEPTHIBAHMS, B CUCTEME
LUPKYJISLIAM CYILIECTBEHHO OOJIbILIe, YEM HEOOXOAUMO

Tabnuvua 6
IInazmennvie pakmopvi ceepmul8anus KPOGU
Bpems no- b lemocraTn- 3asucn-
CumBoa 3 B Konuenrpauus B i -
daxropa | Hassanue JAYARNIHH S aasiie lnikoasli) wecnun'mu- M.ocn: o1
. (1) HHMYM suramuna K
I | Dubpusoren 64-96 8800 (24 r/n) 0,5-1,0 t/n -
[ [Tporpombun 48 1400 (100-150 mr/m) 40% -
Vv [1poakuenepun 12 20 (7-10 mr/n) 10-15% -
ViI | [TpokoHBEpTHH 4-6 10 (0,4-0 mr/n) 5-10% ks
VI | AHTHreMODHIBHBI TI100YIHH A 15-20 0.7 (3aBuCHT OT rpy- 30-35% -
Ihl KPOBH)
IX AnturemoduibHEIH hakTop B 24 90 (3-5 mr/a) 20-30% +
X ®axrop Crioapra-Ilpayapa 32 170 (8=10 mr/m) 10-20% -
X1 AnturemodunsHbi rnodymun C, 60-80 30 (3-6 mr/n) 10-20% | -
takrop Posentans
XII ®axrop Xaremana 50-70 400 (25-35 mr/n) <1% —
XIII Dubpun-crabunmsupyronmii hakrop, 40-50 50 (20-30 mr/m) 2-3% -
TPAHCTIIIOTAMHHA3a [
1K Ilpekaumkpens (akrop dreruepa) 30-50 mr/n <1% - _
BMK BbicoKOMOICKYSAPHBIN KHHHHOTCH 60-80 mr/n <1% = ‘
(daxrop Puripkepanpia) |

[Tpu pa3paboTke mepBOil HOMEHKIATYPHI OBIIN MCIIOIB30BAaHbI pUMCKHE cUuMBOIIBI (hakTopoB oT | mo XIII. dns o6o-
3HAYEHUS yUYaCTHUS B CBEPTHIBAHUH IUIa3Mbl TKAHEBOTO (DaKTOpa M MOHOB KaJbIMS UM OBUIM IPHUIAHBI CHMBOJIBI COOT-
BerctBeHHO |11 n V. Oxgnako B Hacrosmiee BpeMsi puMcKasi HyMepauus Il HUX HE UCIIOJIb3YeTCs, TaK KaK OHM HE
OTHOCSTCS K INTa3MECHHBIM (pakTopaM CBepThIBaHUS (TKaHEBOH (aKTOp - 3TO TKAHEBOH KOMIOHEHT BHE COCYIHUCTOM
cucteMbl, HoHbl Ca He sBisrorcs Oenkom). @akrop VI B kiaccupukanuu He ynorpeOisercs, TaKk THM CHMBOJIOM

omnbOouHO OB Ha3BaH QakTop Va.
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MpochepmeHT
[ HoN-A-B-B-T-[1-)K-3-W-K-1-M-H-COOH |
| HoN-A-B-B-T-A-K-COOH | + [ HoN-3-1-K-N-M-H-COOH |

| AKTMBHbIA nenTwg | | AKTVBMPOBaHHBII (hepmeHT |

Puc. 32. MNpoTteonutnyeckas aktuBaumsa akTopoB remMo-
cTtasa. [lyTeM orpaHM4eHHOro nNpoTeonu3a U3 HeakTUBHOro
npegLwecTBeHHUKa 0bpa3yloTCs akTUBHbIA NENTUA, U aKTUBMPO-
BaHHbIN bepMeHT

s popmupoBanus ¢pubpuHOBOro crycrka. [Ipomecc
CBEPTHIBAHUSI TPOUCXOANT B YCIOBHSIX HACBHILICHHUS
cybcrparamu (puc. 33). Benmenctue aToro obpasosa-
HUE TEMOCTaTHYECKOro TpoMOa MOXKET OBITb JOCTHT-
HYTO TpU 3HAYUTEIFHOM JHala3oHe KOHIEHTPALA U
AKTUBHOCTH KOHKPETHOTO (akTopa CBEPTHIBAHUSI.
Knuanveckue mposiBlIeHHS HEJOCTaTOYHOCTH KOMIIO-
HEHTOB CBEpPTHIBAaHHUSA BO3ZHUKAIOT MPHU WX CYILIECTBEH-
HOM yMEHBLIEHHH, €CIIA 00paTUThCA K pUC. 33 - TO 3TO
HaYaJbHBIN AWAna3oH, MPU KOTOPOM CKOPOCTH peak-
WY 3aBUCHUT OT KOHIEHTpauuu (akropa.

Hns 3¢ dexTuBHOrO0 B3aUMOJACHCTBUS U aKTH-
BalMU OGJIKOB CBEPTHIBAHUS KPOBH HEOOXOANMO 00-
pa3oBaHHe KOMILJIEKCOB 3TUX OEIKOB, UX KodakTo-
poB u cyocrpata (puc. 34). DTu yCciIoBHsS HE MOTYT
BO3HUKHYTH B Xujkoi ¢aze. [loaTomy OonbpmnH-
CTBO MPOLIECCOB aKTUBAIIMH MPOMEKYTOUHBIX (aK-
TOPOB CBEPTHIBAHUS MPOTEKAIOT Ha (ochomunuaax
KJIETOYHBIX MeMOpaH. B mMecTe cOOpKH KOMIUIEKCOB
MPOMCXOOUT KOHLEHTpauusi (akTOpOB CBEPTHIBA-
HUS. 371ech )K€ MPHUCYTCTBYIOT KO(aKTOPbI, KOTOpPbIE
CYIIECTBEHHO YCKOPSIOT Ipouecc (GOpMUPOBAHHUS CTy-
cTKa. B co31aHuM aKTUBHOTO KOMILJIEKCA YYaCTBYIOT:
* OepMeHT (aKTUBHBIN NIIa3MEHHBIH QakTop -

IPOTEONIUTUYECKHI (DEPMEHT).

* Cyb0crpar (mpodepmeHT).

*  AKTHUBUPOBaHHBII KodakTop.

«  Hous Ca (Ca®™).

*  Kucnsie poconununs u cnenuduaeckue pe

LENTOPH! Ha MOBEPXHOCTH KJIETOK.

Bce Oenku cucTeMbl CBEPTHIBAHUSI KPOBU MOXK-
HO pa3fenuTh Ha JBe rpynmnbl. OnHu Oenku Ui modi-
HOLIEHHOTO ()OpPMUPOBAHHUS TPEOYIOT HAJIUYUSA BH-
tamuaa K (Butamun-K-3aBucumbie Genku), a apy-
THE - HeT.

[uanasox
KOHLIEHTDALIN
thakTopos
CBEPTLIBAHUA
B HOpME

CxopocTb

—
Ll

KoHuenTpauun cyberparos (dakTtopos)

Puc. 33. CooTHOWeHne Mmexay KOHUeHTpauuen pakTopoB
M CKOpPOCTbI npouecca cBepTbiBaHUA. B Hopme ckopocTb
KoarynsiuMm npakTM4Yecku He onpepensieTcs KOHUeHTpauuen
hakTopoB, Tak Kak OHW MPUCYTCTBYIT B n36biTke U npouecc
nMaeT B COCTOSIHUM HacblleHusl. Tonbko nocrne 3HayuTenbHoro
ucTolleHns akTopa ero KoHUEHTpauua 6ygeT BNUSTb Ha CKO-
poCTb peakuunm U COOTBETCTBEHHO Ha CKOPOCTb CBEPTbIBAHUS
nnasmbl

docdonnnuaHan
NOBEPXHOCTL

Puc. 34. Mogenb c6opku Kkomnnekca pakTopoB CBepTbl-
BaHusa KpoBu. Ha noBepxHocTb TBepAaon ¢asbl (dhocdonunu-
abl hubpobnacTtoB, makpodaroB, akTUBUPOBAHHbLIX TpOMbO-
uutoB Nnbo, B NaTonormyecknx cutyaumnsax, memobpaHbl noBpex-
OEHHbIX KNeTok, bakTepun n ap,) npukpennsetrcs (MHTepHanu-
3yeTcs) KPYNHbIN KOaKTOPHbIA GEerok, KOTOopbI opraHusyer
MeCTO KOHTakTa hakTOpOB CBEpTbIBAHUS, Te B CBOK oyepedb
B3aMMOLENCTBYIOT APYr C APYroM Mo NPUHLUUNY KOMMMEMEH-
TapHoCTH
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BumamuH-K-3asucumsie 6ernku

Buramun-K-3aBucUMBbIMU OenKaM# SIBISIOTCS
¢ 11, -VII, -IX, -X, nporenns: C u S. Itn Oenku cuH-
TE3UPYIOTCS B MEUEHU U UMEIOT CXOAHYIO CTPYKTYPY
Mouekyisl (puc. 35). XapakrepHOil HX 0COOCHHOCTBIO
SABIISIETCSl HAallMUWe YHUKaJIbHOW aMUHOKHCIOTHI -
y-KapOOKcUrayTaMuHa. OTa aMHHOKHCIOTa 00pasy-
eTcs BO BpeMs CHHTe3a BUTaMHH-K-3aBHCHMBIX Oe-
KOB B II€UEHHU MyTEM Yy-KapOOKCHIUPOBAHUS TIyTa-
MUHa (EepMEHTOM Y-KapOOKCHTIyTaMHHIIEITHAA30H,
B paboTe KOTOpPOro MPUHUMAIOT Yy4acTHE aKTUBUPO-
BaHHbIe (opmbl BuTamuHa K (puc. 142). y-kapOok-
CUTIyTaMHH JaeT BO3MOXXHOCTh BUTaMHH-K-3aBuCH-
MBIM GelkaM ¢ ToMompbi0 HoHOB Ca®* 06pa3oBhIBATH
KOMIIJIEKCHI C KUCIABIME (ocoaunugamu.

Puc. 35. CTpyKkTypHasa opraHusauus HeKOTOpPbIX NMia3MeH-
HbIX OenkoB cucTembl remocTtasa. CTpenkamu nokasadbl
MecTa NpoTeOoNNTUYECKOro rmaponusa, B pesynbTaTte KOTOpo-
ro NpoONCXoANT Nepexof HeaKTUBHbLIX NPOEePMEHTOB B aKkTUB-
Hble bepMeHTbl - CepuHOBbIe NpoTeasbl kackada kKoarynsuuu.
OBy3ybuem ob6o3HavyeHbl BUTaMuH-K-zaBucumbie daktopsbl,
mMerowme B CBOEN CTPyKType KapOOKCUNMPOBAHHYI rnipTa-
MUHOBYI KMCFOTY

MpoTpombun

Daxrop X

Daxrop VI

akrop IX

®axrop Xl

Daxrop Xl

lMpoteus C

HzN

‘4

HoN

[
fent

e [—;S —5
-
o

HegbepmeHmHble akmueamopb! C8epmMbI8aHUS KPosU

COOH

COOH

COOH

COOH

COOH

COOH

COOH

COOH

K HedepMEeHTHBIM aKTHBATOpaM CBEPTHIBAHHS
kpoBu (koepmentam) otHocsaTcs (akrops V u VIII.
O0a - BBICOKOMOJIEKYJISIPHBIE OCNKH, UMEIOIINE CXOM-
HYIO CTPYKTYpy. OHM LMPKYJUPYIOT B IJIa3M€ B Heak-
TUBHOH (opme 1 akTuBUpYIOTCS TpoMOuHOM. ¢.VIII B
iasme cBsizal ¢ (akropom BuuteOpanna (VWF), ko-
TOPBIN 3aIIUIIAET €ro OT MPEXAECBPEMEHHON MHAKTH-
Baru. Juccormarmst VI w3 xommnekca ¢ VWF mpo-

¢.Va u -Villa o6pasyror Ha ocdomumuanabix
MeMOpaHax KoMIuiekchl ¢ ¢@.Xa u -1Xa cooTBeTcTBEeH-
Ho. Cneunduueckast aktuBHOCTh ().Xa u -1Xa B xoMm-
IUIeKcax ¢ KOGakTopaMu B JECSTKH THICSY pa3 00Jb-
1re, YeM M30JUpOBaHHBIX. OCHOBHBIM MHTHOMTOPOM
¢.Va u -Vllla snsercs kommuieke nporeuH C - mpo-
TEHH S.

HCXOJIMT O] BO3/IeiicTBrEeM TpoMOuHa (puc. 25).

Knaccuueckun koarynsiuMOHHbIN Kackad akTuBaunm TpoMbuHa

I/I3yquHe nmponecca CBCPThIBAHHSA KPOBU OO
HACTOALICTO BPEMCHU MPOUCXOAUT B OCHOBHOM in

vitro B CMOJEJINPOBAHHBIX YCIIOBHUSIX.
HccnenoBanne B3aMMONEHWCTBHS — IJIA3MEHHBIX
OeTKOB TreMocTraza B OTphIBE OT JpPYrux

KOMIIOHCHTOB IIPpUBCIIO K CO3JaHHUIO TakK
Ha3bIBACMOH «KJIACCHYSCKOM» TCOpUU KOarys-
IIHMOHHOIO KaCKaJa aKTHUBalluu TpOM6I/IHa. B
HaCToO-

suiee BpeMs 3Ta TeopuUsl MeEepecMOTpEeHa C
y4eTOM BHOBb TMONYYeHHOH wuHpopMmamuu o
B3aNMMOJICHCTBHU Pa3IUYHBIX KOMITOHEHTOB
reMocTasa. OnHako 0a30BbIE MPUHLIUIIBI
HW3J0KEHHOM HIDKE KIIACCHYSCKOM KacKaJ HOH
TEOpUU CYHUTAIOTCS BEPHBIMH JI0 HACTOSIIIETO
BpeMeHH. Kpome TOro, 3HaHHE KIaCCHYECKOTO
KackaJla CBEPTHIBAaHHMS KPOBH HEOOXOAMMO MJIs
npa-
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BHJILHOM HMHTEPIPETALUU PEe3ylbTaTOB KOaryJsoJo-

THYECKUX TECTOB.

AKTHBaMs NPOTPOMOMHA - MHOTOCTAAHITHBIN
mpoliecc, KOTOPbI MPOUCXOAUT MO MEXaHW3MY Ipo-
(depmenTHO-(hepMeHTHOrO MpeodpazoBanus. C OgHOI
CTOPOHBI, 3TO oOecrneunBaeT HapacTaHHE CUTHAaja:
aKTUBAaIMsI OJHOHW MOJEKYJBl NPEIUIEeCTBYIOMIEr0
YPOBHS B CHCTEME CBEPTHIBaHHS MPUBOAUT K aKTH-
BallUU OT HECKOJIbKHX JECATKOB JI0 HECKOJNBKUX CO-
TEH THICSY MOCIEAyIomMX Mojiekyl (puc. 36). C apy-
roil CTOPOHBI, MHOTOCTAAUHHOCTH IO3BOJISIET 00-
nee rTuOKO peryiIupoBaTh mpouecc.

B knaccuueckoMm Kackalae CBEPTHIBAHUS KPOBH
BBIJEISAIOT 2 MyTH aKTHBALUH Ipolecca:

*  AxruBauus TkaHeBbIM paktopoM (T®). Tak kak
T® He oTHOCUTCS K MIIA3MEHHBIM (aKTOpam u
KOHTAaKTHUPYET C KPOBBIO TOJIBKO MPHU MOBPEK
JIEHUH COCyZAa, TO aKTUBALUS C €r0 y4acTHEM
0003Ha4YaeTcs Kak BHELUHHIl MyTh CBEPTHIBAHMUSL.

* AxtuBanus ¢.XI| npu KOHTaKTe C OTpHULIATEND
HO 3apsDKEHHOH MOBEPXHOCTHIO TBEPAOIO TEna,
WM KOHTaKkTHas aktuBauus. [lockonbky dak
top XI| B HOpME IPUCYTCTBYET B MJIa3Me, aKTH
BallUs C €T0 yYacTHEeM 0003HavyaeTcs Kak BHYT-

BHYTPEHHMWl BHELIJHHH
e X}a xa

IXa Villa 44— Tpombun

S

Puc. 36. Kackaanplii npuHOMn ycujenusi curxana. Kaxnprid
TIPE/IBITYILHIT KOMIIOHEHT CUCTEMbI CBEPThIBAHHS aKTUBUPYET MHOTO
HOCTIEAYIOIIHX

peHHHUil TyThb CBepThIBaHUA (Bce (DaKTOpBI MpHU-

CYTCTBYIOT B IUIa3Me B HOpMe). BHemHuid wu

BHYTPEHHHH IyTH B3aUMOACHCTBYIOT MEXIy cOOOH, a

WX pasleieHHe JOCTAaTOYHO YCIOBHO. BHemnwuii u

BHYTPEHHHH TYTH cxonmdrca Ha ¢akrope X.

[Mocnennuii co cBoum kodakropom ¢.Va obpasyer

nporpoM0uHa3y - (EepMEHTATHBHBIH KOMILIEKC,

KOTOPBI aKTUBUPYET MPOTPOMOMH ¢ 0OpazoBaHHEM

TpoMOuHa. OOpa3oBaBIIMIiCS TPOMOMH MOCTYIAET B

TOK KPOBH U aKTHUBHUpYeT pubpuHOreH 10 GpudprH-Mo-

HoMepoB. [locnenHne CIOHTaHHO COSOUHSIOTCS, 00pa-

3ys monuMepsl GpuOprHa. YCIIOBHO CBEPTHIBAHHE ILIA3-

MBI (KpOBH) JIETUTCS Ha 2 OCHOBHBIC (Da3bl:

1) MHOrOCTYNIEeHYATHIH T, IPUBOIAIINI K AKTH
BallM{ IPOTPOMONHA U IIPEBPALICHHUIO €ro B aK
TUBHBIA (EPMEHT - TPOMOUH;

2) KOHEYHBIH JTall, B KOTOPOM I10J] BIMSHHEM TPOM

Oouna u3 ubpunHorena odbpasyercs GuOpHH.

Cxema KoarymisimOHHOTO KacKaja Mia3MEeHHO

ro reMocrasa npeacTaBieHa Ha puc. 37.
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Puc. 37. Kackaja aKkTHBAIMH ILIa3MEHHOr0 reMocTa3a

Buewnuii nyms 0bpaszoeanus npompomourasvl

Buemnuii myth 00pa3oBaHUS MPOTPOMOMHA3EI
KOPOTKHUM, UYTO BedeT K ObIcTpoMy 00Opa3oBaHHIO
TpoMOUHA.

ITpu xontakte T® u ¢.Vlla popmupyerca xomr-
JIeKc, KoTophid akTuBupyeT ¢.X. Paxrop Xa npu y4a-
cruu daxropa Va, B mpucyrcruu uonos Ca®*, Ha ot-
PHULIATENBHO 3apshKEHHON (HOCONUIHUIHON TOBEPXHO-

ctu hopMupyer npoTpoMOMHa3zy. B HacTosiee BpeMs
MOJIATat0T, YTO BHEIIHUN MYyTh - OCHOBHOH (pu3moIo-
TUYCCKUI TMYTh 3aITycKa MpoIecca CBEPThIBAHUS KPO-
BU. [TogpoOHO ero 3HavyeHue OyJIeT OMucaHo B pa3zeie
«CoBpeMeHHas TeOpHs CBEPTHIBAHHS KPOBUY.
AKTHBHOCTH BHEIIIHETO MYTHU MOJAEPKUBACTCS
3a CUeT MEXaHU3Ma IOJIOKUTEILHONH 00paTHOM CBSI-
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3u (puc. 38). [TonoxkurenbHast 0OpaTHast CBSI3b BKITIO-
YaeTcsl Ha HECKOJIBKUX ATarax Kackasia CBEpThIBAHHS.
Hawubonee cyiiecTBeHHBIMU SIBIISIIOTCS aKTHUBAILUS
TpomOuHOM haktopoB VIl u V.

Puc. 38. BHewHnin kackap cBepTbiBaHUSA KpoBMW. HauuHa-
€TCS C KOHTaKTa KpoBW C TkaHeBbIM hakTopom (T®), koTopbIi,
B3anmopgeicTeys ¢ ¢.Vlla, obpasyeT komnnekc, akTuBupyto-
Wun ,X, Ycunenme akTUBHOCTM BHELIHEro kackaga CBepTbl-
BaHWs KpoBu obecneynBaeTcs 2 MexaHM3Mamu MOMOXWTENb-
HoW 0OpaTHOW CBA3M

lMoBpexaeHue TKaHN

ATepocknepoTueckie Gnawku _,,_[ T® Vila  |gee]| VIl thakTop
[eangoTtenusaunn
AKTUBAUMA MOHOUKTOB @ |
Onyxonessie npoTeassl

| X thaktop | |

| Va tpakrop | Xa cptmpJ

[_Vmalxmu | [ Nporpom6ut |
A l |
|

DUOPUHOTBH - MOHOMEPI DG PUHA

BHympeHHuti nyme obpa3sogaHusi mpompombuHasbsi. Dakmopbl KOHMakmHoU akmusayuu

BHyTpeHHMI ITyTh aKTUBALMKU CBEPTHIBAHUS Ha-
YUHACTCS C AKTUBALMM KOHTAKTHBIX (haKTOpPOB KOa-
ryasuuoHHoro kackazna: ¢.XII, nmpexammmkpenta u
BBICOKOMOJIEKYJIIPHOTO KUHUHOT' €Ha.

daxTopbl KOHTAaKTHOHU aktuBarmu - ¢.XII, mpe-
KaJUIMKPEUH, BBICOKOMOJIEKYJISIDHBI KUHUHOTIEH,
C1-uHruouTop - CHHTE3UpYIOTCs B TedeHu. In vitro
9TH OEJIKH Y4acTBYIOT B aKTHUBAIMU BHYTPEHHETO
KacKa/la CBEpThIBAHMI.

B naGopaTopHbIX YCIOBHSX aKTUBALUS IIPOUC-
XOJIUT Ha HEKOTOPBIX HEOMOJIOTMYECKUX OTPHLIATEITh-
HO 3apsDKEHHBIX IIOBEPXHOCTSIX, HAIIPUMEP Ha CTEK-
Jie, KaOJIMHE, KPEMHUH, Cylb(aTe IeKCTpaHa, a Tak-
’)K€ B MPUCYTCTBUM AJUIArOBOM KUCIOTHL. MMerores
JIAHHBIE, YTO BaKHBIM MEXAHU3MOM aKTUBALMM KOH-
TaKTHBIX (DAKTOPOB SBJISETCS MX B3aUMOJICHCTBHUE C
MIOBEPXHOCTBIO, XapaKTEPU3YIOLIEUCS CBOMCTBAMH
TBepAoH (aspl. B Maroioruyeckux ycioBUsIX KOH-
TaKTHasl aKTUBALMSA, BEPOSITHO, IIPOUCXOJUT HA MEM-
OpaHax KJIETOK KPOBH W BHIOTENHs, a TaKkKe MpU
KOHTAKTE C KOJUTareHOM CyOIHI0TEIHSI.

CxemMaTU4yHO B3aMMOJEHCTBHE OEIKOB NpHU
KOHTAKTHOM aKTUBALMM MOKa3aHo Ha puc. 39. Bu-
JMMO, B «IIOJAXOJSAIIUX YCJIOBUSAX» MPOUCXOIAUT
aytoaktuBanus 1 BzaumoaktuBaims ¢.XI1, TIK mo
aKTHBHBIX (pepMeHTOB. IN VItro akTuBaImsi KOHTAKT-
HOHM CHCTeMbI MPUBOIUT K akTuBauuu ¢.XI, xoro-
pbliii B cBOIO ouepenb aktuBupyer §.1X, obpazyro-
it ¢ .V Tenasnbiii kommekce. TeHa3HbIN KOM-
ieKc (Ha3BaHHWE KOMIUIEKCA MPOMCXOJHUT OT aHT-
JIMUACKOTO clioBa ten - necsrh) aktuBupyer ¢.X, a
Jiajiee MpOoLECC CBEPTHIBAHMS MJIET 110 YXKE ONUCAH-

HOMy yTH. IlocKkonbKy cOOpKa TeHa3HOTO KOMII-
JIeKca POUCXOAUT Ha (HoChONUIUIHON TOBEPXHO-
CTH, JUI1 Hee HEOOXOUMO IPUCYTCTBHE UOHOB Kajlb-
. KonrakTHas (a3a akTUBalMU MOJJIEPIKUBACT-
Csl TIOJIOKUTEIBHON 00paTHOU cBA3bI0. TpoMOUH
axtuupyet ¢.VIII u -XI.

®Du3nonornyecKoe 3HaueHNe KOHTAKTHOW aKTH-
BalllH, poJib (PAaKTOPOB KOHTAKTHOM aKTUBAIMU B
npoLecce CBEPThIBaHHUA KPOBH, (DU3HOJIOTHUYECKHE
AKTUBATOPBI U YCIIOBHS aKTUBALIMU ITUX (PaKTOpOB
B OpraHusMe TpeOyroT JajbHEHIIero H3y4eHus.

=
@

—»[1 (ariop | —- [Xila Baxiop] >

KOHTaKTHOM
aKTMBALIMM:
NOBEPXHOCTL
“TBEPAOTO Tena,
OTPULIATENbHBIR
3apAa n ap.

[ X1 daxrop [—[Xla chakrop]

(Caepreisarme nnaswsi) (AkTusauns (pubpUHONU3a)

Puc. 39. KoHTakTHas ¢pa3a akTMBauum nnasmeHHbIX cpak-
TopoB. KOHTaKT C MOBEPXHOCTLIO TBEPAOIO TeNa BbI3bIBaeT ak-
TBaumio dakropa Xll, KOTOpbIN 3anyckaeT Kackag cBepTbiBa-
HWS Nnasmbl, Kackag aktuBauuv ubpMHONM3a, akTUBaLWIo
KanmuKpenH-KMHMHOBOW CUCTEMbI (MonoXuTensbHasi obpaTtHas
CBSI3b) W aKTMBaLMIO CUCTEMbI KOMMMEMEHTa (oTpuuaTenbHast
obpaTtHas cBs3b)
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Knaccuueckas Teopusi CBEpPTHIBAHHS KPOBU OC-
TaBJIslIa CIMIIKOM MHOTO BONPOCOB U MPOTHBOpPE-
Yula KIMHAUYECKUM JaHHBIM. Hampumep, ¢ ogHO#
CTOPOHBI, OBIJIO HESICHO, KaKasi MOBEPXHOCTh B (pu-
3UOJIOTHYECKUX YCIOBUAX SIBISETCS aKTHBATOPOM,
C ApYTO#l CTOPOHBI, TOYeMy nePUIUT HaKTOPOB
BHyTpennero nytu (¢.VIII, -1X; -XI) npuBogut
BBIPaXXCHHONH KPOBOTOYHMBOCTHU MPH HOPMAaJIbHOHN
AKTUBHOCTU (DaKTOPOB BHEIIHETO MYyTH, a TIIyOOKUH
nepuuuT GakTOpOB KOHTAKTHOH aKTHBALMH, Kak
MpaBUII0, HE CONPOBOXKIACTCS FeMOPPArHYECKUM
cuHApoMoM. B coBpeMeHHOH KacKaJxHO-MATPHUYHOI
TEOPHH IeMOCTa3a 3TH IPOTHUBOPEUHS pa3peIlCHBI.

C coBpeMEHHOH TOYKH 3pEHHUs, KOHTAKTHAs aK-
TUBALUS UTPaeT OONBIIYI0 POJIb BO B3aUMOACHCTBUH
CHCTEMBI CBEPTHIBAHMS KPOBH C APYTMMH MPOTEONH-
TUYECKUMHU CHCTeMaMHu KpoBH ((puOpUHOIUTHYEC-
KOH, aHTHOTEH3WH-PEHHHOBOH, KaJlJMKPEHH-KUHU-
HOBOWM, CHCTEMON KOMILJIEMEHTA U JIp.).

B nacrosiiee Bpems n3yueHsl cieayromue QyHK-
MK OENKOB KOHTAKTHON aKTHBALIMH:

1 BpaauKuHHWH CTUMYJIHPYET HOBBIILIEHHE BHYTPH

KJIETOYHOM KOHIeHTpauuu UAM® u npuBoIuT K:

*  Bazomunaranuu v CHHKEHHIO apTEepUaIbHO
r'o JaBJICHUS.

*  AxTuBanuu cuctemsl GuOpuHOIN3a MyTEM
CTUMYJIALMH CEKPEMH TKAHEBOI'0 aKTHUBA
TOpa IJIa3MUHOTEHA.

*  HMHruOupoBaHUIO aKTUBALUU TPOMOOIIUTOB.

*  Crumynsiuuu pernapauyy U pocTy I1aaKOMBbl-
LIEYHOU TKaHM B MOBPEXKACHHBIX COCYyaX.

2. Ilpsmoe nHruOUpoBaHHE TPOMOMH-UHAYLUPO-

BaHHOW aKTUBALUHU TPOMOOIUTOB.

3. AxrtuBauus ¢ubpuHOIN3A.

* HenocpencTBeHHasi akTUBALHS IIa3MUHO
rera kajukpenHoMm u ¢.Xlla. Ognaxo oba
9TUX OeNlKa 3HAYUTEIbHO MEHEE aKTUBHBI,
YeM TKaHEBOW aKTUBATOP U YPOKHHA3a.

*  AKTHBanus KaJJIMKPEHHOM IPOYPOKHUHA3BI
JI0 aKTUBHOM CEpUHOBOM MPOTEA3bl - ABYX-
LEN0YEeYHON YPOKHUHA3HL.

4. Bnokajna KIETOYHOM aare3uH.
AHTHAHTHOT€HHOE IEUCTBHUE.
6. Ilo-BmamMoMy, KOHTaKTHasl aKTUBALUs UTPAET

Ba)KHYIO POJIb B aKTHBALUH CBEPTHIBAHUS KPO

BH TIPH B3aHUMOJEHCTBUU KPOBU C HEPU3HOIIO

TUYECKUMH OBEPXHOCTSIMH, B YACTHOCTH IPH

YCTaHOBKE MCKYCCTBEHHBIX ITPOTE30B HIIU HCKYC

CTBEHHBIX KJIAaIaHOB CEpaLa.

o1

BuyTpennuil nmyts oO6pa3oBaHHs NPOTPOMOHHA3EI
(puc. 40) Bxirovaer aktuBupytomiee aeiicteue ¢.XI1a
Ha (.X1, KOTOpBI B CBOIO OYepenh akTuBUpyeT (.1X.
[TockoabpKy 3HaYCHUE KOHTAKTHOW aKTHBAllMH B TPO-
I1eCCe CBEPTHIBAHMS KPOBH MEPEOCMBICICHO, (BH3UOIIO0-
rudeckast poib §.X1 uzyuaercsa. Bunumo, B dpusnomno-
I'MYecKHX ycnoBusX ¢.X1 B OCHOBHOM aKTUBHPYETCS
TpoMOUHOM. ¢.X1 MOBONBHO YCTOWYMB K MHAKTHBA-
[IUM UHTUOMTOPaMH M UMEET JTHTEIbHBIA MepUOJ 110-
myBeiBerieHHs. OOpa30BaBIIMCh B JIOCTATOYHOM KOJIH-
gyectBe, (.X1 yBenmumBaer KOJIMYECTBO aKTUBHOTO
¢.1X, 3a cyer yero COOTBETCTBEHHO 3HAUYUTEIHFHO BO3-
pacTaeT KOHIICHTpalusi TPOMOHMHA, KOTOPBI B CBOIO
odepe]b aKTUBUPYET MO0 MEXaHHU3MY MOJOKHTEIBHOM
obpatroii cBs3u ¢.1X, -VIII u -V. B T0 e Bpems u3-
OBITOK TPOMOMHA TOPMO3HT HAdaIO Ipoiiecca Huopwu-

Xlla akTop || X| |-w=—| Xlla
BMK
> |X (akop
IXa thaktop @1, Ca*
Villa haktop |==p | X (haxTOp
P ¥
Va thakrop Xa thaktop
VIl chaktop 4 @
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‘ !
——  TpOMOKUH
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DUOPUHOTEH e huBPUHa

Puc. 40. BHyTpeHHMUI Kackag akTUBaLMy Niia3MeHHOoro re-
MocTa3a. HaunmHaeTca C B3aVMHOWM akTMBaLMW KOHTaKTHbIX
hakTopoB cucTembl remoctasa, ®aktop Xlla nepesogut dak-
Top XI B Xla. ®aktop Xla aktuBupyet daktop IX. Bce nocne-
JytoLLme 3Tanbl aKTMBaLMM CBEPTBIBAHUSA MO BHYTPEHHEMY MyTH
TpebyloT MoHOB Ca®* W 3aBUCAT OT NpuUCyTCTBMS PoCHOnM-
nuaoB. ®akTop 1Xa akTmBupyeT dakTop X, HO 3Ta peakums
He ouveHb adpdpekTBHasA. OgHaKo MOSIBUBLLMIACS TPOMOWH ak-
TuBupyet daktop VIII. AktneHbIi dhakTop Villa BMecTe ¢ dak-
TopoM IXa, noHamu Ca* u docdonunuaamn o4eHb adhdek-
TUBHO akTuBupyeT chakTop Xa, ObpaTHasa cBSi3b NOAAEPXN-
BaeT pas3BuMTME Mpouecca 3a CYeT akTMBauunm TPOMOUHOM
DV, -IXn -V
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cdgo_

e

HOJIM32 32 CYET aKTUBUPYEMOTO TPOMOMHOM MHIHOU-
Topa ¢pudpunommza (TAFI).

Nurubutop Cl-KOMNOHEHTa KOMILJIEMEHTA
(C1l-uHrubuTop) SIBJISETCS 3JICMEHTOM CHCTEMBI
KOHTAKTHOM axkTUBanuu. IloMHMO KOMILIEMEHTA,
on unruoupyer ¢.Xlla (cm. pazmen «Muruduro-
PBI CUCTEMBI CBEPTHIBAHUSI KPOBHY).

JlpyrumMm MHrUOMTOPOM Ipoliecca KOHTAKTHOM
aKTUBAIMM B (PU3HOJIOTMYECKUX YCIOBHSX SIBIISCTCS
anpOTUHMH.

Puc. 41. TeHa3HbI 1 NPOTPOMOMHA3HbIN KomneKkcbl. O6-
pasoBaHue 3TNX KOMMIIEKCOB COMPOBOXAAETCS PE3KUM yBe-
FMYEHMEM aKTUBALWMN COOTBETCTBEHHO chakTopa X 1 NPOTPOM-
6uHa (dakTtop I1)

KoHeu4HbIli aman ceepmbieaHusi Nia3mbi - 06pa3oeaHue ¢hubpuUHO8020 caycmka

KoHneyHast crajusi Kackaja CBEpTHIBAHUS ILIa3-
MBI 3aKJII0YaeTCsi B 00pPa30BaHUU U3 PacTBOPUMOTO
a3MeHHOTo Oeska (puOpuHOreHa HepacTBOPUMO-
ro ¢ubpuHa nox Bo3aencreueM TpomOuHa u ¢. X111
(puc. 42).
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Puc. 42. NocnepoBatenbHbie cTaaumn o6pasoBaHUsA HepacT-
BopumMoro ubpuHa u3 pactBopMmMoro oubprHoreHa

TpombuH

TpomOuH - KIIIOYEBOH (epMEHT reMmocTasa.
Tpom6OuH - BuTtamuH-K-3aBHCHUMBII O€lOK - SBIIS-
€TCsl CEpUHOBOM IMpOTea3oi. B meyenn mpoucxoaur
CHHTE3 HEaKTUBHOTO IPEIIIECTBEHHHKA IIPOTPOMOU-
HA, KOTOPBIA B JAIBHEHUIIEM LIUPKYJIUPYET B ILIa3-
Me. B kommnekce ¢.Xa-Va-1l va dochomumumnon
MOBEPXHOCTU MPOUCXOJUT OrPaHUYEHHBIN MPOTEO-
13 npoTpomOuHa. OOpaszyeTcs HECKOIbKO aKTUB-
HBIX CTPYKTYP C YMEHBILAIOIIECHCS MOJICKYJISIPHOU
Maccoil - Me30TpoMOuH, 0-TpoMOuH, B-TpoMOuH,
y-TpoMOuH. Hambonee 3HAUMMBIM MPOIYKTOM SIB-
JsIeTCsl CEpHHOBast IpoTeasa - o-TpomOuH. Ha mo-

JIeKyIie TpoMOMHA MMeeTcs], TI0 KpaiiHel mepe, 4 caii-

Ta CBA3BIBAHUS Ul CYOCTPaToB, MHTHOUTOPOB, KO-

(akTOpoB M MOHA KajbLUsA. JTO, a TAKXKE CIOCOO-

HOCTb TPOMOHMHA aKTUBHO ()YHKIIMOHHUPOBATH HE

TOJILKO Ha TBEPOH (ha3e, HO U B TOKE KPOBHU TO3BO-

JSIET €My BBIIIOJHATH MHOTOYMCIICHHBIE (DYHKIIMH.

Baxneiimme ¢pyHKuuu TpoMOMHA B reMOCTa3e:

*  OrpaHu4eHHBIH TpoTeoau3 GUOPUHOTEHA J10
($uOpUH-MOHOMEPOB (ITPOUCXOAUT B KHKOU
¢asze - KPOBOTOKE).

e Axtusanus ¢.V, -VIII, -VII, -XI.

*  AKTHBaIMs TPOMOOIIUTOB.

* B xomiekce ¢ TpoMOOMOIYIMHOM TPOMOUH
aktuBHpyet npoteud C.

e AxruBarms ¢.XI11.

*  OrpaHu4eHHBIH TPOTEOIU3 TIA3MATHIECKOM
KapOokcunenTuaasbl B 10 akTHBHOM (HOpMBI -
aKTUBHPYEMOT'O TPOMOMHOM MHTHOUTOpa (hrd
punosnusa (TAFI).

e Crumymsiius BBIOpoca U3 SHIOTEIUOLMTOB TKA

HEBOT'0 aKTUBATOpa IUIa3MUHOT€Ha.

OnHako poJsib TPOMOMHA B OpraHU3Me He orpa

HUYUBAETCS BbIIIENEPEUNCICHHBIMU (DYHKLIMSAMH.

KiroueBas posib B Iporiecce CBepThIBaHUS KPOBH,

aKTHBALUs COCYAMCTOTO SHIOTENNS, KJIETOYHBIH

POCT ¥ IPOLIECChI penapanuy, akTuBanus nepude

PUUYECKUX KJIETOK KPOBH, aKTUBAIMs (prubpuHOIM

3a - 3T0 HauboJsee U3ydyeHHbIE PYHKIIUU TPOMOU

Ha. Bugumo, co BpeMeHeM 3TOT CIMCOK 3HAYMTeNh

HO YBEJIMUMTCS.
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KocBeHHBIM MOATBEPKICHUEM Ba)KHOCTH TPOM-
OvHa /711 OpraHu3Ma MOXET CIIY)KUTb TOT (DaKT, 4To
W3BECTHBI JIMIIb €JMHUYHbIC ONMCAHUS MAlUEHTOB
C TOMO3HUTOTHBIM JIe(DEKTOM MOJIEKYIIbI TPOMOHHA, a
MALUEHThl C TUIONPOTPOMOMHEMHUEH BCTPEUAIOTCS
YpE3BBIYAIHO PENKO.

Baxnelmmm UHrHOMTOPOM TpOMOWHA SIBIISET-
cst antutpomObuH |ll. Heckonbko MeHBIIYyIO poib
urpaer koakrop renapuna 1.

®akmop Xl

@axrop Xl - Tpancraoramunasa. B nasme
6onbinas yacts HeakTuBHOro ¢.XII cBs3ana ¢ guod-
punoresom. AxruBarus ¢.XI1 mpoucxomur myrem or-
paHuyYeHHOro npoteonmsa HeakTuBHOro ¢.XI Tpom-
OMHOM OJTHOBPEMEHHO C OTILEIUICHUEM TNIeNTHIa A OT
¢dubpuHOreHa. Kak 1 GONBIIMHCTBO Apyrux (hepmeH-
TOB, OH BBINOJIHSIET HECKOJIBKO (DYHKIIMI B reMOCTa3e:
*  Crabummsupyet (UOPHHOBBIH CTYCTOK ITyTEM

00pa30BaHs KOBAJICHTHBIX CBSI3EH MEXKITY y-11e-

MSIMA MOHOMEpOB (pHOpHHA.

*  VYuyacTByer B CBSI3bIBAHUH, O-UHTMOUTOpA TIIa3-
MHHa ¢ PUOPUHOM, UTO CIIOCOOCTBYET MPEIOTB
PAILEHHIO TIPEKACBPEMEHHOTO JIM3Kca (PHOPUHO-
BOTO CT'YCTKa.

*  3nauurensHyto posb @. X1 urpaer B mpouec
cax MOJMMEPU3ALMY AKTUHA, MUO3HMHA U IPYTUX
KOMITOHEHTOB IIUTOCKENETa TPOMOOLIUTOB, YTO
Ype3BBIYAMHO BAKHO JJIS1 aKTUBALIMU TPOMOO
LIUTOB M peTpakuuu oOpazoBasiuerocs: pudpu-
HOBOTO crycTka. 910 00bsicHseT Hamuue ¢. X1
B IIUTOTIIa3Me TPOMOOIIUTOB.

*  OG6HapyxeHbl iepekpectabie peakimy ¢.X111 ¢
¢.V, dhon BunneGpan npoTeHHOM.

[ToMuMoO HemocpeCTBEHHO PeaKIvii reMocTasa,
¢.XI1l ygactByeT B mporieccax 00pa3oBaHus COS/IH-
HHUTEJIBHOM TKaHH, PEeNapaTUBHBIX PEAKLIUIX:

*  YuyacTByeT B CBA3BIBAHMU MOJIEKYI (PUOPOHEK-
THHA MEXy c000i1 u ¢ Mosiekynamu (pubpuHa.
BeposATHO, 3T0 BaKHO U151 HATIPABJICHHON MUT
paLuK KIETOK M MPOLIECCOB peraparyu.

*  Urpaer poss B OMOCHHTE3€E KOJUIAreHa, KaTainu
3Upys 00pa30BaHUE CBSI3EH MEXKTY MOJICKYIaMU
xojutareda tumos I, 11, 11l u V.

QubpUHO2EH.
®opmuposaHue eeMocmamu4ecko2o mpomba

OuOpUHOTEH - YHUKAIIbHASI MOJIEKYJa, 001a/1a-
FOIIAsT CBOMCTBOM OBICTPO MOJIMMEPU30BATHCS B TOKE

KpOBU U 00pa30BbIBaTh MPOYHYIO OOBEMHYIO CTPYK-
Typy, KoTopast 3(p()eKTUBHO 3aKphIBACT MOBPEXKIE-
HHE COCy/la M MPeJOTBpaIaeT NoTepio kpoBu. KoH-
HeHTpaims GUOPHHOTreHa B KPOBHU 37I0POBOTO YEJIO-
BEKa 3HAYUTENILHO BBIIIE, YeM KOHIIEHTPALHS ApY-
rux OEJIKOB T'eMOCTa3a, 4TO CBS3aHO C €r0 YHHKAab-
HOH pOJIBIO.

Cunre3 ¢puOprUHOTEHA POUCXOIUT B TICUCHU H
He 3aBucuT oT BuTamuHa K. Hekoropoe kommuecTBo
(uOpHHOTEHa CHHTE3UPYETCSI B METAKapHOLUTAX U
COJICPXKUTCS B TpOMOOLIUTaX. DTOT (PHOPHHOTEH He-
CKOJIBKO OTJIMYaeTcs oT (puOpUHOreHa, CUHTE3UpPO-
BAaHHOTO B [ICYCHH.

[ToMUMO remnaTonMTOB U METrakapuOLUTOB, aK-
THUBHOCTB T€Ha y-1ienell (pubpuHoreHa oOHapyxeHa
B HEKOTOPBIX JIPYrMX TKaHSAX - TOJIOBHOM MO3Te, Jier-
KHX, KOCTHOM MO3re, I/ie y-lienu (puOpuHOoTreHa, BU-
JIMMO, BBICTYIAIOT B POJIM MOJIEKYJT a/I€3UH.

OuOprHOTEeH - OOJBIIONH MHOTOKOMIIOHEHTHBIN
0eIoK, KOTOPBI COCTOUT M3 TPeX Map MOJIUMENTHI-
HBIX Lernel - 2a, 23, 2y, CBA3aHHBIX MEXIy cO00ii
JCYIB(PUTHBIMA MOCTHKAMU U TIEPETIETEHHBIX JPYT
OTHOCHUTEIBHO Apyra (puc. 43).

[IpocTpaHcTBEHHass CTPYKTYpa MOJIEKYJIbI
¢ubpruHOreHa cocTouT U3 IeHTpanbHoro E-nome-
Ha U 2 nepudepudeckux D-nomeHoB. o- u B-uemm
(bopMUpYIOT TIIOOYISIPHBIE CTPYKTYpPHI - (PHOpUHO-
nentuapl A u B (OITA u ®I1B), koTopbie 3aKphI-
BAIOT KOMILJIEMEHTAPHBIE YYaCTKH B (UOpUHOTEHE
U HE IO3BOJISIOT 3TOW MOJIEKYJIE MOJMMEPH30BaTh-
cs. [porece B3anmoneiictBust (puOpuHOTeHa U TPOM-
OMHa MPOUCXOAUT B JKUAKOU (paze - KPOBOTOKE.
TpomOuH coemunsiercs: ¢ (PUOPHHOTEHOM U OTIIETI-
JSIeT KOHEYHbIE TIOCIEI0BATENbHOCTH OT O- U [3-1ie-
neit - 2 OI1A u 2 OIIB (puc. 44). O6pasyrorcs pa-

Puc. 43. ®ubpunHoreH coctonT 13 3 napHbIX GEMNKoBbIX MO-
nekyn d, B ny, ®ubpuHonentuapl A n B (Pr1A n OIB) oTwwen-
NATCA TPOMOMHOM OT PMBPUHOreHa, UHLMUPYSt TEM CaMbIM
npouecc nonumepusaumn 1 npespatlieHne dubpuHoreHa B

UbpUH
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DubpuHorex
D D
2 PNA, 2 BNB
Pacteopumbiii I l ‘ ’
hnbpnH-moHome
Pacteopumblit hnbpny — ‘ Monumepusauna
NUHERHBIA nonuMep
D E D E D
E D E D E D

Puc. 44. ®opmupoBaHue hmbpuH-MoHOMEpPOB 13 Hrbpu-
HoreHa. TpombuH oTwwennsaeT dunbpuHonentuael ®rA n B
OT MoreKyrnbl pubpuHoreHa, Tem cambiM 06pa3ytoTCcsi pacTBo-
pyMble MOHOMeEPbI hnbprHa, KoTopble CNOCOBHBI MoNUMepH-
30BaTbCHA 4O MUHENHOro MOMMMEPa, U «PacTBOPUMOro cmb-
pyHa»

CTBOpUMBIE MOHOMEphI (pubpuHa. B nanmpHelinem
MPOUCXOAUT CIIOHTAHHOE COEIMHEHNE KOMIUIMMEH-
TapHBIX Y4acTKOB (puOpuH-MOoHOMepoB. CHavaa
0o0pa3yloTcsi AUMEpHI, Jajiee OJUTOMEPHl U B KO-
HEYHOM WTOre€ COOMPAIOTCS MOHOHHUTHU TOJHMMEPH-
30BaHHOTO (ubpuHa. Takum oOpazom, GpubdpuHO-
Bas Lenb (popMUpyeTCsl CHOHTAHHOM, KOHEI[ B KO-
Hel nojuMepusanueid GpuOpuH-MOHOMEPOB, HpHU
KOTOPO# KOHILIEBas 4acThb OJJHOTO MOHOMEpa B3a-
MMOJICUCTBYET C LIEHTPAJIbHON YacCThIO APYrOro Mo-
HoMmepa B Mmecte oTiueruieHus PIIA. Pesynbratom
TaKOM MOJMMEPU3ALMHU SBISACTCSA JTMHEUHBIN I10JIU-
Mep IUPUHOH B 2 Mosekynbl (puc. 44). Ha stom
sTane (uOpHH JIETKO PACTBOPUM B S-MOJIAPHOI

[Onwuromep coubpura — OC — CH—NH -R |

f g”2
M0TAMWHOBAA H
Kuenota tOE]H

TpancrnwotamuHasa (Xl11a)

MOYEBHUHE, ITIO3TOMY OH IOJIY4MJI HA3BAHUE PACTBO-
pumoro ¢pudpuHna.

Coenunssch ¢ GUOPUHOTEHOM, TPOMOWH HE TOJIb-
KO oTmeruisier GUOPUHONMENTUIB. HO U aKTUBHPYET
cBs3aHHbIi ¢ HUM ¢akTop XIII. ®akrop Xllla obpa-
3yeT KOBaJCHTHbBIE CBsi3H Mexay y-uemsimMu (D-mome-
HaMH) HUTeW pacTBopuMoro (ubpuna (puc. 45), xo-
TOpbIE COEIUHSIOTCA 3a cueT 00pa3oBaHUs MENTHM-
HBIX MOCTHUKOB MEXJy OOKOBBIMH paauKaniaMH JIH-
3UHa W riaoTaMuHa. CiuTele MeXay co0oil MOHO-
HUTH (puOprHA 00pa3ylOT MPOYHYIO CETh, MEHEE MO~
BepKeHHYI0 (GuOpuHONIN3y U Oojee yCTOWUHUBYIO K
MEXaHHYECKUM BO3JeHCTBUAM. B Takoit popme puod-
PHH HE pacTBOpsETCS B S-MOJISPHON MOUYEBHHE U Ha-
3BIBAETCSA HEPACTBOPHMBIM (pHOPHHOM.

O0pa3zoBaBmniicss GHOPHUHOBBIA CI'YCTOK - TpeX-
MepHasi MOJIEKYJApHas CE€Th, B KOTOPYIO BKIIIOYECHBI
TPOMOOIMTBI, SPUTPOLIUTEL U JIEUKOIUTHI (puc. 46).
AKTHUBUPOBaHHBIC TPOMOOLMTEI, CBSI3aHHBIC C HUTSIMU
¢ubpuna uepes perentopsl GPIIb-111a, cokpamiator-

Puc. 46. OpraHM3oBaHHbIW TPOMO, B KOTOPOM B (hMOPUHO-
BYIO CETb BKIMHOYEHbI KIMETKN KPOBU

| Onuromep ubpuHa — 0C — CH—NH-R|
H,

NH,
Nnann { ¢H2
[ Onuromep chnbpura — OC — CH- NH - R |

PacTsopumbie onuromeps! thunbpuHa

H,
FU

H
H,

[ Onuromep duGpuna — OC — CH- NH-R |

Caz" ‘Hzo

Hepacteopumslii (onbpuH-nonumep

Puc. 45. O6pa3oBaHue HepacTBopuMoro ¢mbpuHa nog snnsHvem caktopa Xllla
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csl oA JeHCTBHEM TpoMOOCTeHHHa (TpOMOOIMTapHO-
ro aKTOMHO3HMHA) BCJIC/ICTBUE MPUCYIIHX UM KOHTpaK-
TUIIBHBIX CBOWUCTB (CM. TiaBy «TpomOonuts»). [Ipo-
WCXOJUT PEeTpaKuusi crycrka kKpoBu. CTyCTOK YILIIOT-
HSIETCS, U3 HETO BBIIABIMBAETCSA YaCTh CHIBOPOTKH.
dopMupoBaHHE OKOHYATENBLHOI'O TPOMOa HaCTyMaeT
Ha 10-15-it MunyTe mocine nmoauMepu3anuu GuOpuHa.

Ecnu TpoMOOUHTHl OTCYTCTBYIOT MJIH UMEIOT
nedexr GPlIb-I11a, To perpakuuy KpoBSHOTO CrycT-
Ka HE MPOMCXOIUT U OH OBICTPO JIU3UPYETCS B TPO-
necce ¢pubpunonusa. Ilpu oTCyTCTBUH peTpakuuu
TpoM0a B COCYAMCTOM pPycClie BO3MOKEH OTPBIB TPOM-
O0OTHYECKHX MacCc M 3MOOIUs yIaJIeHHBIX COCY/OB
(TpoM603MOOTHS).

Ponv Kohakmopos u MuKpooKpyscenus 8 npoyecce C6epmuléanus Kposu

[Ina3mennble GepMEHTBI 1 MHTUOUTOPHI CUCTEMBI
remocTasa 3p¢GeKTUBHO (YHKUHOHUPYIOT TOJBKO B
OTpEETICHHOM MHKPOOKPYKEeHUHU. D(PpHEeKTHUBHOCTD
¢bynkanonuposanusa ¢akropos X, X, nporeunna C,
antutpomOuna Il B mpucyrcTBun cBoux koaxro-
poB (dakropsr VIII, V, nporenn S, renapancynbdar
COOTBETCTBEHHO) BO3pACTaeT B JACCSATKU THICAY pas.
BonpmrHCTBO peakuuii MPOTEOIUTUYECKON aKTHBa-
WU MpEeIIeCTBEHHUKOB (EepMEHTOB 3P (EKTUBHO
MPOTEKAIOT TOJIBKO Ha «TBepAod (aze», poib KOTO-
pOii UTpaloT OTPHULATEIBHO 3apshKeHHBbIE (ocdonu-
nuabl. s Bcex peakuui, NpoTeKaromuX Ha IMOBEepX-
HOCTSIX, HE0OXOAMMBI HOHBI Kanbiwms. Ha puc. 47 no-
Ka3aHa CTEeNeHb aKTUBALMK TpoMOHHaA pakTopoMm Xa
B Pa3NIMYHBIX YCIIOBHSX MHUKpPOOKpYKeHHs. Komruiekc
dakropa Xa, dakropa Va, docdomumumos u Ca*
(TpOTpOMOMHA3HBI KOMILIEKC) 3HAYUTENBHO 3(dek-
THUBHEE aKTHBUPYET TPOMOWH, HEXeNU ofuH (hakTop Xa,
npuyeM B KOMIUIEKce ¢ Kodakropamu (axrop Xa 3a-
LIMILEH OT Jerpajaliyl aHTUTPOMOUHOM.

Xa, Ca%*, @11, Va
D00 000
Xa, Ca®*, &N
8300

2+

Xa, Ca 2

Xa ||,

1 10 100 1000 10000 100000

Crenexs akTueaumn TpombuHa

Puc. 47. BausiHue ycjoBHIi MHKPOOKpY:KeHHUS Ha o0pas3o-
BaHue TpoMmOuHa ¢akropom Xa. Kommiekc d¢akropa Xa,
¢daxropa Va, dochomumumos u Ca?* (mpoTpomMOUHA3HBIH KOM-
IUIEKC) 3HAYUTENBHO (PGEKTHBHEE AKTHBHUPYET TPOMOWH, HEXETH
¢axrop Xa omuH WIM B KOMOHMHAIMU TONBKO C (hocdo-mmmmamu
w/urma Ca®*

Ponb Kastbyus 6 cemocmamuieCKux peaxkuyuax

Ponp xanpuus B remocrtaze orpomMHa. BONBIIMHCTBO OENKOB reMocTa3a MMEIOT CAWTHI CBS3BIBAHUS KaJlbLIMS.
[Tpu ynaneHuu Kaiablus U3 IUIa3Mbl (HampuMep, MPHU CMEIIMBAHMH KPOBU C LIUTPATOM HATPUs) aKTHBUPOBATH
reMOCTaTHYECKUE peaKUH MPaKTUYECKH HEeBO3MOXHO. Hambonee BaxkHbIe M3 M3BECTHBIX (QYHKUWH KalbLUsi B
remMocTase:

*  VYwuactue B 00pa3oBaHHU cBA3ei BuTaMuH-K-3a-
BrucuMbIx (akropos (I, VII, IX, X, mporeun C,
npoTerH S) ¢ PochOMUIMIIHON TOBEPXHOCTHIO.

*  VYwuacrue B aktuBanuu paxropa XIII.

*  VYwuacrue B oOpazoBanuu cBsizu ¢.VII u Tkane

BOoro Qakropa. .
*  Yckopenue nporecca pocta GuOPUHOBOTO CTY

CTKa, yyacTHe B cTadmian3zanuu GuOpruHOBOTO

Cr'yCTKa, OTpaHUYeHHE MPOTeoau3a GudpuHa u

¢ubpHHOTeHA TIIA3MHUHOM, 3ammTa GruodpuHOTe-

Ha U QuUOpWMHA OT TeMIEPaTypHOH W MLIEIOYHON

JeHATypaluu.

*  Crabunuzanus CTpyKTYpbl MHOTHX O€JIKOB r'e
MOCTa3a U OIOCpPEAOBaHUE B3aUMOACHCTBUSA
MEXTy HUMH.

*  VYwyacrue B mpoleccax akTUBallUU TPOMOOIIMTOB
U OPYTHUX KIETOK.

*  Kanpuuii HeoOXonuM mist GOpMHUPOBAHUS LIATOC-

KeJeTa U Bo30yxkaeHus kieTku. OH y4acTByeT B
MOJIMMEPHU3alMH aKTHHA U MHUO3WHA B (POpMHPO
BaHWM aKTHH-MHO3MHOBBEIX BOJIOKOH. be3 Hero
HEBO3MO>KHBI MPOLIECCHl U3MEHEHUSI (DOPMBI aK
TUBUPOBAHHBIX KJIETOK, UX IBHUKCHHUE, CEKPeLusl.
Kanbiuii yuacTByeT B peryssiiuy OOJbIINHCTBA
BHYTPHUKJIETOYHBIX IIPOLIECCOB KaK BHYTPHKJIIE
TOYHBINA MecceHKep (IIOCPEIHHK) TepeMEeIICHHUS
MOJIEKYJI.



[MnasmeHHble benku remocTasa
MHrmMbuTopbl cMcTeEMbI CBEPTbIBAHNSA NNa3Mbl KPOBU
WHruGuTOps! CUCTEMBI CBEPTHIBAHUS KPOBH MTPEACTABIICHBI B Ta0. 7.

Tabnuua 7
Uneubumopul cucmemvl céepmuvl8anus niamvl Kposu
Abope- : Bpems Konnenrpanuss | AKTHBH3AUIMSA
m!a'rl;'pa Beyecnnp CyOeTpir no,rr;r)mn?.nn B maa3Me (HMOJIL/1) | remapuHom
s [Tpotenn C . VIIL, .V 6 65 (4 mr/m)
PIS IMporenn S (kohakrop . VIIL, d.V 42 300 (25 mr/mn)
npotenta C)
’ HIIB Hurndurop mytu Kommnexe TO—¢. VIIa—h. X | HenzsectHo 2.5 (0,1 mr/m) +
(TEPI) TKaHeroro gakropa
[ ATHI Anrarpombun 111 ¢.Ha, -IXa, -Xa. -XIa 18-30 2400 (150 mr/m) | +
F 0lr-MaKpOrao0yJMH Hecneyududeckuii uHIH- 24-36 3500 (2.5 v/n)
Outop mporeas
| Tenapun-kohaxrop 11 d.1la 60 1200 (87 mr/m) +
Cl-Ing | Cl-unrn6urop ¢.XIla, d.Xla 30-70 1700 (180 mr/im)
J 0L -HHTHOUTOP poTeas ¢.Xla 24-48 3500 (2,5 r/m)
PAI-3 WUuruburop nporenna C AKTHBHPOBAHHLIH
npoteuH C, KOMIIEKe
TPOMOMH—TPOMBOMOILYIHH

I/IHI‘I/I6I/ITOpBI CUCTCMBI CBCPThIBAHHA KPOBU YCIIOBHO MOKHO PasZCIIMThL HAa TPU I'PYIIIILI - I/IHTI/I6I/ITOpBI (bepMeHTOB,
I/IHFI/I6I/ITOpBI KO(bepMeHTOB n I/IHFI/I6I/ITOpBI AKTUBHBIX KOMIIJICKCOB.

WHaubumopsbl chepmeHmos cucmembi 2eMocmasa

Cpenu MHTHOUTOPOB (PEPMEHTOB CHCTEMBI Te-
MOCTa3a, B CBOIO OYEPE/Ib, MOKHO YCJIIOBHO BblJiE-
JUThH 2 TPYIIBI - HHTUOUTOPBI CEPUHOBBIX MPOTE-
a3 1 Hecnel(puueckue NHrHOUTOPBI POTEa3, K KO-
TOPBIM OTHOCHUTCS 02-MaKPOTJIOO0YIIHH.

Hneubumopul cepunosbix npomeas, i cepnu-
Hbl. BONBIIMHCTBO (hepMEHTOB KacKaja CBEPTHIBA-
HUSI KPOBU COCTaBJISIIOT CEPUHOBBIE IpoTeasbl. Ce-
PHHOBBIMHU TPOTEA3aMU TAKXKE SBIISAIOTCS (hepMeH-
Tbl (PUOPUHONUTHUECKON CHCTEMBI, HEKOTOPHIC
(dbepMeHThl CUCTEeMbl KOMILUIEMEHTA, 3J1acTasa,
TPUIICUH, XMMOTPHIICHH ¥ MHOTHE Jipyrue. Bee onn
HUMEIOT TOMOJIOTHUHYIO CTPYKTYypy. CymiecTByer
rpynna MHruOUTOPOB, CIEHU(PUIHBIX IS CEPUHO-
BBIX NPOTEA3, - CEPIHUHBI. MeXaHu3M UX MHTHOU-
PYIOIIETO AEHCTBUSA M3Y4E€H JOBOJIBHO XOPOIIO.
CepnuHbBI UMEIOT CTPOEHHE, TIOX0XKEE HA CTPOECHUE
cybcTpara cepuHOBBIX npotea3. OHaKo, 0XOTHO
COEIMHSACH C (PepMEHTAMH, CEPIIUHBI HE I0JIBEp-
Tal0TCsl HEMEJVIEHHOMY PacLIETIIIEHUI0. DTO COEH-

HeHue OJOKHpYeT (PepMEHTATHBHYIO aKTUBHOCTH
cepuHOBOM TpoTeasbl (puc. 48). Pasznuunsle cep-
MUHBI HECKOJIbKO OTIMYAIOTCS IO CTPOSHUIO, MO-
ryT ObITH OoNiee WM MeHee crenru(GuIHo MHruOu-
poBaTh pazHble GepmeHThl. Kpome Toro, Ha akTuB-

HeakTnaHbIil
thepmenT-cyBCTpaTHbIi
KOMIMNEKC

AKTUBHBIN
LEHTp

Puc. 48. UHrMGMpoBaHMe aKTMBHbLIX CEPUMHOBLIX MpoTeas
cepnuHamu 3a cyeT 06pa3oBaHuA CTabUIbHOrO HEaKTUBHO-
ro (pepMeHT-cy6CTPaTHOro KoMmnekca
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HOCTb U CIIEIU(UIHOCTH CEPITUHOB MOXKET BIIHMATH
MUKPOOKPY>KEHHE.

AHmMumpom6uH u 2enapuH

AnTHTpOMOUH (cMHOHUM - aHTUTpoMOuH I,
AT) - TIMKOnpOTenH, COCTOUT U3 432 aMHHOKHUCIIOT
uMeeT 4 ydacTka TTMKONHU3alUU C Pa3HbIM Kolnye-
CTBOM CHAJIOBBIX KHCJIOT. DTOT HHTHOHTOP hopmupy-
er crabuiabHbIA 1:1 KOMIUIEKC ¢ CepUHOBBIMH IMTpOTEa-
3aMu TJIa3MeHHOro remocrasa. Kpome toro, AT cBs-
3bIBAETCS CO CHEeUU(PUIECKUMH CyIb(aTHBIMK TpyIIIa-
MU Ha NEHTacaxapuIHbIX CTPYKTYpax remnapuHa.

AT cunTe3UpyeTCs B NIEUEHH U SBISICTCS HanOonee
3HAYUMbIM WHTUOUTOPOM CHCTEMBI CBEPTHIBAHUS KpPO-
BU. AKTHBHOCTH HaXOJSIIETrOCsl B KPOBU 340POBOTO
YelnoBeKa aHTUTPOMOWHA JOCTATOYHO, YTOOBI MHIHOH-
poBaTh B TpHU pa3a OoJblle TPOMOWHA, YeM MOXKET 00-
pa3oBaThCs W3 LUPKYIHpYIOLIEro nporpomouna. He-
CMOTPS Ha 3TO, YK€ IIPH CHWKEHUU akTUBHOCTU AT B
iasme Hmwke 60% Bo3pacTaeT pUCK MATOIOTHYECKHX
Tpom0030B. [Ipu n30mMpoBaHHOM JeUIMTE aKTUBHO-
cru AT pHuck TpoMOOTHUECKHX MPOSBICHUN BO3pacTa-
€T MPOIMOPLUUOHAIIEHO CTENEHNW CHUKEHUS! aKTUBHOC-
tu. [Tomumo TpomGuna, AT unrubupyer pakrop Xa,
a taroke paxropsl 1Xa, Xla, Xlla u kannukpenn.

AHTUTPOMOMH 1O CTPYKTypE TOMOJIOTHYEH 0O -aH-
TUTPUIICHHY. B ero akTMBHOM LIEHTpE MPHUCYTCTBYET
cnenuduyeckas cBs3b Arg-Ser, Kotopast 1 B3auMOJIeH-
CTBYET C CEpHHOBBIMU ITPOTEA3aMH.

AxtuBHOCTh AT B JIECSTKH ThICAY pa3 yCHUIIMBa-
ercsl B MMPUCYTCTBUU OTPULATEIBHO 3aPsLKEHHBIX TIIN-
KO3aMUHOIJIMKAaHOB, TAKHX, KaK rernapancyibdaT, BXO-
ISIIUX B CTPYKTYPY TJIMKOKANIHMKCAa Ha MOBEPXHOCTH
SH/IOTEIHATIBHBIX KJIETOK. AHATOTHYHOE TOTEHLUPY-

Gea renapuHa

AKTUBHOCTL X chakTopa

C renapuHom

Bpema

Puc. 49. BnuaHue renapuHa Ha akTMBHOCTL cpakTopa Xa B
nnasme. ['enapuvH CyLLEeCTBEHHO YCUNMBAET MHIMOMPYHOLLMIA
adpdpekT aHTMTPpOMOBMHA Ha dhakTop Xa

tomee neiictBue Ha AT okasbiBaer renapus (puc. 49),
BbIpa0aThIBaEMbI TyYHBIMH KJIETKaMd. AHTHKOAry-
JSIHTHOE JIeHCTBHE TemapHHa CBS3aHO C €ro Crocoo-
HOCTBIO BBI3BIBATH KOH(OpPMAalMOHHBIE M3MEHEHUS
AT. Oynkius renapuHa katanutudeckas. [locne 06-
pasoBaHus 3kBUMONsipHOro 1:1 xoMmiekca TpoOMOHH-
antutpoM6OuH (TAT) renapus MOKeT O0CBOOOXKIATh-
csl JUIs OpraHu3aliy APYTUX KOMIIIEKCOB.

HedpaknmonnpoBanHblli TemapuH MpeACTaBIAET
co00l cMeCh TeMapuHOB Pa3IUYHOW MOJIEKYISIPHON
Macchl. J[o MocieaHero BpeMeH: OH IMPOKO MTPUMEHSIT-
csl B KITMHUYECKOW MPaKTUKE KaK aHTUKOAryJsiHT. B Ha-
crosiiee BpeMs Oonbliee paclpOoCTPaHEeHUE TOYYHIN
npenapaTsl HU3KOMOJIEKyJsspHoro renapuna (HMI,
aHrmiickas abopesuarypa - LMWH), xoTopslii noiy-
Yaercsi U3 renaprHa XUMHYECKOW MJIM YH3UMAaTHYECKON
00paboTkoii. ['emapuH He TONBKO 3HAYUTENBHO YCHIH-
BaeT akTUBHOCTH AT, HO 1 MOLYIUpPYET €ro HHruou-
TOPHYIO aKTHUBHOCTH. JlJIsl cTaOMiM3aluy KOMIUIEKCa
TAT renapun JomkeH ObITH MPEACTABIEH CTPYKTYPOH,
MMEIOIIEeH, 10 KpaiHel Mepe, 18 MoHOcaxapumIHBIX OC-
HoBaHMH. HedpakimoHMpOBaHHBINA renapuH CBS3bIBA-
€TCsl OJHOBPEMEHHO Kak ¢ (hepMeHTOM, Tak U ¢ AT, Tor-
na kak HMI' cBsi3bpiBaeTcs TOIBKO ¢ Mosiekyinoid AT
(puc. 50). HedpakumoHUpOBaHHBIH T'eapyuH yCHINBACT
akTUBHOCTb AT B OTHOLIEHHH BCEX CEPUHOBBIX IIPO-
Tea3 KackaJa CBEpPTHIBAHUS KPOBHU, TOTAA KaK HU3KOMO-
JIEKYJSPHBII - B OCHOBHOM B OTHOLIEHUU ¢.Xa.

Haubonee agdpexruBao AT «paboraer» B TOKe
KpoBu. B cocraBe mpoTpoMOMHA3HOIO KOMILIEKCa
(puc. 41), comepxarem taxke dochomumuasi, Ca u
¢.Va, daxrop Xa dydiue 3amuines OT HHTHOUPOBa-
HHS KomiuiekcoM AT-renapuH.

HuakomonekynApHbIi
renapuu

HethpakunoHupoBaHHbIi

Puc. 50. 3drhekT HedppaKLLMOHMPOBAHHOIO renapmHa
(monekynspHas macca go 30 k[a) no ctabunusaumm Komn-
nekca TPOMOWH-aHTUTPOMOUH U HU3KOMOIEKYNSAPHOro rena-
pvHa (MonekynsipHas macca 3 k[a), npeanoyTUTensHO BNKS-
toLLero B kayecTBe KodakTopa Ha obpasoBaHMe KoMmnekca
akTop Xa - aHTUTPOMOUH, TAT - TPOMOWH-aHTUTPOMOUHO-
Bblli KOMNIEKC
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I'enapua 1 HMI' mmpoko nenons3yrores it mpo-
(UITaKTUKY U JIEYCHUS TPOMOO30B.

AHTHKOATyJISIHTHOE JeWCTBUE TelaprHa MOXKHO
OBICTPO M 00OpPaTHMO CHATh BHYTPUBEHHBIM BBEIICHH-
€M MpoTaMHHCYJIb(aTa - OCHOBHOTO Oefnka, conep-
Xallerocs B crepMe pbl0 U KOBAJEHTHO CBS3bIBAIO-
mierocsi ¢ renapuHoM. ['emapuH, TOMUMO aKTUBaLUU
AT, obnamaer JOMONHUTEIBHBIMUA AHTUKOATYJISHTHBI-
Mu 3¢ Pexramu. OueHb BakHOW QYHKIHEH SBISETCS
HEHTpanu3aus renapuHoM TPOMOOUHMTApHOTO (ak-
Topa 4, KOTOPBI OCBOOOXKAAETCS U3 a-TPaHyll, a TaK-
K€ CTUMYJISIIMSI TEapHHOM OCBOOOXACHUS U3 COCY-
JIUCTOI cTeHKW nHruOuTOopa BHemHero mytu (TFPI)
u koakTopa renapuna II.

Cepbe3HBIM OCJIOKHEHHEM TelMapuHOTepanuu
MOXET OBITH pa3BUTHE TeNapHHOBOH TPOMOOLUTO-
NEHUH ¥ PUKOIIETHBIX TpoMO030B (cM. pasjgen
«TpomOouuTONICHHS, BRI3BAHHAS TEIIAPUHOM).

Komninexkc mpom6uH-aHmumpom6uH

[Mpoaykt B3aumogecTBus TpoMOuHa U AT
(TAT) - HeaKTUBHBI KOMIUIEKC, B HEM TPOMOUH U
AT OBICTpO TepSrOT CBOIO akTUBHOCTh. TAT ymans-
€TCsl U3 CUCTEMBI LIMPKYJISALIMU MIEYCHBIO B TCUCHUE HE-
CKONIBKMX MHHYT. Veenuuenue TAT 6 cucreMe UPKY-
JISIUU CBUJICTEIBCTBYET O Pa3BUTHUU THUIIEPKOATYJIs-
1MUY C YBEIWYSHHEM o0pa3oBaHus TpomOuHa. B gacr-
HocTtH, TAT MOBBIIIEH Yy MALIMEHTOB C cUNEP2OMOYUC-
meuHemueli, KOTopasl BBI3bIBA€T, MO-BUIUMOMY, BOC-
MaJUTEIbHYI0 PEAKIMIO Ha YPOBHE 3HIOTEIHAIBHBIX
KJIETOK. Y TakuX OONBHBIX YBEIMYECH PUCK TPOMOO-
AMOOTUYECKON OOJIC3HH M OKKJIIO3MH apTepPHATbHBIX
cocynos. [locne nedenust GponreBoil KUCIOTOW U BH-
TaMuHOM B¢ TAT 3HaUNTEILHO CHHIKAETCS.

Kogbakmop eenapuHa

Jpyrum cepnuHOM, MHAKTHBUPYIOIIMUM TPOM-
OuH, sBusgercs kodpakTop remapuna II. OgHako, B
OTJINYME OT aHTHUTPOMOMHA, KodakTop remnapuna Il
Oosee n3buparesneH U He MHTUOUPYET aKTUBHOCTD
IPYTHMX CEpUHOBBIX MPOTEa3 CHUCTEMBI CBEPTHIBAHUS
kpoBH. [Tomumo TpomOunHa, cyOcTpaTOM MHAKTUBA-
uuu ans kodakropa renapuHa |l saBiastorcs xumo-
TPHUIICUH U KatencuH H.

Cl-uHeubumop

Cl-unrudutop (Cl-Ing) - Haubonee BaKHBINA HH-
ruOUTOp (HhaKTOPOB KOHTAKTHOM aKTHBAIMU (CM. pas-

nen «BHyTpeHHU# myTh 00pa3oBaHUs MPOTPOMOU-
Ha3bl. DaKTOPbl KOHTAKTHOM akTuBarmu»). Cl-uH-
T'UOUTOP-BBICOKOTJIMKO3MIIMPOBAHHBIN CEepIuH, WH-
rubupyrouii gakropsr XIla, Xla, kanaMkpeus,
wiasmuH 1 cyokommnoHeHTs! Clr u Cls mepsoro xom-
MIOHEHTA CUCTEMbI KOMIIJIEMEHTA.

Bxrnag Cl-unruuropa B cucteMy reMocrasa, Be-
POSITHO, HE OYEHb BEJHK, TaK Kak ero Ae(ULIUT He
NPOSIBIISIETCS HU KPOBOTOUMBOCTBIO, HU TPOMOO3aMH.
OcHoBHoe mnposiBneHue neduumra Cl-unrubutopa -
PELMMBHUPYIOIINE AaHTHOHEBPOTUUECKHE OTEKH.

Olp-Makpoa106ynuH

0l2-MaKpPOIIOOYJIMH - TIIMKOIPOTEH]I, Hecrelrpu-
YeCKUil MHTHOUTOp MpoTeas. IT0 KPYyHHbIA 0ok ¢
MosteKyIsipHoit Maccoit 725 000 /Ia. Mexanusm ero
JENCTBUS OTINYACTCSI OT TAKOBOTO y ceprHHOB. OH
JIEUCTBYET IO MPUHIIMITY MBIIIEIOBKH, Y KOTOPOH
JIBEpLIa 3axJIOMBIBAECTCS MOCIIE MONAJAHUs 00BEeKTa
BHYTpB (puc. 51). OOpasys CBsi3u ¢ BHyTPESHHIMH IIETI-
TUAAMH 02-MaKpOTJIOO0YIuHA, MPOTea3bl HE MOTYT
pacIIenuTh TaKOH BBICOKOMOJIEKYIISIPHBIN CyOCTpar.
012-MaKpOTJIOOYJIMH UMeEeT OOJIBIIYI0 EMKOCTh IO CBSI-
3bIBAHMIO TIPOTENHA3, HO OTHOCHUTEIIBHO HU3KOE CpOJ-
ctBO. OH BKJIIOYaeTcsl B (PU3MOIOTUYECKYIO MHAKTH-
BAlIMIO [IPOTEUHA3 TOCJIE MCTOIIEHUS IPYrUX MHTHU-
OUTOPOB, 00JA/IAIOIINX BBICOKUM CPOJICTBOM, HO OT-
HOCHUTENIbHO HU3KOW eMKOCThi0. OH MHAKTHBUPYET
OOJIBIIMHCTBO MpOTea3, BKIOUask (hepMEHTbI CUCTEMBI
CBEpTHIBaHUA KpoBU U (pulpuHOM3a. Ilorpednenue
0l2-MaKpOIJIOOyIMHA OOBIYHO OOHApPYKUBAIOT B CO-
CTOSIHMSIX TIOBBILLICHHOW IIPOTEOIUTUYECKON aKTUBHO-
CTH, B YACTHOCTHU IIPU MaHKpeaTuTax. ¥ HOBOPOXK-
JICHHBIX COJIEP)KaHUE Olp-MaKpOTJIOO0YJIMHA TpHMep-
HO B 2 pa3a BbIILIE, YeM Y B3POCIIBIX.

BHyTpUMOneKynApHaR
W30NENTWaHAR CBA3bL

i,
MNpoTeasa

o

a

Puc. 51. UHrmbupoBaHue akTMBHbIX MpoTeas 3a CYeT Mno-
rpyxeHnsi dhepMeHTa BHYTPb MakpoMOseKyrbl Olp-MaKporno-
OynuHa
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UHz2ubumopsbi koghepmeHmMos

HaunGonee 3Ha4MMbIM UHTHOUTOPOM B HTOU
rpyrre sBisiercs cucrema nporenna C.

Cucmema npomeuHa C

Cucrema npoterHa C BKIIIOYAET HENIOCPEICTBEH-
Ho cam nipoteud C (I1IC) u ero kodakrop nporens S
(ITS). [lpyriMu KOMIIOHEHTaMH CHCTEMBI SIBJISFOTCS
MeMOpaHHbIi Oerok Tpombomoayua (TM), perer-
tTop npoTenHa C Ha DHAOTENHAIBHBIX KIETKaX
(PTICBK) u C4-cBsizbiBatomuii mporerH. Cucrema
nporenHa C BMecTe ¢ aHTUTPOMOMHOM M MHTHOUTO-
POM BHEILIHEro IMyTH - Hanbojee BakKHbIE U 3P ek-
THBHbIE KOMITOHEHTBI, OUMILAOIIIE TIa3My OT aKTH-
BHPOBaHHBIX KO(AKTOPOB IJIA3MEHHOIO 'eMOCTa3a U
OIPaHUYMBAIOLIHE POLIECC CBEPTHIBAHUS KPOBH.

lpomeun C

[porenn C (I1C) - Butamun-K-3aBrcumsiii Oe-
JIOK IUIa3Mbl, CHHTE3UPYETCS B MEUCHU. AKTHBUPO-
BanHbIi npoterH C (AIIC) sisiercs cnierpduyec-
KOW CEpUHOBOM MPOTEA30i, CXOIHOM IO CTPYKTYpE
C JPYTMMH BUTaMUH-K-3aBHCHMBIMU CEPHHOBBIMHU
npoteazaMu. OCHOBHasl (PyHKIIMS €r0 B TeMocTase -
nHaktuBaums ¢axropos Va u Vllla. [Tomumo 31o-

ro, oH uHruoupyet PAl, 4To NpUBOAUT K YCUIIEHHIO
¢bubpuHOIM3A.

AxruBaius I1C npoucxo Ut Ha MOBEPXHOCTH
sHIoTeMAIbHBIX KIeToK. [1C cBsBeiBaercd ¢ PIICOK
Ha SHOTEIHAIBHOW MEMOpaHe U KOHTAKTUPYET C
KOMILIEKCOM TpOMOHMH-TpoMOoMotynuH. Ilpouc-
XOJUT OIPaHUYEHHBIN MPOTEOJIN3 HEAKTHUBHOTO
I1C ¢ obpazoBaHueM aKTUBHOW CEPHUHOBOM MpO-
Teasbl.

AIIC cnocobeH MHaKTHBHPOBaTh (pakTopsl Va
u Villa, pacnonoxxeHHsle Ha MeMOpaHe aKTUBHPO-
BaHHBIX TPOMOOLIMTOB WJIM JPYIHX KJIETOK, B MpU-
cyrerun HoHos Ca’*. TIpotenH S sBisiercs kogax-
TOpOM 3TOM peakimu (puc. 52). MexaHu3M MHAKTH-
Barmu QakropoB Va u VIII nporennom C 3akiro-
yaeTcst B ux jmsuce. Bpems nomysesenenust AIIC u3
IUIa3MbI IPUMEPHO 15 MUH.

®axrop Buneopanma (VWWF) zanpmaer ¢. VI
OT TMPOTEOJIUTHYECKOTO Bo3JercTBUs nporenHa C.
ITpu Tune 2N Gone3nn BuiieOpanma Myranus 3at-
paruBaet caiit VWF, cBaspBaromuii ¢.VIII. Ioc-
JIeTHUI JIMIIAeTCs 3alUThI U 110ABEPraeTcsl yCKO-
perHoMy paspymieHuto AIIC, 4yTo npuBOANT K CHU-
JKEHMIO ero akTMBHOCTH B KpoBu. ¢.VIII B komriek-
ce ¢ @.1X u .V B kommiekce ¢ ¢.X TakxKe OTHOCH-
TEJIbHO 3AIIMUIIEHbI OT MHAKTUBALMU. OCHOBHBIM MH-
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Puc. 52. Oerpapaums aktmBHbIX dpakTopoB Va u Villa akrmBnpoBaHHbIM npotemHoM C (AlC), TpaHcnopTHeI C4-cBsidbiBa-
towmn npotenH (C4-CIM) gocraensieT npoTevH S (F1S), yyacTByoLLmin Kak KodhakTop B hOpMMPOBaHNM KOMMIIEKCOB Ha chocdonm-
nuaHon membpaHe
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rubutopom AIIC sBisiercs PAI-3, koTopblii uHOT-
na 06o3HauaroT kak npoteuH C unruodutop (IICH,
B aHrmiickoi adopesuatype PCI), npyrum nHrnou-
TtopoM AIIC sBnsieTcst 0-MaKpOraoOyvH.

3navyenue nporenHa C B cUCTEME IeMoCTasa
Ype3BbYaifHO BenuKo. [lareHTs! ¢ gedurmrom mpo-
terHa C CTpagaloT BEHO3HBIMHU U apTepUaIbHBIMU
TpomOo3amMu. BeipakeHHOCTh TpoMOodmimm Koppe-
JMpPYET € TSDKECThIO Aeduimta 3toro Oenka. Ilarm-
€HTBI C TOMO3UTIOTHBIM JeuimToM npotenHa C He
OIMCAaHbI, BUIUMO, 3TO COCTOSHUE HE COBMECTUMO C
JKHU3HBIO.

lpomeun S

[Mporeun S (I1S) - Buramun-K-3aBucumbiii Oe-
JIOK, CMHTe3upyeMblii B nieueHu. [Iporenn S npucyr-
CTBYET B IUIa3M€ YaCTHYHO B CBOOOTHOM COCTOSIHUH,
YaCTUYHO B KoMIUIeKce ¢ C4-CBsI3bIBAIOIIMM IIPOTE-
nuHoM (C4-CII), KOTOpBIi IOCTaBIISET IPOTEHH S Ha
dochommnuaHyro MeMOpany. 3TO BaXKHO YYHTHI-
BaTh, TaK Kak Komruiekc nporerH S - C4-CII He 006-
JamaeT KOPaKTOPHOU aKTUBHOCTHIO MO OTHOIICHHIO
K nipotenHy C. Tonbko cBOOOIHBIN MPOTEHH S SBIIS-
ercst kopaktopom AIIC. AktuHocth AIIC B K0O-
Hepary co CBOOOHBIM MPOTEUHOM S 3HAYUTENBHO
BBIIIIE, YeM Oe3 Hero.

(CBA3aHHbIA NpoTenH S

M

Hedurut nS, Tak ke kak u aedurut [1C, mpu-
BOJUT K Pa3BUTHIO TpoMOO030B. TSHKECTh TeUeHHs
TpoMOodmIK NpH AedurmTe NS TaKke MPONOpIHU-
OHAaJIbHA CTEIIEHH CHIDKEHUS €r0 aKTUBHOCTH, a TO-
MO3HUTOTHBIE (POPMBI JeHIIMTa NS HEU3BECTHBI.

Ha puc. 53 cxemarnuHo npeacTaBiieHa nocieso-
BaTEIbHOCTh B3aMMOJEHCTBII KOMIIOHEHTOB CHCTE-
MbI TipoTerH C - MPOTenH S MpU MHAKTUBAIMH (hak-
Topa Va.

C4-cen3blearowuli npomeuH

CA-cespBaroruii mpotenH (C4-CIT) - octpodas-
HbII OEJIOK, CHHTE3UpyeTCs B NedeHu. B mnasme npu-
CYTCTBYET B BUJIC MOJIEKYJIbI, COJIEpIKaIlei 7 MIACHTHY-
HBIX oc-lierieit u oy fB-uens (puc. 54). CHIbKeHHBIH
ypoBeHb CA4-CII umeer MeCTOo y HOBOPOK/ICHHBIX U
JML, TPUHUMAOIINX HENpPSMbIE aHTHKOATYJISHTBL
[osbienne C4-CI1 nHabnromaeTcs pu BOCTIATICHUH,
aKTHBAIMH AyTOMMMYHHBIX PEaKIMii, pu OepeMeH-
HOCTH, Yy JKEHIIWH, IPUHUMAIOIINX CTCPOUIHBIC
KOHTPALICTITUBBI, IPH 3TOM HPOUCXOUT M30BITOUHOE
cBs3bIBaHME npotenHa S. Jleduimr cBoGoHOM (op-
MBI TIPOTEHHA S paccMaTprBaeTcs Kak (akTop puc-
ka TpoMOopumu. C4-CII cnocoGeH Taxxke peryiu-
pOBaTh aKTHBHOCTb CHUCTEMBI KOMILJIEMEHTa, o0pa-
30BbIBaTh Ca-3aBUCHMBIE KOMIUICKChI C aMHJIOH/THBIM

CeoboaHbIi
NPOTEUH S

Puc. 53. Cuctema npoteunHa C. AktmBupoBaHHbIi npotenH C (AlC), conpsirasicb ¢ TeHa3HbIM KOMMEKCOM Ha dhocchonmnnga-
HOW NOBEPXHOCTU (aKTMBUPOBAaHHbIN TPOMOOLMT), Bbi3blBaEeT Aerpagaumio daktopa V. TM - TpomGomogynuH, C4-CI1 - cBa3biBa-
rowwmn npotenH, F1S - npotenH S, MNC - npotenH C, Ha, Va - aKktvBMpoBaHHbIe nna3meHHble daktopel, Vi - gerpagmMpoBaHHbIN

dakTop V
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Puc. 54. Cxematnyeckoe usobpaxeHue o- U B-uenen
C4-cBsizblBaloLLlero MpoTeMHa W Y4acCTOK CBSI3bIBaHWS
npotenHa S

P-6enxom ceiBopotku. Omnpenenenne C4-CIT BozMoxk-
HO METOAOM HMMMYyHOTypOuaumeTpun unu ELISA.
Konuentpanus C4-CII B cBIBOPOTKE COCTaBIsET B
HopMe 0koJi0 200 MKT/MIL.

TpomGomoxymH ObLT OnUCaH paHee B pasiele,
MOCBSILICHHOM (DYHKIHU SHAOTENHS.

Hapymienuns B cucreme mporenna C (puc. 55),
Cpeau KOTOPBIX BBIACHSIOT AeduuuT nporenna C,
nepunut TpomMOOMonynuHa, AePULHUT NPOTEHHA S
U 0COOEHHO PE3UCTEHTHOCTh K AKTUBHUPOBAaHHOMY
nporenny C (PAIIC), - nanbonee u3yueHHas na-
TOOJIOTHS, 3HAYUTEIbHO YBEIWUYMBAIOWIAS PHUCK
Ma-TOOJIOTHYEeCKOro  TpoMOooOpa3zoBaHus -
TpoMOo-punnu.

| ()

Va @ Mporewn S
Mporewt C,
I
MpoTpombuH ——p TpomOuH Mpotews C
TpomGomonynuH @

Puc. 55. Hapywenus B cucteme npotenHa C, crnocobctay-
owye passutuio Tpombodounuia: 1 -gecomumt npotenHa C, 2 -
aeconuut TpombomoaynuHa, 3 - oedmumT npotenHa S, 4 - pe-
3UCTEHTHOCTb K aKTUBMPOBaHHOMY npoTenHy C

Cucrema nporenHa C akTUBHO pearupyer Ha pas-
BUTHE BOCMAJICHUA B opranusMme. M3BecTHO, 4TO pas-
BUTHE BOCTAJICHHS, OCOOCHHO B YCJIOBHSIX I'PaMHera-
THUBHOI'O CeINCHCa 3HAUUTEIFHO BO3JICUCTBYET HA T'eMO-
CTaTHUYeCKUil OaJlaHC, BBI3BIBAS THIIEPKOATYIISIINI0. DTO
CBSI3aHO C HECKOJNIBKUMU 3((EKTaMU B CUCTEME IPOTeE-
uHa C. Bo-nepevix, MenuaTopbl BOCTIaJICHUS MTOABIIA-
0T CHHTE3 TPOMOOMOJYJIMHA, YTO BENET K YMCHBbIIIC-
HUIO akTuBauuu nporeuHa C. Bo-eémopwix, B KpOBU
MOBBIIIAETCSI aKTUBHOCTh KOMIUIEMEHTA, CJEICTBUEM
3TOTO SIBIAETCS OTHOCUTEIBHOE YBEIMUYCHUE KOJIHUYe-
CTBa CBSI3aHHOTO U YMEHbBIIICHUE aKTUBHOT'O HECBSI3aH-
HOTO mpotenHa S. B-mpemwux, daromurapHseie dep-
MEHTBI MOTYT OTHICILISITH TPOMOOMOIYJIUH OT JHJIO-
TenuansHOU MmoBepXHOCTH. OH MOSBISIETCS B CBOOOI-
HOU IIUPKYJSILUY, HO €r0 aKTUBHOCTh B 3TUX YCIOBHUSIX
3HAYUTEIIBHO HIKE, YeM Y (DMKCHPOBAaHHOTO Ha MeMO-
paHe. B-uemeepmulx, CTUMYJISIMS CUHTE3a U AKCIpeEc-
CUU TKaHeBOro (hakTopa Ha MeMOpaHe KIIETOK B 30HE
BOCIAJICHUSI BEJIET K YCHJICHUIO CHHTe3a (hakTopoB |Xa
1 Xa ¥ HapacTaHUIo JaucbanaHca.

MH2U6um0pbl AKMUBHbIX KOMITJIeKCo8

Narnounrop nyTtn TkaneBoro ¢akropa, MM UH-
THOMTOP BHEIIHEr0 MyTH

OTKpBITHE B TOCIEAHEE NeCATHIIETHEe WHTUOU-
Topa myTu TKaHeBoro ¢akropa (UIITD, UBII,
TFPI) crano BaXHBIM IIaroM B MEPecMOTpE Kiac-
CHUYECKOI'0 Kackajla CBEpPThIBAHUSA KPOBH M CO3/1a-
HHSl COBPEMEHHOH KacKaJgHO-MAaTPUUYHOH TEOpHUHU
remMocrasa.

UBII orpaHnunBaeT CUHTE3 TPOMOMHA KOMII-
nexcom TD-d.VII-p.Xa, Gnokupys ero Bckope moc-
ne obpazoBanus. OAMH U3 UHTHOUPYIOMUX JOMEHOB
UBII cBsasbiBaercs ¢ ¢.Xa, mocie 4ero Apyrou io-
MeH pearupyer ¢ akTUBHBIM HeHTpoM ¢.VII, xorma
MOCJICAHUNA CBSI3aH C TKaHEBBIM (hakTopoMm. AdduH-
HocTs UBII k ¢.Vlla 3HauntensHo moBwimaercs B
npucyTcTBun remapuna (puc. 56). O6pasyercs mosn-



[NMnasmeHHble benky remocTasa

Y—

Komnnekc 1

WNHrn6upoBaHHBblil
KOMMNNEKC
BHELWHEro Kackana,
C(hOPMMPOBAHHBIIA
Ha VBN

Puc. 56. MexaHu3m gencteus nHrnéutopa BHewHero nytu (UBI1) 3a cyeT obpa3oBaHusa komnnekca ¢ haktopom Xa u
hopMNPOBaHKS YeTbIPEXKOMMNOHEHTHOro kommnrekca - dpakTtop Vila + TkaHeBon dakTtop + UBIT + cpakTop Xa

HOCTBIO HEAKTUBHBIA TETPAMOJICKYIISIPHBIM KOMII-
aekc TD-¢.VII-UBII ¢.X. Ilomumo uHrHOMpoBa-
uus, MBI cnocobcTByeT MorIoneHuo u aerpajia-
IIUM 3TOTO KOMIUIEKca. Takum 00pa3oM, BO BHEII-
HEM KackKajie IUIa3MEHHOI0 reMocras3a (opMupyer-
Csl OTpUIIaTeNIbHAsE 0OpaTHast CBsI3b.

UBII, no-BuaumMoMy, OTBETCTBEHEH IIPH JIEUe-
HUU TeNapyuHOM 32 YUIMHEHHE Psiia TECTOB KOary-
norpammsl, B yactHoct AUTB. UBII B miiazme va-
CTUYHO CBSA3aH C JUIONPOTEUIAMU HU3KOM U OYCHb
Hu3ko# riotHoctu (JIITHIT u JITIOHIT). B Takom
komruiekce MBI Gosee ycTONUMB K MHAKTHBAIUHL.
[TosiBUNKCH COOOIIEHUs, YTO TPOMOUH crocoOeH
cTumyaupoBath ocBoboxienue MBI u3 sunotenus
u JITTHIT, Tem cambiM popmupyetcs obpatHas oT-

puLaTeabHas CBS3b JUIS CHUKEHUS 0OpazoBaHUS
TpoMOUHa.

Omnpenenenne VBII B mia3me npoBoasT MeTo-
noM ELISA umi meronom ¢ obpazoBanuem (hakTo-
pa Xa, KOTOpbIM ONPEAEISAETCA B TECTE C XPOMOI'EH-
HbIM cyoctpatom. Onpenenenrie VBII B mia3me BbI-
aBisieT He 6onee 5-10% oOmiero xommuecrsa MBI B
COCYIUCTOM CHCTEME, TaK KaK OCHOBHOE €T0 KOJIH-
YECTBO JIETIOHUPYETCS B COCYAUCTON CTEeHKE. 110BbI-
menvie VBII B miazme oOHapyKeHO Tocie JIeUeHust
He(ppaKIMOHNUPOBAHHBIM WJIM HU3KOMOJIEKYIISIPHBIM
rernapuHoOM, NpH aAuadere U y OONbHBIX C MH(APK-
TOM MHUOKap/a. Ectb coobmienns o camkeHnn VBIT
IpU TPOMOOTHUYECKON TPOMOOTIEHNYECKOH MmypIrype
Y WIIEMUYECKOM MHCYIIBTE.
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CUCTEMA ®PUBPUHOJIU3A

B mporecce dopmupoBaHUs TeéMOCTaTHYECKOM
NPOOKH aKTUBU3UPYIOTCSI MEXaHU3MBbI, HaIPaBJICH-
HBIC Ha OTPAaHUYEHHE POCTA CI'YCTKA, MOCTEIIEHHOE
pacTBopeHre TpoMba M CO3aHUe YCTIOBHUH I HOP-
MaJIbHOrO KpoBooOparieHus. OcyIecTBisieTcss 3Ta
byHKLMS Onarofaps cucmeme QuopuHoIU3A.

Cucrema puOpuHOIU3a - MPOTEOTUTUIECKAS
CHCTEMa IUIa3Mbl KPOBH, OTBETCTBEHHAS 3a JIU3UC
(MOPHHOBOTO CI'yCTKa, a TAKKe BOBICUCHHAS B JIeT-
pajialMIo KOJUIareHa, aHrMoreHes, aronTo3 U CBs3aH-
Hasl C IPYTUMH HPOTEOIUTUYECKUMHU CUCTEMaMH.
LlenTpanbHbIM (hEpPMEHTOM CHUCTEMBI (UOPUHOIM3A
SBIISIETCS IVIA3MUH, Ha PErYJILMIO aKTUBALMU KOTO-

KoMMNOHEHThI

Cucrema GpuOprHONIM3a, TAK K€ KaK U CUCTEMa
CBEPTHIBAHUS KPOBHU, - MHOTOKOMITOHEHTHAs MIPO-
BXOIST

POro HarpaBiIeHbl BCE PEAKLIUH CUCTEMbI (hHOPUHO-
mu3a. B pamkax HacTosILEero U3NoKeHus OyaeT pac-
CMaTpUBAThCS POJIb KOMIIOHEHTOB CHCTEMBI (PUOpH-
HOJIM3a B TEMOCTa3e.

@ubpuHOIM3 JOKaMU3yeT oOpazoBanue (HuOpu-
Ha B MECTe TIOBPEXKICHUS, CICPKUBACT M30bITOUHOE
¢$ubprHOOOpazoBaHKE, MPEMATCTBYS OKKIIO3UU IIPO-
cBeTa cocyna. bamanc mexmay puOpHHOOOpa30BaHU-
eM u pudpurOoIM30M (pHc. 31) crocoOCTBYET coxpa-
HEHMIO OKOHYATEIFHOIO TpoMba Ha BECh MEpUO/T BOC-
CTaHOBJICHUSI LEJIOCTHOCTU COCYTUCTON CTEHKH,
TIOCJIE Yero paBHOBECHE CIBUIAETCS B CTOPOHY (KO-
PHHOJIN3A U, CTaB HEHY)KHBIM, TPOMO PacTBOpSIETCS.

dunbpuHonmsa

aKTUBATOPbI, HHTUOUTOPBI U KOHEUHBIN (DepPMEHT
(tabn. 8). TeonmuTHYECKas CUCTEMa, B COCTAaB KOTOPO#

Tabnuua 8

Ocnosnble KOMROHEHmMbL cuUcmembl QUOPUHOIU3A

dakrop Konuentpaumus Hepuon DOyHKuus
(mr/m) MOJTyBBIBEIeHHS
1 2 3 4

ITnazmuHOreH 200 2,2 st IMpodepmenT (IpeIIecTBEHHHK [Ia3MHHA)

AKTHBATOp IUIa3MHUHOTEHA TKAaHEBOTO 0,005 4 MuH [poreasa, akTMBHPYET IUIA3MUHOTEH

trna (t-PA)

VYpoKnHa3HBIN aKTUBATOP ILIA3MU- 0,002 7 MuH IIpoteasa, akTUBHPYET IIa3MUHOTEH

norena (u-PA)

WHrHOUTOp aKTHBATOPa TUIA3MHHO- 0,01 8 Mun Huruburop t-PA u u-PA

rena 1-ro tuma (PAI-1)

@axrop XII 30 2-3 nHs [MpodepmenT. YuacTByeT B peakIiy aKTUBA-
IINY TJIa3MUHOTEHA

[pexammumkpenn 40 — IMpodepmenT. YuacTByeT B peakIiy aKTUBA-
LMY TJIa3MHUHOTEHA

BbIcOKOMOEKYISIPHBIN KWHUHOTEH 70 5 nuei Kocakrop. Y4acTByeT B peakiny aKTHBALHN
TUIA3MHHOT€HA

Burponextun 350 - Kodaxrop PAI-1
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OkoH4YyaHue Tabn. 8

1 2 3 4

Cl-uarundurop 180 704 Wuruburop ¢.XIla. kaJumKpenHa, mia3MuHa
a,-aHTHUIUIA3MHH 70 3 s WNurnburop nma3mMuHa
a-MaKpOTJIOOYIMH 2500 — Wuruburop mia3MuHa. KaJUTMKPEHA,

ypokuHassl, t-PA u np.
Borarelif rHCTHIMHOM TJIMKONIPOTEUH 100 3 nus WNurnburop nma3mmHa
AmnonunomnporenH(a) <70 - CHmxaet puOpuHOIH3
AKTHBHpPYEMBI TPOMOMHOM WHIH- 5 10 My IpemiiecTBeHHUK HHTUOUTOPa (3UMOTEH)
ourop GudpuHONIM32a
Penenitop ypoKHHa3HOTO aKTHBaTOpa — — Penerrrop U-PAR, Momymmpyrommii
miasmuHorena (U-PAR) €ro aKTMBHOCTh
Amnnexcun Il — — Penenrop t-PA, akTuBupyrommit

ero yHKIHIO
Penterrrop LRP/0™-makpornobyrHa — — Peneritop t-PA, crmocoOcTByromumii

€ro MIMMHUHAIINU
PeuenTtop MaHHO3bI — — Peneritop t-PA, criocoOcTByrommii

€ro AIMMHUHAIINU

lnasamuHoz2eH

[Ina3MuHOreH - OJTHOLIENIOYEYHBIA [JIMKOIPOTE-
vH. KOHIIEHTpaIWist €r0 COCTABIISET MPUMEPHO 2 MUK-
POMOJISL B JIUTPE IUIA3MbI. Y JKEHIIUH B MOCJIEIHEM
TpUMECTpe OEpPEeMEHHOCTH aKTUBHOCTH IIa3MHHOTE-
Ha noBblaercs. OCHOBHOE MECTO CHUHTE3a ILIa3MU-
HOTEHA - MEYeHb, OJIHAKO OH OOHApPYKHMBACTCSA U B
703uHOGHIAX, KIETKaX MOYeK, poroBuiie. Bo3Mox-
HO, B 3TMX TKaHSX OH TAaK)K€ CHHTE3Hpyercs. B cuc-
TeMe IUPKYISIUN TUIA3MUHOTEH CBSI3aH ¢ OOraThIM
TUCTHJIMHOM TJIMKOTIPOTEMHOM.

AKTHBaIUS IUIa3MHUHOT'€HA OCYIIECTBIISETCS, B
OCHOBHOM, 2 CIIeU(PUUECKUMH MTPOTea3aMu - aKTu-
BaTOPOM IIa3MHUHOT€HAa TKAHEBOTO THIIA U YPOKH-
Ha30i. Kpome Toro, mia3sMHHOTEH MOXET CBSI3bIBATH-
csi ¢ pUOPHMHOM M aKTHBHPOBATHCS B KOMILIEKCE C
HUM. CBSI3aHHBIHA ¢ (PMOPUHOM ITIA3MUH OTHOCHUTEITb-
HO 3allUIIeH OT MHAKTUBAIMU. B Toke ke KpoBH
IIa3MHH o4YeHb ObicTpo (mpumepHo 3a 0,1 ¢) mHak-
TUBHUPYETCSI MHTUOMTOPAMH.

AKmueamop ryjia3MmuHo2eHa mkKaHego20 murna

AKTHBATOp IMJIa3MUHOTEHAa TKAHEBOTO THUIIA
(t-PA) sBisiercst ceprHOBO# TipoTeaszoi. OH BBICO-
Kocrnenu(puyeH; ero eIUHCTBEHHBIM JIOKa3aHHBIM
cyOcTparoM siBIsieTcs ia3MUHOreH. Bumimo, t-PA -
OCHOBHOW (PU3MOJIOrHYeCcKUil akTUBaTop (GpudpHuHO-
nm3a B mpocBere cocyna. OCHOBHBIM MECTOM CHH-
te3a t-PA sBnsercsa supotenuit. [lomumo sHOoTE-
mus, t-PA cuHTe3upyeTcs BO MHOTHX JPYTUX KIIET-
Kax. MOHOIIUTAX, MErakapHoIMTaX, Me30Te/IHallb-
HBIX KJIETKaX, MBIIICYHBIX KIETKaX COCYAOB, (uob-
pobnacrax cepina u ap. bospinas 4acTh mia3MeH-
Horo t-PA cBsi3aHa C €ro OCHOBHBIM HHI'HOUTOPOM
PAI-1. Kak cBg3aHHbBIHi, Tak U CBOOOHBIN aKTUBA-
TOp OBICTPO YHANSIOTCS M3 TOKAa KPOBH KJIETKAMU
TMICYCHHU.

[Tomumo aktuBaumu pudbpunoamsa, t-PA yua-
CTBYET B NPOTUBOBOCHATIMTENBHBIX PEAKLUSX, CTH-
MyJSIMU niposudepaiyu SHaoTenus. Ecte naHHbIe,
yro t-PA moxer aktuBupoBats ¢.VII.

Oynxkrus -PA cBsizana ¢ HaMaMeM psizia peren-
TOpOB. Peyenmoput t-PA nensirest Ha 2 GoIbime Tpyri-
IIbI - AKTUBUPYIOLHE U YAAISIOIIHE.

AxtuBupyronme t-PA-penentopsl pacrosara-
IOTCS Ha KJICTOYHBIX TIOBEPXHOCTSIX M YCHJIMBAIOT aK-
tuBauio rasMuHoreHa t-PA. HauGonee nzyuen-
HBIM akTHBHpYIOIUM t-PA-perentopom siBisercs
anHexcuH |1. VI30brrounas skcripeccus anuekcua |l
y MAlMEHTOB C MPOMUENIOLUTAPHBIM JICHKO30M Be-
JIeT K runeprOpHHOIN3Y ¢ TeMOPPAruyecKUMH Ipo-
SIBJICHUSIMU.
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B rpymnmne peuentopoB, COCOOCTBYIOMIMX 3JIMMHHALIUH
t-PA, wu3yuyeHHI MAHHO3HBIH PeENENTOP W PelenTop
LRP/a,-makporio6ymmna. [lepserii pactiono-

’)KeH Ha MeMOpaHe HHAOTENMOLUTOB MEUYEeHU U KYII-
(epoBCKUX KIIETOK, BTOPOi paboTaer Ha MeMOpaHe
renaToLHUTOB.

YpokuHa3HbIl akmusamop nnasMuHo2eHa

YpOKHHA3HBI  aKTUBATOP
. KHX u MaTOJIOTHYECKHUX
iasMuHOreHa (ypo-kuHasza, U-PA) HaiigeH B
mpoueccax - 3aXHUBJIEHUHM paH, BOCHAJICHUH,
O0oJpIIMX  KONHWYECTBaX B  MOYE  UEJIOBEKa.
SMOpHOreHe3e, MeTacTa3supoOBa-HUU OIYXOJEBBIX
[IpenmecrBennukoM  U-PA  sBusiercs  Gemok
KJIETOK.
npoypokunasa, wuiaum SCU-PA. IIpoypoku-Haza

CHUHTE3UPYETCSl B Pa3NuuHBIX KieTkax. OcoOeHHO
aKTUBHO SCU-PA cHHTE3HMpyeTcs SHUTENIHATbHBIMU
KJIETKaM{ MOYEYHBIX NPOTOKOB, a TaKxkKe OOKIa-
JIOYHBIMHU KJIETKaMU MPaKTHYECKH BCEX MPOTOKOB,
BKJIFOYasl MPOTOKH MOTOBBIX, CIE3HBIX U APYIHX XKe-
ne3. B mpoTokax ypokuHaza HeoOXoguma JUisl JIer-
pazanum OENKOBBIX KOMIIOHEHTOB ceKpeToB. OCHOB-
HyI0 paboTy ypOKMHa3a BBHINONHIET B TKAHAX, CIO-
coOCTBYsl Jerpajanui BHEKJIETOYHOTO MaTpHUKCa,
9TO O0Jeryaer Mpouecchl MUTPAlUH KIeToK. Poib
YPOKHHAa3bl 3HAUUTENbHA BO MHOTUX (PU3HOTIOTHYEC-

W3Becten ewe psin GQyHKIUH ypOKHHA3BI IOMU-
MO aKTMBalMH miazMuHoreHa. Hambonee BakHbIe U3
HUX - aKTHUBALHUs POCTOBBIX (DaKTOPOB, MOMYJISILIHS
MUTPalMi U WHBA3UHU KIETOK, OKa3aHWE MHUTOrEH-
HOro 3¢ (dexTa Ha KIETKH MEJIaHOMBI.

Peuentop ypokunasbl (U-PAR) oGnapyxeH Ha
MoHoLuTax. OH cnocoOCTBYET aKTHBALMH IJIa3MHU-
HOT€HA YPOKMHA30H, YTO HEOOXOAMMO VISl y4acTHS
MOHOUMTOB B Jerpagauuu ¢puOpuHoBOro tTpomoa.
Taxkoli ke peuentop HaiaeH Ha TpombouuTtax. Omnu-
CaHBbl 2 peuenTopa, SITUMHHHUPYIOINE YPOKUHA3Y U
KOMILIEKC YPOKHHA3a-CEPIUH U3 KPOBOTOKA.

,ﬂpyeue aKkmueamopesl rifiasMmuHoceHa

[ToMuMO yKa3aHHBIX BEIIIE OCHOBHBIX (DH3HOJIOTH-
YECKUX aKTUBATOPOB IUIA3MHUHOTEHA, OITUCAHBI PYTHE
(usronornyeckre u Hehpu3nOIOTUIECKUE aKTHBATOPEI.

Ects pganmnble, uto ¢.Xlla MoxeT Hampsamyo
aKTUBUPOBATH IIa3MUHOTeH. CKOPOCTh aKTHBAIMHU
mna3muHorera ¢.X1la B cpaBHeHHH ¢ SKBHUMOISP-
HbIM KonmaectBoM t-PA B 10 pa3 HukKe, 0OTHAKO €ro

MOJISIpHAasi KOHIIEHTpalus B MUPKYIUPYIOIMIEH KpPO-
Bu B 5000 pa3 Beime. Takum oOpa3oM, poib npsMon
akTuBanuu rasmMuHoreHa ¢.Xlla moxer ObITH HOC-
TaTOYHO BBICOKA. J[pyrmMHu HM3BECTHBIMU aKTHBATO-
paMu TUTa3MUHOTEHA SBIISTFOTCS CTPENTOKWHA3a, CTa-
(¢uII0OKMHA3a, aKTHBATOpP ILIA3MHUHOTEHA, BBIJIEICH-
HBIN W3 CIIOHBI JIETYYNUX MBIIIEH-BaAMITUPOB.

MexaHu3m aktnBauum pndpuHonmnaa

B ¢ubpunomnunse, Tak ke Kak B CUCTEME KOaryJis-
LMY, UMEETCS 2 MyTH. BHEIIHUH M BHYTPEHHHUH ITyTh
aKTUBAIIMK [U1a3MHUHOreHa (puc. 57). BHemHuii myTh

BHyTpeHHnia nyTs BHewHnA nyTs
Xlla —XII t-PA
BMK Mpo-u-PA
MNpe-KK— KK —#» -
C1-Ing ,'pp
C1-Ing # PAI-1 & PAI-1 - CL~AHTUNNA3MIH
Mnassusoren »[TnazmiH = - ot,-MakpornoGynin4

T = @~AHTUTDUNCKHH

Dubpus —= (0D

AKTUBALMH IJIa3MUHOT€Ha 00ECIeYrBaeTCsi B OCHOB-
HOM TKaHEBBIM aKTHBAaTOPOM, BHYTPEHHHUH MYyTh -
YPOKHUHA30M.

Puc. 57. OcHoBHbIe 3BeHbs1 (hubpuHonusa. ObpasoBaHne
OCHOBHOIo hepmeHTa pmbpuHOnNmM3a nrasMuHa NpoNCXoauT
nog, BnusHneM hakTopoB BHYTPEHHETO WIN BHELLIHETO NMyTU aK-
TMBaummn pubprHonmaa, BHyTPEHHWI MyTb HAYMHAETCH C aKTUK-
BaLMM NPOYPOKMHA3bl. BHELIHWMI nyTb onpenensieTcs BAVSiHW-
€M TKaHEBOro akTueaTopa nna3vumHoreHa (t-PA). Hakonnenue
cBOOOOHOrO NnasmmHa B CUCTEMHOM KPOBOTOKE MpeaoTspa-
Lwaertcs rpynnovi octpodasHeix 6enko, KK - kannukpewH,
BMK - BbICOKOMOMEKYNAPHLIA KMHUHOrEH, U-PA - ypokuHasa,
Cl-Ing - nHrmbuTop 1-ro KOMNoHeHTa komnnemeHTta, PAI-1 -
WHIMOUTOP TKAHEBOro akTveaTopa nra3muHoreHa tvna 1, Moo -
NpoayKTbl Aerpagauum pmbpuHa
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BHympeHHuli nyms akmueayuu ¢hubpuHosnu3sa

Buyrpennuii myts aktuBanuu (puOpuHOIM3a
HAUMHACTCsl B KOMIUIEKCE PEAKLMN KOHTAaKTHOM aK-
TUBALMY CBEPTHIBAHMS KpOBU. KalIMKpenH akTuBU-
pyeT MpoypOKHHAa3y ¢ 00pa30BaHHEM aKTUBHOTO
(depmenTa ypokuHasbl. KpoMe KanaMkpenHa, akTy-
BallMsl MIPOYPOKUHA3BI JI0 aKTUBHOW JBYXIIENOYEY-
HOU (opmbl U-PA mporcxoaut moja Bo3aeiicTBUEM
¢.Xlla n -Xla, mma3muna (ONOXKUTEIBHAS 00paT-
Hasl CBsI3b) M YCUJIMBACTCS MPH CBS3BIBAHUU C YPOKH-
Ha3HBIM peLenTopoM. B CBSI3M ¢ 3TUM y MAIMEeHTOB C
nedunurom npexaumkpenna, X1l ¢axropa (60-
JIe3Hb XareMaHa) WM BBICOKOMOJICKY/IAPHOIO KHHH-
Horena (BMK), y koTopbix, Ka3anock Obl, H3-3a He-

JOCTAaTKa IUIa3MEHHBIX (PaKTOPOB JIOJKHA OBITH
CKJIOHHOCTb K KPOBOTEUEHHUSIM, HA000POT, B Pe3yiib-
Tare HEMOJIHOLICHHOW aKTUBAIMK (PUOPHHOIM3A 1Me-
eTCsl TeHAEHIIUS K TPOMOO03aM.

Omnpenenenve U-PA w1 [MarHoCTHKM Hapylie-
HMI reMocTa3a NPaKTUYECKU HE TPOBOUTCS, TaK KaK
JIMarHOCTUYECKOE 3HA4YeHHE 3TOro (hepMeHTa IMOoKa
HeJI0CTaTouHo sicHo. OHako U-PA sBisiercs ormyxo-
JIEBBIM MapKepOM KapLMHOMBI SUYHUKA U, BEPOST-
HO, IPYTUX OIyXOJIeH, MO3TOMY UMEIOTCS KOMMeEp-
yeckre ELISA-Habopbl, KOTOpbIE HCTIONB3YIOTCS IS
omnpezeneHus U-PA kak oImyxoJieBoro Mapkepa.

BrewHuti nyme akmueayuu ¢oubpuHosusa

[Tna3sMuUHOTEH MMEET BBICOKOE CPOJCTBO K BbI-
nasiieMy (UOpUHY 3a CYET MPUCYTCTBUA Ha (pulpu-
HE CIeUM(PUUECKUX JIN3UH-CBSI3bIBAIONIMX YYACTKOB
(caliToB). DHIOTENMAIBHBIE KIIETKH CUHTE3UPYIOT
OCBOOOXK/IAIOT B CUCTEMY LUPKYJSLHMUA TKaHEBOM
akTuBatop 1wiasmuHorena (t-PA). M3yuenue mporiecca
BbICBOOOXKIeHH t-PA W3 Kierok mokasano, 4To
OCHOBHBIM CTHMYJISITOPOM 3TOTrO SIBJISIETCS OpauKu-
HHH, KOTOPBII OTLIETUIIETCS OT BBICOKOMOJIEKYJISP-
HOTO KMHHMHOT€HAa KaJUTMKpEeMHOM. Takum oOpasom,
IpolecC aKTHUBALUHU (PAaKTOPOB KOHTAKTHOM (a3l
SBJICTCSI OCHOBHBIM (PU3HOJIOTUUECKUM ITyCKOBBIM
MeXaHI3MOM (PMOpHHOII3a. DTOT TPOLIECC PE3KO YCH-
JIMBAaeTCs TIPH OCTAHOBKE KPOBOTOKA M 0Opa3oBaHUU
¢ubpuHa. t-PA obnagaer BBICOKMM CPOACTBOM K (hr6-
puny. Ha ¢ubpune gopmupyercs komruieke GuopHH -
TKaHEBOH aKTHBATOp - IUIa3MUHOTeH (puc. 58) - Hau-
6onee cnernumduueckoe U 3hPEKTUBHOE JIEHCTBYOIIEE
Hayaio GuopuHonuza. PubpuH, 0COOEHHO YacTHY-
HO JIerpaJMpOBaHHbIN (PUOPHH, CITYXKUT KOPAKTOpOM
t-PA-uH1yniupoBaHHON MPOTEOIUTHYECKOM aKTHBa-
UM TJ1a3MUHOTeHa. B pesysbTrare 00pazoBanus 310-

ro KOMIUIEKCa IIa3MUHOTEH MEPEXOIUT B aKTUBHBII
IUIa3MUH, KOTOPBIM pa3pyliaeT NEeNTHIHbIE CBS3U B
¢bubpuHe/pudbpuHOreHe.

MnasmuHorex

dubpuH

Puc. 58. AKkTMBaumMsa nnasaMuHoreHa npu opMmMpoBaHUU
Kommnekca pubpuH - TKAHEBOW akTMBaTOP - NIa3MMHOTEH Ha
ubpuHe. OUOPUH cnyXnT KodakTopom t-PA-nHOyLMpOBaH-
HOW NPOTEONMTUYECKOW aKT1BaLmmn nnasmyHoreHa. Ha nosepx-
HOCTW MBpYHa NPUCYTCTBYET NN3MH-CBA3bIBAIOLLMIA CaT, He-
06X0AnMBIA ANst aKTMBaUMK MNa3M1HOreHa TKaHeBbIM aKTUBa-
TOpOM



Cucrema pmnbpuHonmnsa

NHrmbutopsl pnbpuHonmsa

Y4acTku JeCTBUS OCHOBHBIX HHTHOUTOPOB
(uOprHOI3a MpeACTaBICHbI Ha pHC. 59.

Puc. 59. MHrmburtopbl pmbpuHONU3a, NokasaHbl y4acTku
OCHOBHOrO MHrMbupytowero addekra, MNpakTnyeckn Bce
nHrMbutopbl ubpuHonusa aenawTca benkamm ocTpon
¢asbl. TAFI - TpoMOMH-akTUBUPYEMbIA UHMMBUTOP hnbpu-
Honusa, t-PA- TkaHeBOM akTuBaTop nnasmuHoreHa, Cl-Ing -
MHrMBUTOp 1-ro KOMMNOHEeHTa koMnnemeHTa, AT - aHTUTPOM-
6uH I, PAI-1, PAI-2 - nHrMGMTOpBLI TKAHEBOIO aKkTMBaTOpa nnas-
MuHoreHa (Tun 1 n 2), MA® - npoaykTsl gerpagauun ¢ubpu-
Ha/dpunbpuHoreHa

t-PA, ypokunHasa,
CTPenTOKWHa3a

a.-aHmuriia3muH, Ge-MaKpOZI'IO6yJ7UH, a.aHmumpuricuH

aanmunnasmun  (a-All) B  (HU3HOTOrHUECCKUX
YCIIOBUSAX OBICTPO WHAKTUBHPYET IJIa3MUH, 00pa3ys
HEaKTUBHEIE KOMIIJIEKCHI. on-All mMeeT BBICOKOE
CPOJICTBO K IIA3MUHY, B3aUMOJICHCTBYET C HUM, yJa-
Jisist CBOOOHBIN TJIA3MUH U3 CUCTEMBI ITUPKYIISAIUH.
B pesynbrare Bpemsi mONyXKH3HU CBOOOJHOTO TIIa3-
muHa coctaBisier Bcero 0,1 cexynnpl. Ecnm xe mias-
MUH YCIEBACT COCAMHHUTHCS C BBHIMTABIIUM (HUOPHUHOM,
TO B3auUMOJEHCTBUE MIa3MUH-A.~All pe3ko cHuxa-
ercs (mpumepHo B 50 pa3). Hemocratounoctsh a,-All
MPOSIBIIAETCS KPOBOTCUCHUSIMHU, TaK KaK HaKaIlUIMBa-
IONIUICS aKTUBHBIA TMJIa3MUH YCKOPEHHO pa3pylia-
et ubpuH u pubpunoreH. a,-All - Oemok octpoi
¢a3bl, OIHAKO MPU MACCUBHOW akTUBAUHMH (QUOpH-
Honu3a, B yactHocTH npu JIBC-cunnpomMe, MOXKeET Ha-
omonathest ucromenne a.-All. [IpuoOperennas He-
JIOCTAaTOYHOCTh a,-All BcTpewaeTcs 3HAYHTENBHO
qarie, 4eM BPOXKJICHHAs.

a~-MaKpoziooyaun. ODTOT  WHTHOMUTOpD  OBLI
omucan B pasgene  «MHrHOMTOPBI  CHUCTEMBI
CBEpPTHIBAHMA  KPOBH».  OTO  HecHeUu()UUecKHi
UHTHOUTOP. IIpn AKTUBALUU ¢ubprHonmn3za

o0pasyroluuiicss U3 Mmia3MuHOreHa (KOHIGHTpauus B
miasme cBbime 1,5 MKMOIb) IUIa3MHH B MEPBYIO
ouepenpb CBA3BIBAETCS Q.-aHTHUIIa3MUA-HOM
(koHLeHTpalMs B miasme okomo 1 mkmonb). Ilocme
MOJTHOT'O HACBHIIICHUS d.-aHTUIUIA3MHUHA JajbHEHIIas
HeWTpanu3anys IIa3MHHA OCYIIECTBIISIETCS 3a CUET
a-Makporiobymuua. Kpome Toro, a.-makpo-
r100yJIUH UHAKTUBUPYET Apyrue pepMeHThl CHCTe-

MbI pubpuHONu3a: ypokuHasy (U-PA), TkaHeBoil ak-
THBATOp Ma3mMuHoreHa (t-PA), miua3sMeHHbIH KayuiK-
perH, KOMIIOHEHTHI KOMIJIEMEHTa, OaKTepualbHbIe U
JeWKOLUTapHbIE IPOTEa3bl, TAKUE, KaK 3J1acTas3a U Ka-
TETICHHBL.

a;-aHmumpuncuH. Ha ero nomo npuxoautcs Oonee
80% aHTHUOpOTEa3HOW AaKTHMBHOCTH KpOBU. B cChbI-
BOPOTKE Q7 -aHTUTPUIICUH COJCPKHUTCS B KOHLEHTpA-
muu 1,4-3,2 /1, uin okoJ1o 52 MMoab/i1. TO OCHOB-
HOW MHTUOHUTOP CEPUHOBBHIX NMPOTEA3. TPUIICHHA, XU-
MoTpuIiicuHa. [IoMUMO 3TOro, OH MPUHUMAET y4yac-
THE B WHAKTUBALWHU IUIa3MUHA, KAJUIMKPEHHA, PCHH-
Ha, ypoKrHa3bl. braronaps HeOONIbIIMM pa3MepaM OH
MOXXET MPOHHUKATH U (QYHKIHMOHUPOBATH B TKAHAX
(;merkue, OpOHXH). -aHTHTPHUIICHH - OEJIOK OCTPOI
(a3pl, ero BeIPa0OTKA YBEIWYMBAETCS MPH PEAKLMSIX,
3amycKaeMblX 4epe3 (akTop HEKpo3a OImyXxoieH, uH-
TepIeHKuH-1, HHTEepIeHKNH-0, a Tarke IPHU BBHICOKOH
KOHIIEHTPALIMK 3CTPOreHa B CHIBOPOTKE B IOCIIEIHEM
TpuMecTpe OepeMEHHOCTH, IIPU IpUEMe 3CTPOreH-co-
JeprKaluX ITPOTUBO3a4aTOUHBIX IPEHapaToB.

Bce 3 onucaHHbIX HHIHOUTOpPa COBMECTHO IIpe-
OYNPEXIAI0T NOSIBICHNUE IJIa3MUHA B CUCTEME LIUP-
KYJISIIUU B CBOOOJHOM BHJI€, UCKIIIOUasl €ro Jerpa-
nupyronuii 3¢ dexkT Ha GUOPUHOTEH, a TaKKe Ha
tdaxropsr cBepteiBanus VI, V u npyrue mnasmen-
Hble Oenku. JlesTenbHOCTh 3TUX MHTUOUTOPOB SIBIIS-
€TCsl BAKHBIM yCIIOBHEM MOAACPKAaHUSA FeMOCTAaTH-
yeckoro OajnaHca.



Cucrema cmnbpmHonmaa

UHzubumopbl mkaHeeo20 akmueamopa riaamuHozeHa (PAl)

HNurnéurop akruBaTopa mia3MuHoresa 1-ro tuna
(PAI-1). O1o crnienmduyecknii KHTMOUTOP TKAHEBOTO
akTHBaTopa IuiasmuHorexna (t-PA) u ypokuHassl (U-
PA). TlomMuMo 3TOrO OH TONABIISAET AKTUBALIO (PHO-
PHHOJIA3A CTPENITOKMHA30M.

PAI-1 oGHapyxeH B IU1a3Me U TPOMOOIUTAX.
B nmna3sme oH cBs3aH ¢ BUTpoHekTHHOM. PAI-1 cun-
TE3UPYETCs B DHAOTENUATBHBIX KieTkax. CUHTE3
YCHJIMBAETCS TIPU UX CTUMYJISIIMH JIUIIONIOJIMCAaXa-
pUAaMH IUIa3MaTUYecKuX MeMOpaH Oakrepuii (9H-
JOTOKCUHOM), TMPOBOCHIAIUTEILHBIMU [TUTOKUHA-
mu, Takumi, kKak NJI-1 nmu ®HO-a, a Takke Tpom-
ounoM. Haumbomnee 3HauuTEeNbHAS CTUMYJISLUSL
MIPOUCXOJIUT B YCIIOBHSIX CETICHCA M TIPH OOIIMPHBIX
TpoMOO3ax.

PAI-1 uaru6upyercst nporennom C. Takum 00-
pazoM, nporerH C MHTMOMPYET HE TOJILKO aKTHUBHU-
poBaunbie paktopsl Va u VIlla, o u PAI-1, mposis-
JIs1s1, CJIEIOBATENIbHO, MPOPUOPUHOMUTHYECKYIO aK-
THUBHOCTb.

NHrn6unrop TKaHEBOro aKTHBATOpPa IJIA3MHHOIe-
Ha 2-ro Tuna (PAI-2) oOHapyXeH B OYeHb HHM3KHX
KOHIIEHTpAILIMAX B IUIa3Me, HO MOXKET CYIIECTBEHHO
TMOBBIIIATCS NP OepeMeHHocTr. OH B GoJbIIel cTe-
MIEHU UHTUOUPYET aKTUBHOCTB U-PA, uem t-PA.

NHruéurop TKaHeBOro aKTHMBATOPa IIA3MHUHOreE-
Ha 3-ro Tuna (PAIl-3). 310, M0-BUIMMOMY, OTHOCHTEITh-
HO c1a0bIif MHruouTOp. OH MOJABNIAET aKTUBALIUIO
ia3MuHOreHa nporenHoM C. JluarHocTraeckoro 3Ha-
yenus onpenenenre PAI-2 u PAI-3 moka He nMeror.

Akmueupyembili mpoM6uHomMm uHaubumop ¢pubpuHosnu3sa (TAFI)

TAFI (xapOokcunenraasa Y, WK IIa3MeHHast
kapOokcurenTuaaza B) - omuH 13 Hanbonee BaKHBIX
uHruouTOpoB (udprHoIM3a. Ero HeaktuBHast Gop-
Ma - mpokapOokcurnenTtuaaza Y - akTUBHpYeTCs
TPOMOWHOM, CBS3AHHBIM C TPOMOOMOJYJIMHOM, H, Be-
POSITHO, TPHUIICUHOM, KaJUTMKPEUHOM, IUIa3MUHOM JI0
aKTHBHOM KapOokcumnenTuaassl Y umu TAFI.

MexaHu3M MHruOMpoBaHus (PHOPHHOIN3A Kap-
OokcunenTuaa3zoi Y oTiIM4YaeTcs OT ONUCAHHBIX
Boiie. TAFI paspymaer kaTanuTrueckyro moBepx-
HOCTh (pUOpHHA (JTM3HMH-CBS3BIBAOIIMI CAlT), HEOO-
XOAMMYO JUISl aKkTHBaLMK 1asMuHorena t-PA. Kpo-
Me TOoro, B Oosiee BbICOKOH koHueHTparmu TAFI
00MaiaeT NpsIMOl MHTMOUPYIOIIEH aKTUBHOCTBIO 110
OTHOILICHUIO K TJIA3MUHOTE€HY.

TAFI| urpaer 60:b111yt0 poJib B ((OPMUPOBAHUN
reMocTaTuueckoro Tpom0Oa, mpexoTBpalas ero
npexeBpeMeHHbI muc. OHAKO JUI1 aKTUBU3ALUN
JIOCTaTOYHOTO KOJIMYECTBA MHTMOMTOpA HEOOXO0 MM
3HAYNTENbHBINA U30BITOK TPOMOKHA, NPEBBIIIAOLIAI
KOJIMYECTBO, HeoOXoaumoe it oOpa3oBanus (uo-
PHMHOBOTO CrycTka. Bummumo, 3TuM 0OBsICHSAETCS TI0-
BbIIlIEHHE (PUOPUHOIM3A Y JIMI] ¢ reModuInel u Jie-
¢uurom akropa XI.

Onpenenenvie TAFI mposoautest meroniom ELISA.
[Toebienne TAFI 3apeructprpoBaHo mpu TpomOo-
3aX U MpU MPUMEHEHUH TPOMOOIMTHYECKUX Ipenapa-
TOB. OOHapyXxeHa KOppessiLis MEKITy KOHIIEHTpal-
el u akTuBHOCTBIO TAFI, ¢ 0/THOI CTOPOHBI, U BpeMe-
HEM, B TeYEHHE KOTOPOTO JIN3UPYETCs CIYCTOK KPOBU.

Apyaue anemeHmsbi cucmembi ¢pubpuHoOIU3a

AnonunonporenH (a). AnomvronporenH (a) KOH-
KypupyeT ¢ ra3MuHoreHom u t-PA 3a cBsi3b ¢ pubpu-
HOM, YTO MPUBOJNT K CHVKEHHIO aKTMBHOCTH TIPOLISC-
ca ¢pubpunommsa. Kpome Toro, 6b110 Moka3aHo, YTo B
HPUCYTCTBUM aIlOJHIONPOTEHHA (2) YMEHBIIACTCS aK-
THBAI TUIA3MUHOTEHA Ha TIOBEPXHOCTH (POpHHA.

ButponekTun. BUTpoHEKTHH cTaOHIH3UpYeT
PAI-1 B ero akTuBHOI KOH(pOpPMAIHH, SBISACH, MO
CYTH, €ro Ko(akTopoM, U MOBBIIAET MEPUOJ MOITY-
pacnaza nocnenHero. Kpome toro, oH crnocoo6cTBy-
et xwmpency PAI-1 numonporenHaMu HU3KOM TIOT-
HOCTH.



Cucrema hunbpurHonusa

Nusnc pnbpuHosoro crycTka. MpoayKThbl
aerpagaumn gpubpuHa/dubpuHoreHa n D-gumepsbl

[Ina3mMuH sBISETCS OYEHb AKTUBHOM U B TO K€
BpEMsI OTHOCHTENILHO HecTenM(UIHON CEpUHOBOM
npoTeaszoi, kotopas paspymaer ¢uopux u Gudpu-
HoreH. OOpa3yromuecs: BCIEACTBUE 3TOTO MOJICKY-
JIbI, IMEIOIINE PA3HYI0 MOJICKYJIIPHYIO Maccy, 000-
3HAYAIOTCSl KaK MPOIYKTHI aerpaaanuu (pudpuna/
¢dudpunorena (I[1J1D).

Iponykramu aerpagaimu puOpUHA B OCHOBHOM
siBisiroTcst komriekebl DDE u D-pumvepet (puc. 60).

[Tomumo (hubpuHa, TTa3MUH CTIOCOOEH AKTUB-
HO JIerpaupoBaTh (PUOPUHOTEH, OCOOEHHO B TEX CITY-
qasx, KOTJla BBOASTCS aKTHBATOPHI (UOPUHOIM3A
(bubpuHOMMTHKM). B pesynbrare mmsuca (GubOprHO-
reHa oopasyrotcst MeHbime ¢pparmeHTsl X, Y, D u E
(puc. 61), a D-mumeps! He 0OpazyroTcs.

Hekotopsie ¢parmentst [111® obnanatoT Bepa-
YKEHHON (DM3MOJIOrMYecKOl aKTUBHOCTBIO. OHU CHU-
YKAIOT arperaryio TpPOMOOIMTOB M HApYIIAIOT MOJIH-

¢ 06pa30BaHnem NPONOMbHLIX y-y-CBA3EI

l Monumepnaauna ubprH-MOHOMEPOB

Crabunmn3aumna 3a c4eT NONepeYHbIX

cBA3ei Mexay hubpuH-nonumepamu

CDHGQHH NeilcTBIA
nnasmnHa
D-gumep
D ———— D

CBA3w, chopmupyemble
Xllla dhakropom

Komnnekc DDE .

Puc. 60. O6pasoBaHue ¢pubpurHa us coubpuHoreHa u chopmmupoBaHue D-gumepoB npu Aerpagaunmn pubprHa nnaamMmHoOM



Cucrema cpmnbpmHonmsa

dunbpuHorex

dparmenT X

dparment D

Pparment Y

®

Mepu3aluio (pUOPUH-MOHOMEPOB, SIBIISISICh, B CYILIHO-
CTH, aHTUKOAT YJITHTaAMHU.

[TJ® criocobHBl HapymaTh EeJ0CTHOCTh WIIN
MOBBIIIATE MPOHUIIAEMOCTh COCYAUCTON CTEHKH.
IToaToMy Ipy HEKOTOPBIX KJIMHUYECKUX CUTYALIUSAX

Puc. 61. O6pasoBanue MNOP npun gerpagaumm dmbpuHore-
Ha nna3muHom. CBOBOAHBIN NMasmMyH SBAsSeTCs Hecreundu-
YecKOoN MpoTeason, OH paspyluaeT UOpUHOreH OO Menkux
npoaykToB gerpagaumu. MNpu atom D-gumepos He dopMupy-
erca. D-gumepbl 06pasytoTcs npy paspyLleHUn NnasmMMHOM
dmbpuHa. Onpegenss MNOP, BbiABNSEM NpodyKTbl Aerpagaumm
umbpurHa/crbprHoreHa, KoTopble MOryT hOpMMPOBAaTLECS Kak
npu cmbprHonmae Tpomba, Tak 1 nocrne BeegeHVs MbpuHo-
nmtukoB, Onpegenss D-gumepsl, onpeaenseM NPoayKTbl pas-
pyweHus punbprHoBoro Tpomba (ecnv oH umen MecTo y na-
LineHTa)

KPOBOTEUEHHSI MOTYT OBITh BBI3BaHbI HE YMEHBIIIE-
HHEM KOHLEHTpauuu (pUOpHHOTEHa, a IPUCYTCTBU-
eM Oompioro konmuectsa [P, dpopmupyrommxcs
IpU aKTUBHOM (PHOPHHOIIH3E.

[Mna3MnH-He3aBUCUMbIA PUBpPMHONM3

B cryctke ¢ubpuH cBS3aH C aKTHBUPOBAHHBIMU
TpomOoimTamMu. Te, B CBOIO OYepe/lb, IKCIIPECCHpY-
10T Ha noBepxHoctu P-cenextun, CD154 u npyrue
pELENTOPBI ISl JICUKOLIMTOB. JIEHKOUMTBI MOTYT OC-
BOOO’K/IaTh HECKOJIBKO MPOTEa3, KOTOPbIE CIIOCOOHBI
JerpapoBaTh (PMOPHH: TPAHYJIOLUTAPHYIO dJacTa-
3y, Karericud G, MOHOIMTApHbII Katencud D u ap.

[Tpy mpOTEONUTUYECKOM paciierieHnd Gpuopu-
Ha JISHKOLIMTApHBIMH (PepMEHTaMH, TAK JKe KaK U MPH
pacIIeryieHly Ta3MUHOM, o0pasyrorcst D-nmumepsr,
KOTOpPbIE MACHTU(DUIMPYIOTCS KOMMEPYECKUMHU U~
arHOCTUKYMaMH.

WHTepecHo, 4To 3macta3a MoeT Moau(uImpo-
BaTh IJIA3MUHOIEH, Jefasi ero 0osiee BOCIPUUMYH-
BbIM K akTtuBaiuu U-PA u t-PA u MeHee 4yBCTBU-
TENTBHBIM K 0p-aHTUILIA3MUHY.

®ubpuH, KOTOPBHIH YaCTUYHO JAETPaIUPOBAI
MOJ] BIMSTHUEM 3J1acTasbl, 00JajaeT MEHbIIEeH Ko-
(bakTopHOI akTUBHOCTHIO 171 t-PA, yeM B cityuae
nerpagauuy ¢puOprHa masMuHoM. OYeBHIHO, YTO
pracTa3a MMeeT JI0CTATOYHO OOJbLIOe 3HAYEHHE B
perynsuun GuOpUHOIN3a, 0COOEHHO TIPHU BOCIA-
JICHUH.



Peonornyeckne acnekTbl remocTasa

PEOJIOTMYECKUE ACIEKTblI NEMOCTA3A

KpoBb - nunamuynas cucrema. Cuiibl, BO3HU-
KaloMe B pe3yJIbTaTe B3aMMOJCHCTBUSA TEKyILEH
KPOBU U COCYJIUCTOM CTEHKHU, OKa3bIBAIOT CYIIIe-
CTBEHHOE PETYJISITOPHOE BIIMSHUE HA CUCTEMY re-
MOCTa3a U Ha BCIO CUCTEMY KpOBOOOpaIieHus. 3a-
MyCK Tmporiecca TpoMO0oOpa3oBaHus, CKOPOCTh U
Xapakrep obpazyromuierocst Tpom0a 3aBUCAT OT JIO-
KaJIbHBIX TEMOJMHAMUYECKUX YCJIOBUM. B3anmo-
JeCTBHE KIETOK, TUIa3MaTUYECKUX OETTKOB U pe-

LENTOPOB CUCTEMBI '€MOCTa3a, IKCIPECCHsI TEHOB
¥ MeTabo0JIM3M KIJIETOK, YJaCTBYIOIIMX B IeMOCTa-
THUYECKUX DPEAKLUSX, MOIYIHPYIOTCS JIOKAJIbHBIMU
PEOJIOTMYECKUMHU YCIIOBUSIMH, a T€, B CBOIO OUepe/lb,
U3MEHSIOTCSA IpU 00pa3oBaHUU TpoMOa. YUeT re-
MOJJMHAMUYECKUX OCOOCHHOCTEH, BO3HUKAIOIIUX B
MeCTe NOTEHIUAIBHOI0 TpoMO00Opa3oBaHusl, IMo-
3BOJIICT JIyYIlle OLIEHUTh HaOII0aeMble TeMOCTa-
TUYECKHE (DEHOMEHBI.

OcobeHHOCMU peorioauu Kposu

B HOpME B cocynax KpoBb T€UET JaMUHAPHBIM
TOKOM, CKOPOCTh MOTOKAa HEOJHOPOJHA M Hapac-
TaeT MO HAMpaBJICHUIO OT CTEHOK COCY/IOB K I[E€HT-
py. TpeHre 0HOTO CJIOSI KHUIKOCTH OTHOCHUTEIb-
HO JIPYTOTO HAa3bIBAETCS BSIBKOCTHIO. BsI3KOCTH Kpo-
3M 3aBUCUT OT CKOPOCTH TOKA: YeM BHIIIE CKO-
pOCTh, TEM MEHbIIIE BA3KOCTh. BlMsHUE OJHOTO
CJIOSl Ha IPYTOil B TIOTOKE KUIKOCTHU OTPEICTSIETCS
CWION caBura. B cTosiueit KMaKoCTH CWiia CIIBUTa
paBHa HYIIO, Y€M BBIIIE CKOPOCTH JIBIKEHUS
JKUJKOCTH, TEM CHJIbHEe CHUJIbl OOKOBOTO CIBUTA.
Jns namuHapHoTO TOKa (puc. 62, A) cuibl 60Ko-
BOTO CIIBHTA YMEHBINIAIOTCS B HAIIPABJICHUU K CTEH-
Ke cocy/a.

B oOnacTtu aTtepockiIepoTHUYECKUX OJISIIeK
(puc. 62, b), pasBerBnenuii cocynos (puc. 62, B), B
MOJIKJIANIaHHOM TipocTpancTBe (puc. 62, I') wiu npu
KOMIIPECCHU COCY/Ia M3BHE JIAMUHAPHOE JIBH)KEHHE
KPOBH HApYIIIACTCs, BO3HUKACT TypOYJICHTHOCTD (3a-
BUXpPEHHS). B MecTax cy)keHHs CKOPOCTb TIOTOKA BO3-
pacraer. B obnactsix, HaXosIIMXcs AUCTAIBHEE, TMo-
SBISIFOTCSA TypOYJIEHTHBIE TIOTOKUA U Pa3HOHAIIPAB-
JICHHOE W3MEHEHHe CKopocTu motoka. [Ipu m3mene-
HUU HAMpaBlIEHUs] TOKa KPOBU U BO3SHHUKHOBEHUU
TYpOYJICHTHBIX TIOTOKOB TMOSIBIISIFOTCSL CHIJIBI OOKOBO-
rO CIBUTra, KOTOPBIE YAAPAIOT TI0 IOBEPXHOCTHU CO-
cyaucroii cteHku. [loatomy TypOyneHTHbBIE TOTOKU

SIBJISIFOTCSL TIPUYMHOM MOBPEXKICHUSI CJIOS TJIMKOKa-
JIMKCa ¥ SHJIOTEIMATBHBIX KJICTOK. JTO MPUBOJHT K
MOBPEXKICHUIO COCYICTON CTCHKH, YTO BJICYET 3
c000# M3MEHEHHsI PEAKTUBHOCTH CO CTOPOHBI dJie-
MEHTOB cHcTeMbl remocTasa (puc. 150).

A

S

AN -

Puc. 62. XapakTep nNoToka KpoBU B pa3fiMyHbIX YCNOBUSIX
cocyaucToro pycna: A - xapaktep NoToka KpOBU B HeEM3Me-
HEHHOM cocyAe - NamMmMHapHBbIv ToK, b - xapakTep noToka Kpo-
BW B COCYAle, UMEIOLLIEM CYXXEHMe, B TOM YnChe Npu passutum
aTepocknepoTnieckmx brsiek nnm npyu hopMUpoBaHUN Npu-
cTeHo4Horo Tpomba, B - xapaktep noTtoka kposu B obnactu
BGudypkaLum KpynHbIx cocygos, I - xapakrep noToka KpoBu B
obnacTtu knanaHoB cepgua 1 cocyaoB



Peonornyeckne acnektbl remocTasa

¢yHKl4UH mp0M6ouumoe 8 pa3J/iu4HbIXx 2eMoOuHaMU4ecKuUXx ycroeusix

B HOpME B KpOBOTOKE OONBIIMHCTBO TPOMOO-
IIUTOB HAXOJISTCSI B HEAKTHBHOM (hopMe Ha BCEX yda-
CTKaX KpOBEHOCHOTO pycia. OMHAKO, B YCIOBUSX
BO3JICUCTBUSI CHJI C/IBUTA, TPEBBIIIAIONINX HOPMATb-
HbIE, TPOMOOIMTHI MOTYT CIIOHTAHHO AKTHUBUPO-
BaTbCs €3 KOHTakTa ¢ cyosHporenueM. IIpenmono-
JKUTENBHBI MEXaHU3M 3TOTO MPOIEcca CBSI3aH C
0COOEHHOCTSIMU (PYHKIIMOHMpOBaHUs (akTopa Bui-
nebpanga (VWF). B ycnoBusix HOpMajibHOTO KpoO-
BoTOKa VWF Maro cBsi3pIBacTCsi CO CBOMMU pelien-
TOpaMU Ha MHTaKTHBIX TpoMOormTax. OHaKo, KOr-
Jia BO3JICHCTBUE CHJI TOKAa KPOBHU IPEBBIIIACT OOBIY-
HOE, HampuMmep B 00JIacTH aTepOCKIEPOTUIECKOTO
cyxkenus aprepud, appunanocts VWF k perienrtopam
noseimaercs. On casseiBaercsa ¢ GPIb u GPIIb-111a
oHOBpeMeHHO. CIIEICTBUEM STOTO CTAHOBUTCS aK-
TUBAIUST TPOMOOIIUTOB C 0Opa3oBaHHEM MOOHIIb-
HBIX TpOMOOIUTapHBIX arperatoB. AJID u snmHed-
puH (aapeHaInH) - arOHUCTHI 3TOTO MPOIIECCa, OHU
YBEITMUMBAIOT TIpoliecc TpomOoobOpa3oBaHus. Me-
XaHU3M PTOrO JEMCTBHS HesceH. MccnemoBaHus mo-
Kazalli, YTO MHIMOMPOBaHKE ITMKJIOOKCUTEHA3hI ac-
MUPUHOM OKa3bIBAET HEOOIIBIIIOE BIUSHUE HA arpe-
ranuio TPOMOOIIMTOB MO BO3/ICHCTBUEM HAIPsIKe-
HUS CIIBUTa, a areHThl, TOBBIMIAIOIINE YPOBEHb
BHYTpUKIIETOUHOM TAM®, Takue, KaKk MpOCTaIlUK-
nuH ([1'1), HHrUOUPYIOT MEXaHUYECKH UHTYIIPO-

BaHHYIO arperaiuio. [Ipupoaa 4yBCTBUTETBHBIX K
MEXaHUYECKOMY BO3JCUCTBUIO KOMIIOHEHTOB ATOM
CHCTEMBI HEU3BECTHA.

WHTEeHCHBHOCTD BO3JECHUCTBHS MMOTOKA KPOBU Ha
TPOMOOITUTHI BIMSAET HAa aAre3ur0 K CyOIHIO0TENu-
alTbHBIM CTPYKTYpaM U arperammro. B ycroBusix cia-
00ro BO3/ICHCTBHUS TOKA KPOBH aAre3us TPOMOOIH-
TOB TIPOMCXOJIUT 3a CUEeT MpsAMOM (puKcarmu K KO-
nareny uepe3 peuenrop GPla-lla u nocpenctsom
MOJIEKYJBl aare3un GUOPOHEKTHHA, a arperanus
MIPOMCXOIUT 3a c4YeT (PUOPUHOBBIX MOCTHKOB. B yc-
JIOBUSIX MHTEHCHBHOTO KPOBOTOKA JJISI HAJCKHOM
bukcauy TpOMOOLUTOB K CyORHAOTETHIO U MPOY-
HOM arperauuu HeoOxoxum VWF. ¥V manuenrtos ¢
KOJIMUECTBEHHBIM U KauecTBeHHbIM Aedextom VWF
HapyILICHUE aJre3ud W arperanuu TpoMOOIUTOB
MPUBOJIUT K TEMOPpPAruuyeckrM MpOSBICHUSM pa3-
JIMYHOM TSKECTH.

B MeuieHHO TeKyllen U CryleHHOM KpOBU Ha-
CTyIaeT arperamus KiIeTok KpoBu (puc. 63). Dpur-
POLIMTHI COOMPAIOTCSI B MOHETHBIE CTOJIOUKH, 00pa-
3YIOTCSI arperatbl TPOMOOIIUTOB, B JIETKUX (hopmu-
pytoTes arperatbl HelTpoduiaoB. [loBbiaercs Bs3-
KOCTb KPOBH.

[TpoBomumHCh SKCTIEPHUMEHTANIBHBIE HCCIIEI0Ba-
HUS pocTa TpoMmOa B 3aBUCHMOCTU OT MHTEHCUBHO-
ctu KpoBoToKa. [Iporecc TpomOooOpa3zoBaHus

HopmansHslii
KPOBOTOK
B BEHynax

Kposotok
B BEHyNax
npu MeaneHHon
CKOpOCTH

Puc. 63. KpOBOTOK B BeHynax B HOpMeE XapakKTepudyeTca LeHTpalribHbIM pacnosyioXXeHnemM 3puTpounToB U KpaeBbiM OBUXKEHN-
€M NeNKoLMTOB. I'IpM HU3KON CKOPOCTU 3pUTPOLUNTDI CO6VIpalOTCF| B MOHETHbIE CTONOUKN U npunoasnnearoT NenKouUTbI K CTEHKE,

CI'IOCO6CTBy9| MX BbIXOA4Yy B TKaHb



Peonornyeckme acnekTbl remocTasa

MPOXOAUI Ha KOMIIOHEHTAaX, BBIACICHHBIX U3 SHIO-
Tenusi. YCTaHOBJICHO, YTO MOBBIIICHHE CKOPOCTH
TOKa, a CJIeJ0BaTEeNbHO, YBEINUCHUE HAMPSKCHUS
CABHTA, YBEIMYUBAJIO OTIO0XKEHHE TPOMOOIUTOB.
OpHako B 3THX YCJIOBHSX CHHUXAJCS POCT Tpomoda.
Bo3moxHbIe 00bsICHEHUsT 3TOMY: 1) cBs3M TpomObo-
LUTOB C KOMIIOHEHTAMH 3HJOTENIHsI HEAOCTaTOUYHO
CUJIbHBI, UTOOBI yAEPKAaTh UX HA MMOBEPXHOCTH MO

Mepe HapacTaHUs BO3JCHCTBUS CHUJI CABHUTA; 2) MpHU
YMCHBIIICHUU BPEMCHU KOHTAKTa TPOMOOIMTOB C
MOBEPXHOCTHIO NTPOYHBIC CBSI3HM HE yCIEBAalOT 00pa-
30BBIBATHCS; 3) MPU YBEIHUYCHUH CKOPOCTH TOKA
KpPOBHU NPOUCXOJUT UHTCHCUBHOE BHIMBIBAHUE aAK-
TUBUPOBAHHBIX KOMIIOHEHTOB IreMOCTa3a U3 30HBI
peaxuuu.

BnusiHue cun nomoka Kpo8U Ha rpouecc Koacyriayuu

[Ipouecc cBepThIBaHMS KPOBH CBSI3aH € (puKcamm-
ell KOMIUIEeKCa MIa3MEHHBIX OENKOB Ha MOBEPXHOCTAX
B 00NacT MOBpEeXAEHHUS cocyna. IHTEHCHBHOCTB 3TO-
r'o mpolecca 3aBUCUT OT JOCTaBKU OENKOB IUIa3MbI K
MECTY peakiuu. B ycloBuAX TaMUHAPHOTO TEUCHUS
KpPOBHU OEJIKM MOCTYNAIOT K MECTY HOBPEXKIEHHUS B OC-
HOBHOM IyTeM paauanbHoi auddysuu. IloBsimenue
CKOPOCTH TOKa KPOBH, BO3HHKHOBEHHE TYpOYJIEHTHBIX
MOTOKOB YBEIWYHMBAIOT JJOCTaBKY IpOTEa3 K MECTY pe-
aKIUHU. DKCIEpUMEHTAJIbHBIE WCCIICOBAHUS MOKa3a-
JI¥, 4TO B YCJIOBHAX CTaHAAPTHOW OrpaHMYEHHOW KOH-
neHTpauuu ¢.Va, GUKCUPOBAaHHOrO Ha IOBEPX-
HOCTH, U HUPKYJIUPYIOIIEro B kUKo ¢asze ¢.X cra-

OWJIBHBIN YpOBEHb MPOAYKIHMHM TPOMOWHA OrpaHU4eH
KojauuecTBOM (pukcuposaHHoro ¢.Va. B ycnoBusx
JUMHUTHPOBAHHOr O KoindecTBa ¢.Va yBeiandeHue
HUPKYJIUpYomero ¢.Xa Win CKOPOCTH LUPKYISILIUN
HE MEHSET KOHEYHBId YPOBEHb MPOAYKLUHUU TPOMOH-
Ha, OHAKO YCKOPSET 3TOT mpotuecc. Takum o0pazom,
YBEJIMYCHUE WHTEHCUBHOCTH TOKAa KPOBH COKpAaIaeT
BpeMsi TpoMO00Opa3oBaHMsl.

OpnHako, MHAYLIUPOBAaHHBIH MEXaHUYECKHM BO3-
JIEHCTBHEM BBIOPOC M3 SHIOTENHUS TKAHEBOTO aKTH-
BaTOpa MJIa3MUHOT€HA MPHUBOIUT K COKPALICHUIO OT-
JoKeHusl GuOpHHaA U OTPAaHUUYEHHUIO POCTa CrycTKa
3a Ipeaenbl MOBPEKICHUS.

remoduHamuyeckoe 8o30elicmsue Ha hyHKUUIO cOCyOUCMOU CMEeHKU

Tok KpoBH OKa3bIBaeT Ha COCYAMCTYH) CTCHKY
MEXaHUYECKOe BO3/ICHCTBUE, PACTATHBASA €€, OKA3bI-
Bas JaBJICHUE C BHYTPCHHEH CTOPOHBI M BO3JCHCTBYS
CUJIAMU HAMPSDKEHUS CABUTA. DHIOTETUONMTHI pea-
TUPYIOT Ha YCIOBHUS TOKa KPOBH:

*  H3MCHACTCSA aKTHUBHOCTH CHHTE3a Pa3THYHBIX
O€JIKOB;

*  U3MEHSETCS KOHICHTPAIMS [IMKINIECKHX HYKIIe-
OTUIOB B IIUTOILIA3ME;

*  MPOHMCXOIAT KOJUYECTBEHHBIC U KAUeCTBECHHbBIE
HU3MEHECHHUS PElenTopoB U GochoNumuIoB MeM
OpaHbl. DTH MPOIIECCHl B TOM YHCIIE BIUSIOT HA
AKTUBHOCTH 3HIOTEIMOLMUTOB B reMocTase. Mme
eTCs JIBa THIIA PEAKIIUU SHIOTSIHOIMTOB HA M€
XaHUYECKHE BO3JEHCTBHSI TOKA KPOBH - OblCM
pble u MedaeHHble PeaKyull.

Bvicmpoie peakyuu (B TedeHUE CEKYH/IbI) SBIISIOT-
Csl CJIEJICTBHEM TPSIMOTO BO3JEHCTBHUS CHJI TOKA KPO-
BU Ha TEKy4yl0 MeMOpaHy KIIETOK. Mednennvie peax-
yuu OTOCPEIOBaHbI pernenTopaMu. FIOHHbIE KaHAbI,

TpoMOHHOBEIE penentopsl ¢ G-mporenHamu, peuen-
TOPBI TUPO3UHKMUHA3bl U MHTETPUHBI PEarupyroT Ha
MexXaHW4YecKoe Bo3zeiicTBue. Bpems peakuuu sHzpore-
JUOLMTA IPU MEXaHUYECKOM BO3ACHCTBUM Ha peLen-
TOpbI cocTaBisieT oT 10 ¢ 10 HECKOJIIBKUX MUHYT.

Pasnuynble MeXaHHYEeCKHE BO3ACHCTBHS BBI3HI-
BAIOT pa3HbIe PEaKIMU CO CTOPOHBI 3HAoTenusA. Ha
pacTspKeHHE HHAOTETUOLUTHl PEarupyroT NETONsIpH-
3anuedl MeMOpaHbl M aKTHBALKMEH, a HA COABUTOBOE
BO3JIeiicTBUE - runepmonspu3anueii. B tadn. 9 mpu-
BeJeHbl 3P (EKThl Pa3INYHbIX BHAOB MEXaHUYECKO-
I'0 BO3/ACHCTBUS HA SHIOTEIHUOLHTHL.

I'mankue MpILIEYHBIE KIIETKH COCYIOB, TaK e Kak
W DHJIOTEIMOLHUTHI, OTBEYAIOT HA MEXaHHYECKHE BO3-
nercteus. Hanpumep, AnurenbHOe BO3ICHCTBHE pac-
TSDKEHUS BBI3BIBACT CHIDKEHHE MX MponudepaTuBHON
AKTUBHOCTH. Bo3zmelicTBHE MOBBIMICHHOIO HampshKe-
HUS COBUTa IPUBOIUT K YCHJICHHUIO CEKPELIUU TKaHE-
BOTO aKTHBATOpa IUIa3MHUHOIEHA, OKCHIA a30Ta, Ipo-
cranukinHa, [11'];, HeKOTOPBIX pOCTOBBIX (PAKTOPOB.
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Tabrnvmua 9
Quzuonozuyeckue u namoocudecKue 3 pexnvl MEXaHuuecko2o 8030eticmeusi Ha SHOOMETUOYUNNbL
Bo3aeiicTBHe HANMPSIKEHNUA CABHTA Bo3zneiicTBie pacTaxkenns
[ Hiiepnonsipu3aiys 1 CHUKEHHE aKTHBHOCTH Jlenonspusaiius 4 aKTHBaLHA

Tlosbienne yporna miasmarndeckoro ul M®, tAM®

[loBbitierne cexkpenn HHIMOUTOPa aKTHBATOPA
1asMHHoreHa- |

[Moseinenue yposus naosuton-1,4.5-tpudocdara
M IHALITIIHLEPOTa

[Moseiienne cexperun MioTe mna- |
u npoctammkanna (117715)

AKTHBH3a1Ms IPOTEHHKNHAS, OTBEYAIOILHX 38 BHEKICTOUHBIC CHIHAIIbI

H3meHeHHe CaliTOR aare3nH HAOTEIHOIHTOR H (POPMEI KIETOK

Yeunenne npoayKiHi TKAHEBOTO aKTHBATOPA TIA3MHHOTCHA
M YPOKHHA3BI

Yceuienne npoaykumnn npocTaluHKInna

CHmKeHHE NPOAYKLMHA IHI0TeMHa- |

VeuneHue CHHTE3a OKCHAA a30Ta




CoBpeMeHHasi Teopusi CBepTbIBaHMS! KPOBU

COBPEMEHHAA TEOPUA

Pa3paborannas v JOMONHEHHAs B Hadaje - ce-
penuHe XX Beka Teopus remocrta3a 0a3upoBayiach
Ha MCCIIeIOBAHUAX, BBIIOIHEHHBIX N VItro, u He y4u-
ThIBaJIa pPeajbHBIC YCIOBUS B CHCTEME KpOBOOOpa-
mieHus. B mocnennee necsTuierie moj JaBJICHUEM Ha-
KOMHUBIIUXCS (PAKTOB B3TJIST HA MEXaHU3MBI T€MOC-
TaTUYECKUX peaknuii n3meHwics. Haubonee 3Haum-
MBIM IIIATOM SBHJIACH pPa3paboTKa KacKaJHO-MaTpHY-
HOW TEOpHU CBEPTHIBAaHUS KPOBHU, B KOTOPOU yuTe-
HBl HE TOJBKO PEAKIMH B3aMMOJCHCTBUS OCIKOB
TJIa3Mbl U TPOMOOIIMTOB, HO BIUSSHUE KOMIIOHEHTOB
COCYIUCTON CTEHKH W JIPYTUX KIETOK KpoBuU. Peak-
UM TEMOCTa3a MPUBSI3AIHA K KOHKPETHBIM CTPYKTY-
paMm Ha MeMOpaHax KIETOK M CyO3HAOTenus. beuin
Y4TEHBI 0COOCHHOCTH MEMOpaHHBIX PEIENTOPOB KIle-
TOYHBIX KOMITOHEHTOB T'eéMOCTa3a U MHUKPOOKpYXKe-
HHS, B KOTOPOM HPOUCXOJIAT PEAKIINH.

Ha puc. 64 npencraBieHa mocineaoBaTeIbHOCTD
reMocraTuueckux peakuui. OgHako »Ta cxema OT-
paxaer npoOiieMy Ha (EHOMEHOIOTHYECKOM YPOB-
He. BunuMo, B opraHm3Me 3ammycK BCEX MPOIECCOB
MPOUCXOANUT B TEUCHUE HECKOIBKUX CEKYHJI TOCIe
BO3HMKHOBEHHUSI TPABMBI, HO KaXKIbIH TIPOIIECC UMe-

[NepBuYHbIA remocras
(cocyamcro-TpomMBoUUTapHbIiA)

© BasoKOHCTPUKUWA
(HemeaneHHo)

e Anresna Tpom6oUMTOB
(cekyHpb!)

o Arperauna TpombounTos
(MUHYTBI)

CBEPTbIBAHUA KPOBU

eT Pa3IMYHYI0 CKOpocTh pa3Butus. [Ipu sTom pas-

JIMYHBIC BHEIIHUE BO3/AEHCTBHUA 1 OCOOEHHOCTH Opra-

HU3Ma MOTYT MEHSTh COOTHOLIEHHE CKOPOCTEH pa3-

HBIX T€MOCTATUYECKUX PEaKLIUH.

CIio’xHO 1oAPOOHO OMKCcaTh BECh KOMILIEKC pe-
aKIMi TeMocTas3a, MPUBA3BIBASICh K IWHAMUKE IMPO-
1ecca, Mo3TOMY MBI ONHUILIEM JIMIIb BaKHEUIINE MO-
MeHTHI. bonee moxpoOHas uHpopmanus Oblia JaHa
paHee B paszenax, MOCBSLICHHBIX KOHKPETHBIM CHC-
TemaM. TeM He MeHee LeIOCTHOE MPeCTaBIeHUE He-
00X0IUMO IJIs1 IPABUIBHOW KIMHUYECKOW MHTEpIpe-
Tauuy 1ab0pPaTOPHBIX TECTOB.

B nepBsIii MOMEHT TOCIIe MMOBPEXKIECHUSA cOCya
Pa3BUBAIOTCS CIEAYIOIINE PEAKLIUH:

e BasokoHcTpHKIHS (B COCYAax, HMEIOUIMX MbI
IIeYHbIH cloi). OHAa MEXaHUYECKH OTPaHUYHBA
€T KpOBOIIOTEPIO, CO3JaET YCIOBHUA s Oonee
3(pPpeKTUBHOTO TPOMOOIUTAPHOTO FeMOCTasa 1
MO3BOJIIET TECHEE COMPAraTh TeMOCTATHIECKUE
peakuuy B 30HE ITOBPEKICHUS.

e  AxTHBanus SHIOTEIHOLUTOB C MOCIEAYIOLUIUM
9K30LIUTO30M I0]] BO3ACHCTBHEM CTUMYJISITOPOB:
TpOMOMHA, TUCTaMHUHA, (UOpHHA, KOMIOHEHTOB

MoBpexnexne

Puc. 64. NocnepoBaTenbLHOCTb pa3BUTUA reMmoCcTaTU4eCKnNX peaKuMﬁ B CMCTEME KPOBOTOKa NMocrie noBpexneHnaA COCWJ,VICTOVI

CTEHKU



COBpeMeHHaFI TEeopunA cBepTbiBaHUA KPOBU

KOMITIEMEHTA, THITIOKCHU. DK30LUTO3 COJAEPKUMO-
rO MYJIOB XpaHEHHsI SHJIOTENNONNTOB IPUBOANUT K
JIOKaJIbHOMY MOBBIIIEHUIO KOHLIEHTPAllMK IMpO-
KOaryJasHTOB, B MEPBYIO odepenb ¢akropa Bui-
neOpanga. Buanmo, Ha TOBEPXHOCTH aKTHBHPO-
BAaHHBIX JHJOTEIMOIUTOB MOSABISAETCS TKaHEBOU
¢akTop. Takum 00pa3zom, aHTUKOATYJISHTHBIE
CBOICTBA 3HIOTENNS CMEHSIOTCS Ha IIPOKOAryJsiHT-

HBIC B 30HC MMOBPCKJIACHUS. O,I[HaKO HpOKOﬂFy.TIHHT—HI:Iﬁ
NMOTCHIMAJI YMCHBIIACTCS 110 MCPEC YAAJIICHUA OT
obnactu MOBPCKACHUA U MCHACTCA HAa aHTHU-
KO&I‘y.]'IHHTHLIﬁ B 00JIACTH HHTAKTHOI'O OHIOOTCIINAA.
HCMCI[J'ICHHO MOCJIC MOBPCKACHUA MPOUCXOIUT
KOHTAKT KpPOBU C CY63H,I[0TCJ'II/I8.J'H:HBIMI/I CTPYKTYpa-
MU U pa3BUBAIOTCHA CO6I>ITI/I}I, KOTOPBIC OIIUCHIBACT
KaCKaJAHO-MaTpu4iHas TCOPHUA CBCPThIBAHUS KPOBH.

KackagHo-maTpuyHas Teopusi cCBepTbiBaHUSI KPOBU

B Hacrosimiee Bpemsi UMEIOTCS 10Ka3aTeNbCTBA
TOTO, YTO B YCJIOBHAX IN VIVO BHYTPEHHUI U BHEIITHHIA
MyTH aKTUBALHUU MPOTPOMOMHA3Bl B3aHUMOCBS3aHBI.
Kommneke T®-d.Vlla aktuBupyer daxrop 1X, a dak-
topsl Xlla u Xa moryT aktuBupoBath daxtop VII.
Kpome Toro, okazanoce, 94T0, HECMOTpPsI HA CXOJHYIO
CTPYKTYPY MEMOpPaHHBIX JIUIHJIOB, KIETKH, HECYIHE
TKaHEeBOW (aKTOp, U aKTUBHPOBAHHBIE TPOMOOLH-
THI SKCIIPECCUPYIOT PELENTOPHI, KOTOPhIE JIOKAIU3Y-
0T Ha UX MOBEPXHOCTU Pa3iIMYHble KOMIIOHEHTHI
CBEPTHIBAIOLIEH CHCTEMBI KPOBH.

VY ci10BHO mpoliecc CBEPTHIBAHUS KPOBH MOXKHO
pa3menuTh Ha TPU MEPEKPHIBAIOLINX APYT Apyra (a3l

1-1 ¢aza - HULMALUS TIPollecca CBePTHIBAHUS
kpoBH. Cpa3zy ke mociie MOBPEXACHHUS dHIOTEIHUS
KPOBb KOHTAKTHPYET C MAaTPUKCOM CYOIHIOTENIHUS U
kietkamu cyosnporenus (pubpobracramu, Makpo-
(daramu, TIaAKEMH MBIIICYHBIMU KieTkamu). T,
(uKCHUpOBaHHBIH Ha MeMOpaHe 3TUX KIETOK, o0Opa-
3yeT KoMmIuieke ¢ mua3MeHHbIM ¢.VII. ITockonbky
okono 1% ¢.VIl mpucyTcTByeT B KpOBOTOKE B aK-
THBHOH (opme, cpa3y IMOCie MOBPEKICHUS HIOTE-
nusi o0pasyeTcss HEKOTOpPOe KOJTHMYECTBO AKTHBHBIX
koMmIuiekcoB T®D-¢.Vlla, koTopsie aktuBupyror ¢.X
1o ¢.Xa. ¢.Xa HAa TOBEpXHOCTH CYO3HAOTENHUS 00-
pasyet KOMILIEKC co cBouM Kodakropom ¢.Va. [lpu
3TOM IpeBpalieHue ¢akropa V B aKTUBHYIO (HOpMYy
ocymiecTBisiercs: pakTopoM Xa Ha MOBEPXHOCTH Kile-
ToK, Hecymux T®d. ChopMupoBaBUIMICS TPOTPOM-
OMHAa3HBI KOMIUIEKC MPUBOAUT K 00pa30BaHUIO He-
3HaYUTEIHHOTO CTAPTOBOI'O KOIMYECTBAa TPOMOUHA.

OnnoBpemenHo ¢ (.Xa xkommiuekc TO-¢p.Vlla
aktuBupyer ¢.1X.

BonemuucTBO TD 00pasyer kKoMImiekc ¢ Heak-
tuBHBIM .VII 1 He cnocobHO akTuBUpOBaTh (.X.
OpHaKo 3TOT MPOILECC UMEET MOJIOKUTENbHYIO 00paT-
HYIO CBSI3b 32 CUET CICAYIOIINX MEXaHH3MOB: 1) aKTu-

Baruu ¢akropa VIl B xommekce ¢ T obpazoBas-

mmmcest pakropom Xa; 2) aktuBanuu §.VII pom6Ou-

HOM. AKTHBHPOBAHHOTO Ha 3TOM 3Tane TpoMOMHa

HEJI0OCTATOYHO JJIs1 00pa3oBaHus (GuOPHUHOBOTO CTy-

CTKa, MMOCKOJIbKY aKTHUBalMs NMPOTPOMOMHA HA MEM-

OpaHax cyOIHIOTENUANbHBIX KJIETOK OTpaHUYMBACT-

Csl LEJIBIM PSIAOM MEXaHU3MOB!

*  Kommnekc T®-¢.Vlla-¢.Xa 6p1cTpo mogaBis
eTcs MHTHOMTOPOM IyTH TKaHEBOTo (akTopa
(ABII).

* ¢.Xa, mocTynamIui B Ii1a3My ¢ MOBEPXHOCTU
MeMOpaHBbI, TAKXKe OY€Hb OBICTPO HHTHOHUPYET-
csa anTutpomMOuHOM |11,

*  HeaxtuupoBanusiii gakrop VI, koTopsrit koH
Kypupyert ¢ ¢pakropom VIla 3a mecta cBsa3bIBa
Husg Ha T®, Takke BHOCUT BKJaJ B OTpaHHYe
HHE mpouecca odpa3oBanusa Tpom6Ouna. Ero
WHTHOUTOPHEIN 3P dexT Hanboaee 3HAUNTEINCH
IpU MUHUMaJbHOU KOHLeHTpauuu T®.
2-s1 aza - ycuiieHHe npouecca cBepThIBaHMs KPo-

Bu. OOpa3oBaBieecs B mepBoii ¢aze HeOOIBIIOE KO-

JUYECTBO TPOMOMHA HE NPUBOIUT K MHTCHCUBHOMY

obpaszoBaHuio (HhUOpPUHA, OMHAKO 3TO KOJIUYECTBO

BaYXHO IJIS1 aKTUBU3ALUHU APYTHMX KOMIIOHEHTOB CHC-

TeMbl reMocTa3a. TpomOuH Oojee yCTOWYMB K WHAK-

TuBanuy, 4yeM (akrtop Xa. OH coxpaHSeT CBOIO aK-

TUBHOCTb B TOKE KPOBH U UI'PAeT KIIOYEBYIO POJIb B

YCHJICHUH IPOLIECCa CBEPThIBAHUS KPOBH.
¢.1X, akTHBH3MpPOBaHHBIA Ha KIIETKaX CyOIHIO-

temust B 1-if ¢aze mporiecca cBepTHIBaHMS KPOBH, TaK

K€ KaK ¥ TPOMOWH, UMEET OTHOCHUTEIBHO BBICOKYIO

ycToitunBoCcTh K mHrHOMpoBaHnio AT. OH mpeomo-

JIEBAET PACCTOSHHE MEXJIy MeMOpaHOH KIETOK CyO-

SHAOTENUS U MEeMOpaHOH aKTUBMPOBAHHOI'O M ajre-

3UpOBaHHOrO TpoMOonuTa. Tam OoH QuKcupyercs Ha

TpombonmTapHoMm ¢.3 u obpasyer ¢ ¢.Vllla Tenas-

HBIN KOMILJIEKC.



COBpeMeHHaFI Teopus cBepTbiBaHNA KPOBU

Anre3upoBaHHBIC K CYOIHIOTENHNIO B 001aCTH
MOBPEXKICHUS COCya TPOMOOIMTHI aKTUBUPYIOTCS
3a CUET CHI'HaJIa C peLenTopoB aare3un. OIHaKo Hau-
0oJiee CUIIBHBIM CTUMYJIOM siBJisieTcs: TpoMOuH. He-
aKTUBHPOBAHHBIC M AKTHBUPOBAHHBIE TPOMOOLMUTHI
MMEIOT HECKOJIBKO PELENTOPOB JUIsl TPOMOMHA: pe-
LenTop, akTUBHpyeMbIil poteasoir (PARL), rimmko-
npotenH 10-V-IX (GPIb-V-1X) u, Bo3MoxHO, apy-
rue. AKTHBUPOBAHHBIE TPOMOOLUTBI SKCIIOHUPYIOT
Ha CBOEH MOBEPXHOCTH TPOMOOILMTAPHBIN (akTop 3,
WM TPOMOOLMTAPHBIA TPOMOOIUIACTUH, U crienudu-
YeCKHE PELENTOPbI K PAa3IMYHBIM (PaKTOpaM CBEPTHI-
BaHUA KpoBU. [IoMUMO M3MEHEHUMN KJIETOYHOU IIO-
BEPXHOCTH, TPOMOOLIUTBI CEKPETUPYIOT COAEPKUMOE
MYJIOB XPAHEHUs], YBEJIMUMBAs JIOKATbHYIO KOHIICHT-
PALUIO MIPOKOAr YJISIHTOB.

GPIb-V-IX sBnsiercst penentopoM He TOJIBKO
TpoMOuHa, HO U (akropa Bunnebpanaa, 06a 3Tux
OeJlka pearupyroT ¢ pasIMYHbIMU YacTAMU PELETTO-
pa, MO3TOMY OHHM MOTYT CBSI3BIBAThCS C OJHUM pe-
[ENTOPOM OJHOBPEMEHHO. TpoMOWH, CBSI3aHHBIN C
peuerrropom GPIb-V-1X, Beraiensier ¢. VI u3 xom-
mekca ¢ gaxropoM BusieOpania 1 akTUBUPYET €ro.
¢.VIlla ocraercst Ha TPOMOOIMTAPHOHN MOBEPXHOC-
TH, (hopMHUpPYs T€Ha3HbIH KoMIuiekc. TpomMOuH ak-
TUBHUpPYeT (akTop V, KOTOPBI BBIIEISIETCS B MPO-
1ecce CeKpeluu U3 anbga-rpanyia TpoOMOOIMTOB,
¢. Va Taroke ocraercsi Ha TIOBEPXHOCTH aKTUBUPOBAH-
HBIX TPOMOOLMTOB, (OPMUPYS MPOTPOMOMHAZHBIN
KOMILJIEKC.

Eme omuuM (akTopoM CBEpTHIBaHUS, aKTUBU-
pyeMbIM TPOMOMHOM, 00pa30BaBLIMMCS IO BO3-
neiicteuem komiuiekca Td-¢.Vlla, ssrsercs ¢.Xla,
KOTOPBIH CBSI3BIBACTCS C TIOBEPXHOCTHIO aKTHBUPO-
BaHHBIX TpoMOoumMTOB Yepe3 1enb GPIba komruiek-
ca GPIb-V-IX.

Takum oOpazoM, HeOOIbLINE KOJIUYECTBA
TpoMOMHa, 0Opa3oBaBIUecs B xode NEpBOH (a3bl,
o0ecrieurBarOT B TeUeHHE BTOPOIl (pasbl CBEPTHIBA-
HMS KPOBU PacHpOCTPaHEHUE MPOLECCa aKTUBALH
CBEPThIBaHUSI KPOBM HA aKTUBHPOBAHHYIO TPOMOO-
LIUTapHYIO NTOBEPXHOCTh C OJTHOBPEMEHHOM TpaHCc-
dopmarueii B aktuBHYI0 Gopmy dakropoB X, X,
VI u V.

3-s1 (ha3za - pacnpocTpaHeHHe MPOIEcca CBEPTHI-
BaHUs KPOBU. AKTHBHPOBaHHbIE TPOMOOLIUTHI NMeE-
IOT Ha CBOEH MOBEPXHOCTH PELENTOpH! VIS (haKTo-
po Xl, XlIa, IX, 1Xa, X, VIII, Vllla, V, Va, Xa,
npoTpoMOMHa 1 TpoMOuHa. B 3-i1 pasze Ha ux no-

BEPXHOCTHU MPOUCXOTUT (OPMUPOBAHHE TEHA3HOTO

Y IIPOTPOMOMHA3HOTO KOMILJIEKCOB.
¢.VIlla/IXa HaumHarOT OrpaHWYEHHBIH TPOTe-

om3 @.X 1o ¢.Xa, nocnequuii ¢ ¢.Va odpasyer npo-

TPOMOWHA3HBII KOMILJIEKC M HapalluBaeT KOJIH4e-

CTBO TpOMOMHA B 30HE MoBpexkaeHus. OIHAKO ak-

TUBHPOBAHHOTO HA 3TOM JTarne TpoMOWHA elle He-

JOCTaTOYHO Il 00pa30BaHUsl MOJHOIEHHOTO (uo-

PHUHOBOTO crycTka. KpuTnueckoe KOIMYecTBO aKTUB-

Horo (pakropa 1Xa, KoTOpoe HEOOXOAMMO IS OCTa-

HOBKHM KPOBOTEUECHHsI, 00pa3yeTcs MO/ BIUSHAEM

daxropa Xla. ITokazano, uto ¢.X| cBs3bIBaeTCs C

GPlba tpoMOOIIUTOB ¥ aKTUBUpPYETCsS 00pa30BaB-

HIAMCST TPOMOMHOM. JTa TOJIOKUTEbHAsT 00paTHast

CBSI3b YCHJIMBACT KOATYJISIIMOHHBIN MOTCHIIUAT B

5000-10 000 pas.

OOpa3oBaHKe TCHA3HOTO KOMILIEKCA, COCTOSIIIIC-
ro u3 sH3uMa |Xa u kodakropa VI, Ha moBepx-
HOCTH TPOMOOIIMTOB TIPUBOJUT K aKTUBALUK (hak-
Topa X co CKopocThio, npeBbimaromeii B 50-100 pa3
aKTHBaIMIO (akTopa X MO BIUSHUEM KOMIUIEKCA
Td-¢.Vlla. Kpome Toro, hakTopsl B 3TOM KOMII-
JIEKCE OTHOCHUTENILHO 3allUIICHBI OT MHAKTUBAIIUH.
Bcrenctre storo mporiecca oOpasyercsi 3HaYUTeb-
HOE KOJIMYECTBO TPOMOWHA, KOTOPOTO JIOCTATOYHO
U151 POPMHUPOBAHUSI TEMOCTATUYECKOTO TPOMOA.

OpHoBpeMeHHO ¢ (UOPUHOTEHOM TPOMOWH aK-
tuBupyet daxrop Xl (hubpuH-cTabumM3upyromit
daktop). TlapamienbHO TPOMOUH AKTHBHPYET TPOM-
OWH-aKTUBUPYEMBI MHTUOUTOp (PuOpUHOIHM3A
(TAFI), xoTOpBIii TOPMO3HT pa3BUTHE (HHOPUHOIIH3A
U TI03BOJISIET C(HOPMHUPOBATHCS IUIOTHOMY TI'e€MO-
CTaTUYECKOMY TPOMOY, JIOCTATOYHOMY JJIsl HAJICHK-
HOIM OCTAaHOBKM KPOBOTEUCHHS W Pa3BHTHS perapa-
THUBHBIX PEAKIMI COCYIUCTOMN CTeHKH. Takum oOpa-
30M, B 30HE TIOBPSKICHHST BOSHUKAIOT YCIIOBUS JIJISI
(opMUpOBaHKS U CTAOMIM3AIMK aJICKBATHOTO TEMO-
CTaTHYECKOTO TPOMOA.

B HOpMaITbHBIX YCITOBHSIX TIPOLIECC PA3BUTHS TPOM-
0a orpaHMuUMBaETCs HECKOJIbKUMH MEXaHH3MaMH:

* TpomOMH B TOKE KPOBH HHTHOUPYETCS aHTH
TpomOuHOM I11.

*  Ha vHTaKTHBIX SHIOTENTHATIBHBIX KIETKAX TPOM
OuH CBs3bIBacTCS ¢ TpoMOoMoayHOM (TM), ipr
9TOM TPOMOHH TepsIET CBOU KOATYJISIIUOHHBIC
CBOMCTBA M OJTHOBPEMEHHO IPHOOPETaeT Criocod
HOCTh aKTUBHUPOBATh aHTUKOATYJISTHT TpoTerH C.

e DHJOTENUATIbHBIC KJICTKU YCUIIUBAIOT HHAKTH
BAIIMIO KOATYJSIIIMOHHBIX (DAKTOPOB aHTUTPOM-



COBpeMeHHaFI TEeopunAa cBepTbiBaHUA KPOBU

6unom u TFPI, mpeumyriiecTBeHHO 3a cyUeT Ha-

JIMYMST Ha CBOEH TOBEPXHOCTH T€MapUHOIIOI00-

HBIX [IMKO3aMUHOTJIMKAHOB.

* [lo Mepe ynaneHust OT MeCTa HOBPEKICHUS CHH-
’KAeTCsl MPOKOATYJISTHTHBIN CTUMYJ U BO3pacTa-
€T aHTUKOATr'YJSIHTHBIA. B 30HE HETIOBpEXICHHO-
O SHAOTENHS OH IMpeoOIaaeT U OrpaHUINBACT
POCT crycTKa.

[lapasuienbHO ¢ pa3sBUTHEM pEaKLUN KOaryiis-
UM aJI'e3MPOBAHHbBIC aKTUBUPOBAHHBIE TPOMOOIIH-
TBI BBIOPACHIBAIOT COJIEPKUMOE CBOUX rpaHyit. Cren-
CTBHEM 3TOT'0 SIBIISIETCS MECTHOE HApacTaHHE KOHIICH-
TpalMy MPOKOATYJITHTOB, B MEPBYIO ouepenb (ak-
topoB V, X, VWF, ¢ubpunorena. TpomGormrap-
Hblid QakTop 4 (TD4) nokarbHO MHTMOUpYET rena-
pUH U renapaHcyibgarsl, YCUIIMBAs MPOLECC CBEpP-
ThIBaHUs KpoBH. [locTynaromme B KpOBb CTUMYJIS-
TOpPBI arperaluy TPOMOOLIUTOB aKTUBHPYIOT U pe-
KPYTHUPYIOT U3 TOKa KPOBH HOBBIE TPOMOOLIHUTHI.

[TonmHOIEHHBII TeMOCTATUYECKH TPOMO (op-
mupyercs yepe3 10-15 munyT nocne Havyana mou-
Mepmsaimu (pubprHa 3a cuer crabunmmsaimy Guopu-
HoBoro ckernera ¢. X111 u perpakuun.

AxrtuBanus GUOPUHOIN3A, BHIUMO, MPOUCXO-
JIAT B TIEPBBIE CEKYH/IbI MOBpEXIeHUS cocyna. OmHa-
KO HapacTaHue mporiecca GpuOpuHOIN3a B 00JIaCTH
(dbopMHpOBaHHS CTyCTKa MPOUCXOIUT MeEJJICHHEE,
9YeM peaklMi CBEPTBIBAHUS, BCIEICTBHE «pabOTHD»
MHHOUTOPOB (PHOPHHOIM3A. ITO HEOOXOAUMO JUIs
3 PEKTUBHON OCTAaHOBKHM KPOBOTEUEHHUS U perapa-
MY TIOBPEXICHHBIX TKaHel. OHako Ha nepudepud,
B 00J1aCTH HETOBPEXKICHHOTO 3HIOTENHS, (hUOPUHO-
TIM3 3HAYUTENHbHO 00Jiee BBIPAKEH U OTPAaHHUYMBACT
pactipocTpanenue crycrka. [locreneHnHo, mo mepe pe-
Mapalyu COCYAUCTOM CTEHKH, MHTEHCUBHOCTH BO3-
JIEUCTBHS TIPOKOATYIITHTHBIX CTUMYJIOB CHHKAETCS
M HapacTaeT aKTUBHOCTh (PUOPHMHOIMTUYECKHX pPe-
aKIM{, YTO MPHUBOJUT B KOHEUHOM HTOTE K JIM3HUCY
CTyCTKa U BOCCTAHOBJICHHIO KPOBOTOKA B COCYJIE.

B mporecce pa3BuTHs OTBETHOM peakluy Ha
MOBPEXKICHUE COCYAUCTON CTEHKH SHAOTEIHNU U
TPOMOOIIMTHI BHIOPACHIBAIOT HE TOJBKO BEIIECTBA,
00J1aJa0IlKe TEMOCTATHIECKOH aKTHBHOCTBIO, HO U
CTUMYJIISITOPBI perapaliy, XeMOTAKCHYECKUE Belle-
cTBa U (paroruToB, UMMYHOMOIYJISITOPBI, YTO
o0ecrieurBaeT KOMIUIEKCHBIN OTBET Ha MOBPEXKICHHE.
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OCOBEHHOCTU ®U3UNO0NOoIrmm n UCCINEQOBAHUA TEMOCTA3A Y
NnnoaoB, HOBOPOXAEHHbLIX U AETEX PAHHEIO BO3PACTA

Cucrema remMocrasa, Kak U BC€ OCTaJIbHBIE CHUCTE-
MBI OpraHH3Ma, MpeTeprieBaeT N3MEHEHHS B MPOIEC-
ce pocTa W pa3BUTH 4enoBeka. K coxanenuro, Hamm
3HaHUS 00 OCOOEHHOCTSIX TeMocTasa IoAa U HOBO-
POXIEHHOTO Majbl IO CPaBHEHHUIO ¢ MH(opManuei o
reMocTase JeTel mocjie roja u B3pocisix. s aToro
€CTh HECKOJIBKO NPUYHH: 60-1€PEbIX, OLIEHKA TeMoCc-
Ta3a C MCIOJIb30BAaHUEM BO3PACTHBIX pedepeHTHBIX
WHTEpPBAJIOB B paHHEM BO3pacTe 3aTpylHEHa, Io-
CKOJIBKY OH TIpeTepIieBaeT OBICTPbIE KOJHMUECTBEHHBIE
W KayeCTBCHHBIE M3MEHEHHS, 80-6MOPbIX, UMEIOTCS
3HAUYNTEIbHBIE TEXHUYECKHE TPYyIHOCTH cOopa o0pas3-
LOB KPOBH; -mMpembux, BOSMOXKHO B3ATHE JIUIIb He-
OONBIIOr0 KOJUYECTBAa KPOBH, CIIENOBATENLHO, HEOO-
XOJMMO HCIOJB30BAHHE MUKPOMETOMOB; §-uemeep-
mbix, 3HAUYNTENbHAsT BapuaOenbHOCTh KOHLIEHTPALUH
Pa3IUYHBIX MJIa3MaTHYECKUX KOMIIOHEHTOB TPeOyeT
Habopa OonbmINX pedepeHTHBIX TPYMI MalEHTOB
OJTHOTO BO3pacra, 4TO yCyryomusercs ObicTpbiMH (B
TEYCHUE HECKOJBKUX YacoB M JIHEH) KOJIMYECTBEH-
HBIMH W3MEHEHUSMH KOHIEHTPAluu M aKTHBHOCTH
KOMIIOHEHTOB T€MOCTa3a B 3TOM BO3pacTe.

I'emocTa3 mioxa aganTUpoOBaH K YCIOBUSM BHYT-
pUYTpOOHOTO cTaTyca U poIOBOMY cTpeccy. B Tede-
HUE MEepPBOro MOJYToAUs )KU3HHU COCTOSIHHE reMocC-
Ta3a M3MEHSETCS COOTBETCTBEHHO H3MEHHMBIIMMCS
YCJIOBUSAM CYIIECTBOBAaHMS U K 6 MecsmaM COOTBET-
CTBYET CTaTycy 3peyioro opranusma. [1ockonbKy re-
MOCTa3 JeTell paHHero BO3pacTa OTIMYAETCs OT Ta-
KOBOT'O y B3pPOCIBIX, HApYIIEHUS FeMOoCTa3a B 3TOM
BO3pacTe TakkKe UMEIOT cBou ocoOeHHocTH. Kpome
TOT0, KOPpEKIUs HapyLICHUH reMocras3a y miofoB
U nerei 1o 6 mecsieB 4acTo TpeOyeT OTIWYHOIO
MoAX0Aa.

Baxneiimen kiunuueckou 0cob6eHHOCMbI0 COCTO-
SHHUSI TEMOCTa3a IJI0JI0B, HOBOPOXKACHHBIX U JIETEH
MEPBBIX MECSIEB )XKU3HU SIBIISIETCS TEHAEHUHUS K 0o-
jiee JIETKOMY BO3HMKHOBEHHMIO Pa3HOHAIPaBIICHHBIX
HapylIEHUH 110 CPaBHEHUIO C JAETBMH CTapILlero BO3-
pacrta u B3pociusiMu. UYem mianiie pedeHok, ueM 0o-
Jiee He3penblM OH POIWIICS, TEM BBILIE Y HEro PHCK
pa3BUTUSA TPOMOOTHUYECKUX U TEMOPPAarH4ecKux Oc-
JOKHEHUH.

Tpomboyumsl

Pa3mep, komnyecTBO M BpeMs KU3HU TPOMOOIIH-
TOB B KpOBH Yy TI00B crapine 30 Hemenb recTallid |
HOBOPOX/ICHHBIX JIOCTOBEPHO HE OTIMYAIOTCS OT HOPM
B3poCIbIX Moell. KomnuecTBo TpOMOOIIUTOB Y TLTO-
noB ot 18-i1 no 30-i1 Hemenu recralid OTHOCUTEIBHO
HUXe, 4YeM Yy B3pocibiX. CTpyKTypa TPOMOOIIUTOB W3
ITyTIOBUHHON KPOBHU O] JIEKTPOHHBIM MHUKPOCKOIIOM
HE OTIIMYAETCS OT CTPYKTYPHI TPOMOOIIMTOB B3POCIBIX
moneil. OnHako KoHLeHTpalus ceporonrHa u AJID B
TJIOTHBIX TpaHyiax coctaBiseT meHee 50% ot B3poc-
ot HopMBbL. Taxke Ha MeMOpaHax TPOMOOITUTOB W3
nynoBuHHOW KpoBu koHieHTpamus GPlIb-111a cymie-
CcTBEHHO HWXke B ommmune ot GPIb u P-cenextuna, xo-
TOpbIE MPEACTABICHBI KHOPMATBHBIMY» KOJIHMYECTBOM.

KoHneHTpanus 1 OTHOCHTEIBHOE COJIEpIKAHME
AKTHUBHBIX BEICOKOMOJEKYISIPHBIX MYIbTHMEPOB

dakropa Bumieopanna (VWF) B mymoBuHHO#N KpoO-
BU BBIIIIE, YEM B KPOBH JETEH CTapliero Bo3pacra u
B3POCJIBIX, @ AKTUBHOCTh METAJUIONPOTEA3, PeryLH-
pyromux BolcokoMmoiekysapHbiii VWF, Huxe. Co-
craB VWF B nynoBHHHOH KPOBH CXOZEH C COCTa-
BoM VWF B mynie XpaHeHHs 3HAOTENHs. DTa 0CO-
OEHHOCTh, BUANMO, SBJISETCS NMPUYUHON IMOJIOKH-
TEIBHOTO TECTa arperaudu TPOMOOIUTOB U3 MYIO-
BHHHOW KPOBHU C MaJbIMH J03aMH PUCTOLIETUHA U
BHOCHUT BKJIaJ B YKOPOUEHHOE BPEMsI KPOBOTCUCHHS
Y HOBOPOXXEHHBIX.

Baxueimmii ans arperanuu TpOMOOIIMTOB pe-
nentop GPIIb-111a mosiBisiercst Ha MmeMOpaHe Ha paH-
HUX Cpokax recraguu. @UOpHHOTEH MPUCYTCTBYET
B JIOCTaTOYHOM KOHLIEHTPALMH BO BCE CPOKH recTa-
nuu. OIHAKO afpeHalnH-UHAYLHPOBaHHAs arpera-
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LU B LEJIOM CHI)KEHA OTHOCHUTENBHO B3POCIBIX HOPM
M3-3a MEHBIIEH IOCTYMHOCTH O-aApEHEPrHYeCcKHUX
peuenTopoB. Arperanus TPOMOOLIUTOB MyIMOBUHHON
KpoBH, HHAyHupoBaHHass AJI®, xomigareHoM, TpOM-
OMHOM M apaxUJOHOBOH KUCIOTOH, BApbUPYET, HO
B TO K€ BpeMsI UMeeTcsl TeHACHIHS K 0ojiee HU3KUM
MOKa3aTeIsIM OTHOCUTEIBHO HOPM B3pOCIBIX JOACH.
K koHIly 2-X CYTOK JKM3HH Y 31OPOBBIX HOBOPOXKIECH-
HBIX arperanusi TpoMOouuToB ¢ AP yxe He OTIIU-
YaeTcst OT TaKOBOH y B3pocibix. VccnenoBanust ¢pyH-
KIIUM TPOMOOLMTOB HOBOPOXKIEHHBIX B I EJNbHON
KPOBHM METOAOM NPOTOYHON IIUTOMETPUHU MOKA3ZAIH
CHI)KEHHYIO pEakLHI0 Ha TPOMOWH, KOMOMHALIUIO
AJ1® u sniuHedpuHa U aHamor TpoMOOKcaHa A,.
Hakowner, perpakius KpoBSIHOrO CrycTKa y IUIO-
JIOB ¥ HOBOPOXKJIEHHBIX TaKas ke, KaK y B3pOCIBIX.
Bpemsa kpoBoTeueHHUs, BO3MOXKHO, JIYUIIUH B
HacTodAIlee BpeMs TECT, OTpakalolUH B3aUMOACH-
CTBUE TPOMOOLMTOB M COCYIUCTOH CTEHKH IN Vivo.
Hccnenosanue 3Toro Tecta y HOBOPOKJECHHBIX MO-
Ka3aJio B 1IeJIoM 0oJiee KOPOTKOE BpeMs.
HccnenoBanue akTUBHOCTU TPOMOOIIUTOB C HC-
MOJIB30BaHUEM AnHaMu4eckoro arperomerpa PFA-100,
TpeOylomero o4eHb MajJeHbKOE KOJTHIECTBO KPOBH,

UJealbHO NI HOBOPOXKJAEHHBIX M TPYAHBIX JETEH.
Pe3ynbraThl 3TOrO McciaenoBaHus y 340POBBIX HOBO-
POXKIECHHBIX HE OTIMYAIOTCS OT TAKOBBIX Y B3POCIBIX
JIIOAEH.

[Ipn uccnenoBaHUM COCMOSAHUS MPOMOOYUMAPHO-
20 38eHa 6 npoyecce po0og ObUH TIOTyUYEHbI YOenuTeb-
HBIE JJOKA3aTeIbCTBA €r0 aKTHBALUH. YPOBEHb TPOM-
OokcaHa A, B-TpomMOorio0ynuHa 1 TPOMOOLMTAPHO-TO
¢axropa 4 ObLT MOBBIIEH, COAEPKAHUE TPAHYN CHH-
’KEHO, a JIOCTYIHOCTb PELIENTOPOB SMUHEPPHHA YMEHb-
IIEHA M3-32 UX 3arpy:KEHHOCTH aroHucTamu. Buanumo, B
ponax uMmeeTcsi MHOro(aKTOpHbIA MEXaHU3M aKTUBALMU
TPOMOOLIMTOB, BKIIIOYAIOIIMI TeMIIepaTypHble Koieba-
HUSI, TUIIOKCUIO, alU03, aApEHEPruYecKyl0 CTUMYJIS-
LU0, TPOMOOTEHHBIN 3((EKT aMHUOTHYECKON KUKO-
CTH. AKTHBALUS KOAryJsUOHHON CHCTEMBI PUBOIUT
K IIapaZioKCaIbHBIM U3MEHEHHUSIM B TECTaxX: ¢ OAHOM CTO-
POHBI, BBISBIISCTCS YIUIMHEHNE BPEMEHH CBEPTHIBAHUS
B OIHOCTAAMHHOM HCCIEIOBAaHMH, C APYTOil CTOPOHBI,
BpeMsl CBEPTHIBaHMs LEJBHON KPOBH, MCCIEIOBAHHOE
Pa3InYHBIMH METOAAMH, YKOPOUYEHO 110 CPaBHEHUIO C
HOPMOM B3pOCIBIX Jfoziel. Bee 3T naHHBIE CBUACTENB-
CTBYIOT, YTO aKTHBAaLUs T€MOCTa3a B Polax HOCUT Or-
PaHUYCHHBIA U CTPOTO PEryJnpyeMblil XapakTep.

AHMuKoazynsaHmHbIe cgolicmea cocyoucmoui CmMeHKU

HccnenoBanne oOMeHa MOMHMHEHACHIICHHBIX KHP-
HBIX KHCJIOT BBISIBUJIO M30BITOK CHHTE3a IMPOCTALUKIHI-
Ha COCyJaMH IyIIOBUHBI OTHOCHTENIBHO COCYZOB B3pOC-
nb1x. Okenz a30Ta, BeIpadaThIBAEMBbI COCYIUCTOM CTEH-
KOH, urpaet OOJBIIYIO POib B (JOPMUPOBAHUN HOPMAaIIb-
HOT'O COCYJIICTOIO TOHYCA B JIETKUX IO U HOBOPOXK-
JICHHOTO, OH MOIYJHpPYeT (HU3HOJIOrHYECKHE U3MEHEHNS
COCYANCTOH PE3UCTEHTHOCTH B IIPOLIECCE POJIOB.

HUccnenoBanus moxasanu, 4TO NYNOBHUHHAs
KPOBb T€HEPHUPYET MEHbLIEe TPOMONHA B MIPUCYTCTBUU
SHAOTENUOLUTOB IMYNOBUHBI. BepoaTHo, 3TO cBuae-
TENbCTBYET 00 aKTMBAlMM MHTMOUTOPOB CBEPTHIBA-
HUS KpoBH, B nepByto ouepenb ATII, knerkamu 3H-
JOTEJINS IYTTOBUHBI.

KoazynsiyuoHHoe 38eHO eemMocma3sa

benku crcrembl reMocTa3a He IPOHUKAIOT Ye-
pe3 IUTalleHTapHbINH Oaphep, OHM CHHTE3UPYIOTCS
opranu3moM 1mioga de novo. Koumenrparust 6071b-
[MIMHCTBA IUIA3MEHHBIX OEIKOB I'eMOCTa3a CTaHO-
BUTCs u3MepsieMoi mociie 10 Henenp recraiuu u
MOCTETICHHO TMOBBIMIAETCS O MEPE CO3PEBAHUS
miona. B nmpunoxxennu, B Tabn. 1-8 mpuBemeHbI
PE3yJIbTAaThl MCCIICJIOBAHKS aKTUBHOCTH OCJIKOB
reMocCTa3a U TECTOB, OJTYYCHHBIX Y TUIOJ0B pa3-

HOTO BO3pacTa B 3aBUCUMOCTH OT CPOKOB I'eCTa-
MY, HEAOHOUIEHHBIX M JIOHOIICHHBIX HOBOPOX-
JICHHBIX, MJIQJICHIIEB M JETEH pa3HOTO BO3pacTa.
OTU pe3ynbTaThl C OCTOPOKHOCTHIO MOMXKHO HC-
M0JIb30BaTh IPH OIICHKE reMOCcTa3a HeIOHOIICH-
HBIX HOBOPOKJIEHHBIX. KOppeKTHBIE MoKa3arenu
reMocTa3a HEJIOHOIIEHHBIX HOBOPOXKICHHBIX MaJIo-
JIOCTYTIHBI, TIOCKOJIbKY TOYTH BCE HEIOHOIICHHBIE
UMEIOT Pa3INYHYIO MMaTOJIOTHIO.
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Koaeynayuonnvie 6enxu. AKTUBHOCT BUTAMHUH-
K-3aBucumeix ¢akropos, ¢akropa Xl u paxropos
KOHTAKTHOM CHCTEMBI Y TUIOJIOB M HOBOPO>K/ICHHBIX
7ereid Gosiee HU3Kasl, YeM Y B3POCIBIX M ITOCTEIIEHHO
TIOBBIILIACTCS, TOXOAS JI0 B3pOCIIOi HOPMBI K 6 Mecst-
naM. CrieicTBHEM 3TOro SBISIETCs Oosee JUIMHHOE
AUYTB. Ilna3mennsiii yposenb VWF u ¢. X111 y Ho-
BOPO>KJICHHBIX aHAJIOTMYEH B3POCIIBIM HOpMaM. Y IIIo-
na aktuBHOCTH G.Vu ¢.VIII cHwkena Ha paHHHX Cpo-
KaX T'eCTalluy U MOBBIIIAETCS IO HOPMBI B3pOCIIOTO
YeJI0BEKa KO BPEMEHH POXKICHUS.

Demanvhas gopma benxos koazynayuu. Hexkoto-
poie koaryssimonnsie oenku (. X1, ¢.VII, npexai-
JMKpenH, (GUOPUHOTEH) UMEIOT (PeTATbHYIO (OpMYy.
Oco0eHHOCTBIO (eTarbHOro (pubprHOreHa sBIseT-
Csl TIOBBIIIEHHOE OTHOCHUTEJIBHO 3pesioii (opMsl co-
JiepKaHne cuaioBoi KucnoTel. KoHreHTpauus ¢puo-
PHHOT€HA Y TUIO/IOB 3HAYUTEILHO HIDKE, YeM Y B3pOC-
JBIX U TIOCTENEHHO MoBkIIIaercs. Poxxnarores 310-
POBBIE JIeTH C ypoBHEM (hpuOpHHOTeHa, OMU3KUM K
B3pOCIIBIM HOPMaM, OIHAKO OH MO’KET HOBBIIIATHCS
B T€UECHHE MEPBOI1 HEIEH KU3HH.

I'eneparust TpOMOMHA y TUIOAOB U HOBOPOXKICH-
HBIX 3aMeJUIeHa U CHIDKEHA, YTO HAIPSMYIO CBSI3aHO
C KOHIIEHTpaIeil mpoTpoMOMHa U IPYTUX MPOKoa-
T'YJSIHTOB.

Tpsimvle uneubumopwr mpomouna. Y13 Tpex Bax-
HeWmux nHruoutopoB Tpombuna - ATIII, kodak-
Topa renapusa |, ap-MakpornoOyimHa - nociaeaHui
UrpaeT OOJIBIIYIO POJIb Y HOBOPOXKACHHBIX, YEM Y
B3pOCJIBIX, TaK KaK KOHLEHTPALMs APYrMX WHIHOU-
TOPOB OTHOCHTENILHO CHIDKEHA.

[Tomumo 3TOTO, B IMyNOBUHHOW KPOBU HAXOJST
UPKYTHPYIOIIUI aHTUKOATYJSHT, aHAIOTHYHBIN
IJIMKO3aMHUHOTJIMKaHaM JiepMaTaHcynbdarta, - ge-
manvHelli aumuxoacyisinm. Ero KOHIEHTpalus B
ias3Me coctaisieT okoio 0,29 MKr/mi, MoJeKyssp-
Hast Macca - 150 k/la. Ecte MHeHue, 4To (peranbHbIif
AHTHUKOArYJIIHT TOTEHIMPYeT aKTMBHOCTb KO(AKTO-
pa remapusa [1. Bummmo, oH noctynaeT B KpoBb ILIO-
Jla U3 KpOBU Marepu U (WJIM) CUHTE3UPYEeTCs B IUIa-
HeHte. JJmTenbHOCTh IUPKYIALUK (PEeTaIbHOrO aH-
THKOAryJsIHTa B KPOBH HOBOPOXKJICHHOIO HEM3BECT-
Ha, O/IHAKO OH B TEUCHHE HEZeNIN 00OHAPYKUBACTCS B
KPOBH HEJIOHOLIEHHBIX JIETeH, OOJBHBIX pecuparop-
HBIM JTUCTPECC-CUHAPOMOM (y KOTOPBIX YacTo Ipu-
YUHOM MATOJIOTUH SBJISAETCSI HEAOPa3BUTUE CYphaK-
TaHTa). 3a UCKIIOUCHNUEM STHX OCOOSHHOCTEH, aKTHB-
HOCTh MHI'MOMPOBaHUS TPOMOUHA OcTaeTcs Oonee

HU3KOH y HOBOPOJK/IEHHBIX JIETEH 10 CPaBHEHUIO CO
B3pOCJIBIMHU.

Cucmema npomeunog C u S. Ilpu poxxaeHun
IUIa3MEeHHAasl KOHIEHTpalwst potenHa C 3Ha4YMTelb-
HO HIDKE, YeM Y B3pOCIIBIX, U OCTAETCS CHIYKEHHON B
TeYeHUE TEePBOro MOMyrous »ku3HU. KoHueHTparms
00IIIero NnpoTerHa S TOXKe CHIDKEHA, OJTHAKO (YHK-
[IMOHAIBHO 3TO NPAKTUYECKU HECYIIECTBEHHO, I10-
TOMY 4TO OOJIbIIIAS YaCTh MPOTEHHA S HAXOAUTCS B
cBoOOIHOM (opme. C4-cBsA3bIBAIOIIUI NPOTEUH Y
HOBOPOXKJICHHBIX HU3KW. [ImasMeHHas KOHIEHTpa-
U TPOMOOMO/TyJTMHA TIOBBIIIIEHA B PaHHEM JIETCTBE
Y TIOCTETICHHO CHIDKAETCS JI0 B3POCIIONH HOPMBI TIOC-
e necstu niet. OHAKO Pa3HUITBI B AKCIIPECCHUH TPOM-
OOMOJyTMHA Ha SHAOTEINH B 3aBUCUMOCTH OT BO3-
pacTa BbISIBIICHO HE ObLIIO.

OU3HOTIOTHYECKUE MEXaHU3MBbI, MOTEHIMATEHO
OOBSICHSIIOIIME PA3HUILY TIA3MEHHBIX KOHIICHTpAIUit
Pa3NMUYHBIX OETKOB reMOoCTa3a y IUI0JI0B U HOBOPOXK-
JICHHBIX, BKJIIOYAIOT CHIDKEHHYIO MPOIYKIIMIO U YC-
KOpeHue KiupeHca. MccnenoBanus mokasaiu YCKo-
PEHHBIN KIMpeHC (GUOpUHOTeHa Y HOBOPOXKICHHBIX
M0 CpaBHEHHUIO cO B3pocibiMu. [leproa momyBbiBe-
JICHUS] aHTUTPOMOMHA Y 3I0POBBIX HOBOPOKIEHHBIX
MeHblIe. Buaumo, yCKOpEeHHBIH B 11EIOM METaboi3M
HOBOPOXKJICHHBIX U JIETE paHHEro BO3pacTa BHOCUT
BKJIa]] B OTHOCHTEIILHO OBICTpOE BBIBEJICHUE KOary-
JISIIMOHHBIX OEJIKOB.

AKTHBAIMSI CUCTEMBI KOAryJsilud B MOMEHT
POXKIICHUST HE BIIeYeT 3a co00i 3HAYMMOTO TOTpeO-
JieHust (paKTOPOB CBEPTHIBAHUS KPOBU M HE SIBIISCTCS
MPUYMHON HU3KOW aKTMBHOCTH Psijia KOMIIOHEHTOB
reMocTasa, a mpe/ICTaBIsieT co00il KECTKO KOHTPO-
JMPYEMBbIi, OTpaHUUYEHHBIN TPOLIECC.

Cucmema gpudpuronuza. Y HOBOPOXK/ICHHBIX KOH-
HEHTpaIys I1a3MUHOTEHA M Op-aHTUILIa3MHUHA JI0C-
TOBEPHO HIDKE, YEM Yy B3POCTBIX, a 0p-MaKpOrIooy-
nvHa - BbIe. KoHIleHTpalys TKaHeBOTO aKTHBATO-
pa mnasmuHoreHa (t-PA) u MHrHOUTOpa aKTUBATO-
pa mrasmuHorena 1-ro tuma (PAI-1) y mioaoB cHu-
JKE€Ha, HO TIOCTIe POXK/ICHHS peOeHKa MPOUCXOIUT 3Ha-
YUTEIbHOE HapacTaHWe MX aKTUBHOCTH B KPOBH; Ha-
yuHast ¢ 1-X CYTOK H3HM UX KOHLIEHTPALMS I0CTO-
BEPHO MPEBBIIIAET HOPMY B3POCIBIX JIFOJIEH.

[TnasmuHOTEH, Kak ¥ (GUOPHHOTEH, UMEET (e-
TaIbHYIO (OpMY, TOUHEE 2 TITUKO(POPMEI, COAepIKa-
e OoJbliee KOJIMYECTBO MaHHO3bI U CHANOBOM
KUCIIOTHI. DH3UMAaTH4ecKas akTUBHOCTh (heTaIbHO-
rO MJIa3MUHOTEHA U €r0 CIIOCOOHOCTH CBSI3BIBATHCS
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¢ ¢pubpuHOM/PUOPUHOTEHOM HUKE, YEM Yy 3peioi
($OpMBL.

B nenom akTuBHOCTH (YUOPUHOTUTHYECKON CHC-
TEeMBI Y HOBOPOKACHHBIX MMEET pa3sHOHANpaBJICHHbIE
TEHJICHIIMU. YKOPOUEHHOE BpEMS JIM3Uca 3yrio0yinu-
HOBOTO CTYCTKa U MOBBILICHUE YPOBHS MPOAYKTOB

(1)1/16p1/1H0m/13a B IUIa3MC HOBOPOXKIACHHBIX NOKa3bIBa-
€T, UTO 3Ta CUCTCMa aKTUBUPYCTCA B poJax. B T0 xe
BpCMsA CIIOCOOHOCTH Ia3MEI TCHCPUPOBATH IJIA3MUH
B OTBCT Ha BOS,Z[CﬁCTBI/IC Pa3IMYHbIX aKTUBATOPOB
(1)I/I6pI/IHOJ'II/ISa CHHXKCHA, YTO ABJIACTCA CICACTBUCM
OTHOCHUTCIIbBHO HU3KOI'O YPOBHS IIJIA3MHUHOI'CHA.
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OCOBEHHOCTU ®U3NO0NOIrMn N UICCINIEAOBAHUA TEMOCTA3A Y
XEHLWWH NPU MEHCTPYALIUN U BEPEMEHHOCTHU

MeHcmpyaanb/e Kposome4yeHus

MeHcTpyanusi - (U3NOIOTHYECKOE MEPHOANIEC-

KOe KpOBOTeueHHE M3 MaTku. KpoBoTeuenuro mpeniie-

CTBYIOT U3MEHEHHUS COCYJOB MaTKH, KOTOPBIE CHaYasa

COKpaIaloTcsl, a 3aTeM paccialisaioTcs U TEM CaMbIM

o0ecrieunBaloT MEHCTpyaibHOe KpoBoTeyeHue. O0a 3Tn

npolecca KOHTPOIUPYIOTCA IpOCTariaHIuHaMH, KO-

TOpbIe 00pa3yIoTCsl B CIM3UCTON M MYCKYJIaType Mat-

ku. [lo kpaiineld Mepe, 2 MexaHn3Ma y4acTBYIOT B o0ec-

MEYEHUH MEHCTPYaJbHBIX KPOBOTEUCHHIA:

1 HWurubupoBanue arperanuu TpoOMOOIUTOB, KO
TOpoe o0ecreunBaeTcsl TEMH K€ IPOCTAarJIaH Ix
HaMH, KOTOpPbIE ONPECISIOT AUIATAHIO COCY
JIOB MaTKH.

2. Ycunenue pubpuHonuza. MeHcTpyanbHOE
KpPOBOTEUEHHE TIOAEPKMBAETCsl 00pa3oBaHUEM B
SHIOTENNATBHBIX KJIETKax OONBIIOro KOJIN4ecTBa
TKaHEBOT'0 aKTHBaTopa razmuHorena (t-PA), uto
COMPOBOXKAAETCS IPUMEPHO S-KPAaTHBIM YBEIH-

YEHUEM €ro COJEepKaHUsI B MEHCTPYaJbHOW KPO-

BH 110 CPaBHEHHIO C BEHO3HOH KpoBbio. Kpome

TOr0, B MEHCTPYaJbHOH KPOBU COAEpKaHUE MPO-

ypokuHasbl (SCU-PA) MoKeT OBITh MOBBIIICHO 710

50 pa3 1o cpaBHEHHUIO C BEHO3HOH KpoBbIO. boib-

1I0e KOJMYECTBO NPOYPOKHHA3bI MOAAEPKUBA-

ercs (akropoM Hekposa omyxonu-0. (PHO-w),

BBIpa0aTHIBAEMBIM 3HJIOMETPUAIBHBIMH KIIET-

kamu. @PHO-a ctumynupyer obpa3zoBanue SCU-

PA sHpoTennalbHBIMU KJIETKaMH COCYIOB

MAaTKU.

TkaHeBOH aKTHBATOP M YPOKHHA3a CTUMYJIUPY-
10T Mepexo] MJIa3MHUHOIeHa B IJIa3MUH, KOTOPBIi
3¢ dhexTHBHO pa3pymiaeT 00pa3yoNHics B MEHCTPY-
alIbHON KpoBU (puOpHH, mo3TOMY (PUOPHHOBBIN CTy-
cTok He popmupyercs. Ycunenne GuOpUHOIN3A TIPU
MEHCTPYallUH - BCErJa JOKaIbHBIH MPOLECC, Orpa-
HUYEHHBIA MpeaenaMu MaTKU.

UN3meHeHUs1 eemocma3sa rnpu GepemeHHocmu

W3menenust mokasateneil CHCTEMbI reMocTasa Ha-
YMHAIOT PETUCTPUPOBATH HE PaHBILE, Y€M CO 2-TO Me-
csifa OepeMEeHHOCTH, 3aTeM M3MEHEHHUs MPOrPECCUBHO
YBEJIMYHUBAIOTCA BILIOTH 0 PoAoB. CKPUHUHTOBBIE Te-
ctol 11T, AYTB u nokasarenu ¢pubpuHonm3a ykasbl-
BalOT HA Pa3BUTHE THUIEPKOATYJSILMHA U TUNohuOpu-
Honm3a. OTaenpHbIE (PAKTOPBI FeMOCTa3a Yalle BCEro
MEHSIOTCS CISIYIOLUIMM 00pa3oM:

* KoHnuentpanus ¢pubpuHOreHa u coaepxxaHue
¢.VIl u ¢.VIII yBennuusatorcs. [lpuuem ams
¢.YII umeer MecTO NPONOPLUUOHATBHOE MOBBI
HIeHHEe KaK aKTUBHOCTH, TaK U COAEPKaHUS
(VII:C u VII:Ag), toraa xak ¢.VIII Henpomop
LMOHAJIBHO MOBBIIIAETCS IO OTHOLICHUIO K KOM
mrekcy ¢.VII- vVWF.

*  Hmeer MecTO HEKOTOPOE MOBHIIEHNE (HaKTOPOB
IX, X u nporpomOuHa.

*  Coaepxanue (. X1l nmeeT TeHASHIUIO K CHU
JKEHHIO.

*  OOHapy>XUBaIOT yMEHbIICHHE CBOOOLHOI'O PO
TEUHa S, 4TO CBsA3BIBaeTcs C yBenuueHuem C4-
CBSI3BIBAIOLIETO OelKa.

*  BBICOKOYYBCTBUTENBHBIMH METOJIAMH PETHCTPH
pyeTrcs MOBBIIIEHNE AKTHBALIMOHHBIX MapKEPOB
npotpombOuHa - F1+2.

*  OOHapy:XuBaeTCs NOBBIILIEHUE arperauyu TPOM
OOLIUTOB.

HaunOonee 3HaYMTENbHBIM SIBISIETCS YTHETCHHE
¢ubpuHONMM3a BO 2-M U OCOOEHHO B 3-M TpUMeECTpe
O6epemenHocTH. [IprueM KoInM4ecTBO IIa3MHHOIEHA,
SHJOTE€HHBIX M 3K30I'€HHBIX aKTHUBaTOPOB (UOpHUHO-
JHM3a MMeeT TEHIEeHInIo K moBeimenuio (t-PA, u-PA,
¢. X1, mpexkaanuKpewH W BBICOKOMOJEKYISPHBIN
KHHUHOTEH). YTHETeHHUE K€ GUOpPHHOIN3a CBA3aHO
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C CYIIECTBEHHBIM YBEIUYCHHEM WHIHOUTOPOB: UHUOU-
mopa axmueamopa niasmunozena 1-co muna (PAI-1),
KOTOPBIl OCBOOOXKJAeTCSA M3 IHAOTECIHANBHBIX Kie-
TOK, U OCOOCHHO UHSUOUMOPA AKMUBAMOpa Niamu-
Hoeena 2-eo0 muna (PAIl-2), xoropslii HapabaThiBa-
erca iaueHtoil. Uurubuposanve ¢puOpuHonm3a npu
OEpeMEHHOCTH - OCHOBHAs MPUYMHA CIBHTA FeMO-
CTaTHYeCcKOro 0OajaHca K THIIEPKOAryJsuuu u ¢op-
MHUPOBAHUIO MPEATPOMOOTHUECKOTO COCTOSHUS.

Kunnun4yecknii mpumep 1

[Tarmuentka 20 ner. bepemennocTs 32 Hemenu.
be3 ocioxHEHUH.

Koazynonoeuuecrxoe obcnedosanue: AYTB 31 ¢
(HOpMa &I B3pOCIBIX, MPUHSTAS IS OOIIEH MmoIy-
JSIMY B JaHHOW mabopatopuu, - 35-45 ¢), TIT 100%,
TB 26 ¢ (Hopma 28-30 c), pubpunoren 4,8 /i (Hop-

[locne ponoB Bce MmokaszaTeny reMocrasa BO3Bpa-
LIAI0TCS K HOpME IPUMEPHO 32 6 Hemenb.

I'unepkoarynsiust mpu OepeMeHHOCTH - (U3HO-
JOTUYECKOE COCTOSHHE, KOTOpoe obecreunBaer 3¢-
(EKTUBHYIO MMIIAHTALUIO SIMLIEKIETKH, aJIeKBaTHOE
COEIMHEHUE TIIALEHTHl ¢ MaTKOW U OCTAHOBKY KpO-
BOTEUYEHHUSI BO BpeMs ponoB. OgHaKO HEOOXOOUMO
YYHUTBIBaTh, YTO NpU OEPEMEHHOCTHU IMOBBIMIEH PUCK
BEHO3HBIX TPOMOO30B U SMOOJIUH JIETOUHBIX apTEPHA.

Ma 2-4 r/n), PKOM 7,5 mr/nn (Hopma 1o 4 mr/mn),
JU3KC dYrino0yauHoBol ¢pakuun 220 Mmun (Hopma
140-240 mun). Arperanus tpombonutoB ¢ AJlD
(2,5 mxmonn/n): crenens 72%, ckopoctb 40%>/muH,
Bpewms 7'25", onnodaznas, HeoOpaTuMasi.

3aknouenue: xoarynorpaMma COOTBETCTBYET
CPOKY OEpEMEHHOCTH.
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OBECMNEYEHUE OUATHOCTUKN HAPYLULEHUUN TEMOCTASA B

Obwwme noaxoawl

HccnenoBanue HapyleHUN remocrasa IpoBO-
JIUTCS B HECKOJIBKO 3TAIlOB.

Ilepen mpoBeneHreM 1abOPATOPHOTO HMCCIE0-
BaHMs coOupaeTcst anamHes. Bo-niepBbIX, HE00X0 M-
MO BBISICHUTh HAIMUKE KIMHUYECKUX MPU3HAKOB I'e-
MOpPPAaruyeckoro MM TPOMOOTHUYECKOTo 3a0oJieBa-
HUS y MalMeHTa. Bo-BTopbIX, TpeOyeTcst OnpeeiTh
HAJIMYME TAaKUX MPU3HAKOB y WICHOB ceMbu. Pac-
CIIPOC O CeMEHHBIX 3a00JIEBaHUX - OUCHb BaXKHBIH
Tarl, TaKk KaKk MHOTHE HapyLIeHHUs T'eMOCTa3a Hace-
nytotcs. [Ipu c6ope aHamHe3a HEOOX0MMO 0Opa-
I1aTh BHUMaHKE Ha TO, UMEIOTCS JIM IPU3HAKU BPOXK-
JIEHHOTO HApYILIEHUsI TeMOCTa3a Wik 3TO nproOpe-
TeHHOe cocTosiHue. [Ipu HamMuMK NMpPHU3HAKOB MPHU-
OOpETEeHHOTO HapyILIeHUs] reMocTa3a HeoOX0auMO
YUYHUTBIBATH COITYTCTBYIOIIME 3a00JICBaHUSI M CHMII-
TOMBI, a TAKXKE MPUMEHSEMbIC MAIIMEHTOM MEHKa-
MEHTO3HBIE MpenapaThl, KOTOPbIE MOTJIM MOBIHATH
Ha TeMOCTa3.

OnHako JaHHBIE aHAMHE3a SIBIISIOTCS CyObeK-
TUBHOH MH(OpMaIMel U He BCeraa MoMOraroT B yc-
TaHOBKE NMPaBUJILHOTO JuarHosa. Kinandeckoe 00-
CIIETIOBAHUE TAIMEHTA BBISBILSIET PSfl PU3HAKOB Ha-
PYILLIEHUs] TeMOCTa3a - MEeTeXUH, CUHSIYKU Ha KOXe,
KPOBOM3JIMSHUS B CIM3UCThIE OOOJIOYKH, MPH3HAKH
BEHO3HOTO 3aCTOS WM apTepuaibHONW He0CTaTou-
HocTH U Jp. HeoOxoaumocTts cOopa aHamHe3a U oc-
MOTpa Tepesl HayaioM JlabopaTopHOro oocinenoBa-
HUS BKHA €I1Ie U TIOTOMY, YTO TPOBEIICHUE BCEX BO3-
MO>KHBIX TE€CTOB OLIEHKH COCTOSIHUSI CUCTEMBI T'eMO-
CcTaza - 4pe3BbIYaiiHO oporocTosiiee 3ansaTue. Kpo-
Me TOro, B HAacCTOsIee BpeMsl HET J1abopaTOpHbIX Te-
CTOB, MO3BOJIIOUIMX JOCKOHAJIBHO OXapaKTepH30-
BaTh BCE 3BEHbsI CHCTEMBI remocrasza. [losromy Ha
NpeBapUTEIbHOM 3Tare HeoOXOMMO BBIOpaTh pa-
[IMOHATBHYIO MAJUTPY TECTOB, Haubojee COOTBET-
CTBYIOIIYIO KJIMHHYECKON KapTHHE HapYIICHUU Y
JTAHHOTO TAIHEHTA.

Ha crniemyromem stamne pekoMeHayeTcs IpoBec-
TH HEKOTOPOE KOJMYECTBO CKPUHUHTOBBIX TECTOB,
KOTOpPBIE TO3BOJIST OMPEACTUTh HAMPAaBICHHOCTD
HapymieHus. Y muis Ha cremyromeM dTamne paruo-
HAJIBHO BBINIOIHUTH COOTBETCTBYIOIINE TAHHBIM KIIU-
HUYECKOW KapTUHBI U CKPUHUHTOBBIX TECTOB aHAIU-
3bl, CIIOCOOHBIE BBISIBUTH KOHKPETHBIC HAPYIICHUS
reMocrasa y MalyeHra.

BaxHo moHMMATh, YTO MPUMEHSEMbIE TECThI
JIOJDKHBI OBITh HH(OPMATUBHBIMU, TO €CTh 00JIaaTh
BBICOKOW UYBCTBUTEIILHOCTBIO TI0 BBISBICHUIO M1ATO-
JIOTUU U JIOCTaTOYHOU crelm(prUHOCThIO. B mobom
ClIydae JIydille MCIOJIb30BaTh HECKOJIBKO TECTOB,
9YeM HCKaTh OJIMH Ja)Ke caMblil Ce(UIHBINA TECT,
TaK Kak camMa KOMOUHAIIHSI JaeT JOMOJHUTEIbHYIO
Y 3a4acTyl0 pelIarollyro HHpopMarHoo. 310 00bsc-
HSETCS TeM, UTO MPAKTUYECKH BCE DIIEMEHTHI CHUCTe-
MBI TeMOCTa3a B TOM WM MHOM CTENEHH CBSI3aHBI,
W3MEHEHHE B OJJHOM 3JIEMEHTE 3aTparuBaeT u Jpy-
rue ero 3BeHbs. [103ToMy BO BCex ciydasix MpH Ha-
3HAYEHUU U MPOBEJCHUU PACIIMPEHHOW Koary-
JIOrpaMMbI HEOOXOIUM TECHBI KOHTAKT C JICHaI[|M
BpavuoOM M, MOXKET ObITh, COBMECTHOE C HMUM Ha3Ha-
YeHHE MEePeyHsl JOPOTUX M PEIKUX, HO 000CHOBAH-
HBIX UCCIIEIOBAHNM.

Tak kak 1a00OpaTOPHOE HCCIIEIOBAHKE TeMOCTa-
32 MOKET OBITh JIOCTATOYHO JIOPOTHM, CICAYET J0-
Ka3bIBaTh a[MHUHUCTPALINH, YTO JICUCHUE OOJBHBIX
¢ TpoMOO3aMH M TIATOJIOTHYSCKUMH KPOBOTCUCHUSI-
MH 3HAYHTEILHO JOPOXKeE, YeM JIHoObIe Jadoparop-
HbIC HCCIICJIOBAaHUS. A 3aTparhl Ha MIPHOOPETCHUE
KAUECTBCHHBIX PEAKTHBOB M OOOPYIOBAHUs OKyIIa-
IOTCSI UCKJIIOUEHUEM TIOBTOPHBIX HMCCIICIOBAHUN U
MPOBE/ICHUEM aJICKBaTHOM, 3(P(HEKTUBHOM M KOHTPO-
JIMPYEMOI Teparuu.

[ToMHMO KOArysojJoru4eckux TECTOB, TIPH HC-
CIICIOBAaHUM HAPYIICHUI TeMocTa3a OOJIBIIYIO TI0-
MOIIIb OKa3bIBAIOT JJA0OOPATOPHBIE TECTHI OOILEr0
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HaszHadeHusa. OHU MOTYT yKa3aTh Ha 3a0oleBaHUA
MEYeHH MM MOYEK, KOTOPble HMMEIOT 3HaUYCHUE IS
cUHTe3a U KaTabommu3ma QaxTopoB remocrasa. Omy-
XO0JIb C MEeTacTa3aMu CIOCOOHA CTaTh MPUYMHOU
Tpombo3a. JlekapcTBEeHHBIE MpenapaTsl MOTYT BbI-
3BIBATh KPOBOTEUCHHMS], @ B HEKOTOPBIX CIydYasx Ie-
PEAO3UPOBKA MPSAMBIX M HENPAMBIX aHTUKOATYJIsH-
TOB, HA000POT, MPUBOAUT K TPOMOOPUITHH.

Baxnyro uHpopManuio o NpuIMHax pa3BUBAIO-
mUXCs TPOMOO30B U KPOBOTEUEHUH MOTYT OaTh Ta-
Kue JabopaTopHble HCCIeAOBaHus, KaK OOLINiA aHa-
JIU3 KPOBH, ONpENEIeHHE TOMOLMCTENHA, BUTaMH-
HOB, TOPMOHOB, Hajnu4ue ayTtoanturen. g mamu-
CHTOB, JICUCHHBIX MpenapaTaMu KpOBH, HEOOXOaHU-
MO IPOBOJUTH TECTHI HA BUPYCOHOCHUTEIHCTBO.

lNpeaHanumu4yeckul amari

Bssmue kposu

Cy1miecTBEHHOE 3HaUECHUE UMEET, Ha Kakoi Kpo-
BH BBINIONHAETCS TOT MJIM MHOM TECT. Ha IENbHOMH,
CTAOMIM3UPOBAaHHONW KamMUIISIPHOW MIIM Ha IIa3Me
BEHO3HOI KpOBH.

KanunnsipHas Kpoeb

KanunnspHas KpoBb Kak JUarHOCTUYECKHH Ma-
TepyaJl UMEET OrpaHUYEHHOE 3HaueHue. Tem He Mme-
Hee y OOJbHBIX, IPUHUMAIONINX HENpPSIMble aHTHKOA-
TyJISHTBI, UCIOJIb30BaHNE KaNWJISIPHON KpOBU H3
nanplia Mo3BoJIsIeT U30ekaTh MOBTOPHOIO TPaBMHUPO-
BaHUS U TPOMOUPOBAHUA BEH, 3aTpaT BPEMEHHU Ha
HEeHTPU(PYTrUpOBaHNE KPOBU M OTHEJEHHUE IJIa3MBbl.
[Ipu 5TOM HMCHONB30BaHUE KANMUIUISIPHON KPOBH yBE-
JIMYMBAET BEPOSITHOCTD MPEaHaTUTHUECKON OIIMOKH;
CTAHOBUTCS CJIOYKHEE CTaHAApTHU30BaTh HCCIEAOBaA-
HUe, TpeOyIoTCs CreluanbHble PEaKTUBB U 000pYI0-
BaHue. CTOMMOCTb PEAKTUBOB AJISl UCCIIENOBAHUS MIPO-
TPOMOHWHOBOTO BPEMEHHU B KaUJUISIPHOW KPOBH
BBIIIE, UX CTAOMJIBLHOCTH HIKE, YeEM OOBIYHOI'O TPOM-
OOIuUTacTHHA, WCIONB3YyEeMOTO AJI aHaju3a IJIa3MBbl
BEHO3HOM KpoBH. {111 n30exaHUsI HEBEPHBIX PE3yiib-
TaTOB KalWJIJIAPHAsl KPOBb MOXET MCIOJIB30BATHCA
TONBKO JJI1 HEKOTOPBIX CHEIUANBHO aJanTHPOBaH-
HBIX METOJOB. MOACYET TPOMOOLIUTOB, OMpPEACIICHUE
BPEMEHH KPOBOTEUEHHMSI, ONpeIeieHUue MPOTPOMONHO-
Boro ([IB) 1 akTHBHPOBAHHOTO YaCTUYHOI'O TPOM-
oomnacrunoBoro Bpemenu (AUYTB). Ompenenenue
AUTB B xanuuIspHON KPOBH HCIOJIB3YETCS HCKIIIO-
YUTENBHO AJISI MOHUTOPUHIA TENapHHOTEPAINN.

Omnpenenenue 1IB B kanunnspHONl KpoOBH HC-
MOJIB3YETCSI B OCHOBHOM JUISl KOHTPOJS 32 IPUEMOM
HENPSIMBIX AaHTUKOAryJIsIHTOB B aMOyJaTOPHBIX U
JOMAaIIHUX YCJOBMSX, a TaKXke JUIsl dKCIpecc-nuar-
HOCTHKH y JIeT€i NepBBIX MECSIEB KU3HU.

dupma «Roche Diagnostics» Bbimyckaer KOMOH-

HUPOBaHHBIN TPOMOOILUTACTHHOBBINA peareHT «Hepato

Quick», koTopblil crieruanbHO NpeHA3HAYCH IS pa-

00TBI C KanWJUIAPHOHN KpoBbl0. B cocraB peaktuBa

BXOAAT TpoMmbonnactiH, gakrop V u ¢ubpuHOTeH,

IUIs onpeneneHus ucnomib3yercst 20 MK LeNbHON Kpo-

BU. PeakTuB mpokanuOpoBaH. [ns mpoBeneHus pa-

00T 1O KOHTPOJIIO KauecTBa MCHOJIB3YIOTCS CHEeLUallb-

HO MOJATOTOBJICHHBIE JIMOPHUIN3UPOBAHHBIE IUIa3MBbI.

[Ipy Mcnosb30BaHUM PEAKTHBA MPEAyCMOTPEHA BO3-

MOYKHOCTh KOPPEKLHMH BIIMSHUS T'€MaTOKpUTa Ha pe-

3ynbTaT TecTa. Bee 3TH ycnoBHS MO3BOJISIOT MPOBO-

OUTh KOHTPOJIb 33 aHTHKOAryJISHTAMU HENpPSIMOTo

JOEHUCTBHS 10 NPOTPOMOMHOBOMY TECTY, BBIITOJIHSAEMO-

My Ha MOJIy4€HHOW W3 Majblla KalWUISIPHON KPOBH.

OTOT METO[ OLEHUBAET MEXIYHAPOAHOE HOPMAIN30-

BanHoe ortHoureHrne (MHO) B MukpooObemax Ieib-

HOM WM CTaOMIM3MPOBAHHONW LIUTPATOM KaIlMJIIIIP-

HOW KpoBU. CyIECTBEHHBIM OTPaHMYCHHEM METOJa

SBIISIETCSI TO, YTO HCIOJNB3YEMBIl B HEM PEeareHT Clo-

JKEH, OpOT ¥ MajJOAOCTYIEH MHOTMM HMPAaKTUYECKUM

naboparopusim. OnHoBpemenHo ¢upma «Roche» mpen-

jaraer mopratuBHbI nprbop «CoaguCheck Plus» mist
onpenenenusa [IB u AUTB, B KOTOpOM B KauecTBe

OMOIOrMYECKOT0 MaTepualja HCIOJb3YeTCS Karlis

KanuJsspHo KpoBU. [IpnbGop MoxeT mpuMEHSAThCA

B aMOyJIaTOPHBIX YCIOBHUAX WM CAMOCTOSITEIBHO I1a-

LUEHTAaMH IJIs1 KOHTPOJISL Tepaluy HElpsIMbIMU aHTH-

koarysstatamu (puc. 65).

OcHogHuvle npobiiemvl U pekomeroayuy TIpu pado-

T€ C KalWJUISIPHON KPOBBIO:

*  Ilpu npoxoKACHUHN KPOBU Yepe3 MOBPEKICHHYIO
TKaHb AKTUBUPYETCS CBEPTHIBAHUE, IJIUTEIb
HOCTB B3SITHsI KPOBH SIBIISICTCS KPUTUIECKUM 10
Ka3aTeJeM.

*  Hemenxkuii crangapt DIN 58910-D: xpoBb, BB
TeKalasi camomexom, 0JKHa ObITh 3a0paHa
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B CMEPUWIbHbIL KanwuiAp Y TIepeHeceHa B HUTpaT-
HbIi Oydep 6 meuenue 10 c. Uucroe u cyxoe me-
CTO KOHYMKA Majbla WK YITHOH MOYKH ITyHK-
THpYETCS CTEpUIIBHBIM cKapugukaropom. [Ipo-
KOJI IOJDKEH OBITh JOCTAaTOYHO TTyOOKUM, YTO-
ObI KpoBb TeKia caMmoTekoM. He nomyckaercs
JlaBJIeHHEe WM ckatue. /|1 ucciaenoBaHus uc-
TIOJIB3YIOTCS TIepBbIe Karu KpoBH, Oepercs 10-
50 MKJI B CTepUIIBHBIN KaIMLIAP, KOTOPBII Jiep-
JKUTCS TOPU3OHTAIBHO, OJIMH KOHEIl KacaeTcs
MecTa IMpoKojia. B xamwiispe KpoBb C LUTpa-
TOM HE NEepEeMEIIUBACTCs, MPeIBAPUTEIbHBIN
3a00p aHTHUKOAryJITHTa TOJBKO YCIOXKHSET Tpo-
nenypy. Kamuuisiprast KpoBb IpH B3STHU B TIPO-
OUpKy C LUTPATOM JI0JDKHA OBITH IepeMeriaHa
BO BpeMs WM cpazy mnocJe B3stus. He mpomycka-
ercsi, 4TOObI KpPOBb CTEKajla Ha JTHO 10 CTEHKE
NpoOMPKH, OHA JIOJKHA MPSIMO CKAalbIBaTh B
LUTPAT, IIepeMeIHBasCh ¢ HUM (puc. 66).

BeHos3Has kposb

Jlo Hacrosiiero BpeMeH! BEHO3HAst KPOBb - OC-
HOBHOM MCTOYHMK MaTepuaja I aHali3a COCTOs-
HHS TeMocTa3a. B3situe BeHO3HOW KPOBM - KPHTHU-
yecKasi poLeypa JUIsl TECTOB Ha KOaryJjaorpammy.
Bsstrie kpoBH JIOJDKHO OBITH IPUYPOUYEHO KO BpeMe-
HU UCCIIEIOBaHMs, YTOOBI CBECTH IO MUHHMYMa Bpe-
Ms XpaHeHus mpo0. B To jxe Bpemsi, yuuThiBas cy-
TOYHBIE OMOPUTMBI, PEKOMEHTyeTcsl OpaTh KpOBb Ha

Puc. 65. MopramBHbIn npubop «CoaguCheck Plus»
(dompma «Roche») ana onpepeneHus NB n AYTB:
A - 06w BMA 1 KapTpUEK Ans NporpaMMMpoBaHms
npubopa, b - TecT-nonocka ssoguTcs B npudop, B -
Kanns KanunnspHOM KPOBM HaHOCUTCH Henocpea-
CTBEHHO Ha TECT-MOMOCKY, NOMELLIEHHY0 B Npubop,
I - pesynbTaT roToB Yepe3 HECKOIBbKO MUHYT, Npuiem
AaHHble Mo npoTpoMbuHoBoMy Bpemenw (MNB) npea-
CTaBSAOTCH Cpasy B eAuHMLIAX MeXOyHapOAHOMO HOp-
ManmaoBaHHoro otHoLueHns (MHO)

UccleioBaHue yTpoM ot 7 1o 9 yaco. Heobsi3aremns-
HO OpaTh KPOBb CTPOTO HATOINAK, MOYKHO PEKOMEH-
JIOBaTh MAIMEHTY JIETKUH 3aBTpakK, HO 0e3 JKUPOBOi

AN

Puc. 66. lNMpu B3ATMKX KPOBU B aHTUKOArynsHT He [OMyCKaeT-
Csl CTeKaHve KpOoBW MO KoXe Marbua, No CTeHke Npobupkn 1
ntoboli Apyron NOBEpPXHOCTW, TaK Kak MIHOBEHHO MpoMCXoauT
KOHTaKTHas akTmBaums npouecca ceBepTbiBaHus. KpoBb camo-

TEKOM M3 NpoKona OOJPKHa nonagatb NpAMO B aHTUKOArynaHT,
nepemMmeLumBasacCb C HAM
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nvu. McecnenoBanue pekoMeHIyeTcsi IPOBOUTH Y
MIAIIMEHTOB, OTJOXHYBLIMX HE MeHee 15 MuH mocne
HE3HAUUTENIFHOHN (DPU3NUECKON Harpy3KH.

BaXHBIM MOMEHTOM SIBIISICTCS JJIMTEIHLHOCTD
HAJIOXKEHUsI MAaHXeThl. Bo BpeMsi BEHOMYHKIIMH [IJTH-
TENTBHOCTh BEHO3HOTO CTa3a peKOMEHyeTcs He 00-
nee 1 muH, a ciia oxartus - Hiwke Ha 10 mm Hg ua-
CTOJIMYECKOTO JaBiieHHs! KpoBH. CTa3 KpOBH IpH
JUTUTENTEHOM HAIOKEHUH MAHKEThl BbI3BIBACT AKTU-
BaIMio (PUOPUHOIIM3A, MOBBIIIEHHE KOHIIEHTPAIUU
(aKTOpOB TEMOCTa3a M3-32 OCBOOOXKICHUS OEIIKOB
u3 cocynucroit creHku (B Tom umcie t-PA u VWF) u
aKTUBaLMIO TpoMOouuToB. Tak, mocne 3 MUH cTasa
KpoBHU nporcxout ykopoueHnue [1B, AUTB u tpom-
OuHOBOro BpemeHH, npuMepHo Ha 10% mnoBeiaer-
Csl KOJIMYECTBO aHTUTPOMOUHA, (UOpUHOTEHA U JIpy-
rux akropoB ceptbiBanus, .VIII B oTaenbHbIx
ciyyasx noBbimaetcs onee yeM Ha 20%.

KpoBb OepyT 13 JIOKTEBO BEHBI YTPOM HATOIIAK
CUJIMKOHUPOBAHHOM WIJION C IMIMPOKKUM NPOCBETOM
(Buyrpennuit quamerp 1,0 - 0,8 - 0,6 mm) 6e3 1mpu-
na (camorexom). Mcronp3oBaHue MIMpHIia HEXena-
TenbHO. Ecim KpoBb Oparh cUIIKoM OBICTPO, TO U3-
3a TypOYJIEHTHOIO JIBIKEHUS] KPOBU B ILITIPHLIE U CMeE-
IIMBaHHUH €€ C BO3IYXOM (BCTICHHBAHHUE) TIPOUCXOTHT
aKTUBAIMSI TPOMOOIIMTOB (COMPOBOXKIACTCS M3MEHE-
HHEM (OPMBI TPOMOOIIMUTOB M OCBOOOMKICHUEM U3
HHUX TPOMOOLMTAPHBIX (PaKTOPOB) U (PaKTOPOB CBEP-
ThIBaHUS KpoBU. Eciin kpoBb OpaTh MeUIEHHO, TO B
IINPULIE MOXKET HAa4yaThCsl HEOOpAaTHMMOE CBEPTHIBA-
HHe, OIIATH JKe C aKTUBALMeN (JaKTOpOB reMocTasa.

B coBpemenHoi 1abopaTtopHOil pakTuke Bce
Yalre MCHOJIB3YIOTCS CUCTEMbl BaKyyMHOI'O 3a0opa
KpOBH (BaKyTEHHEpBI U BaKy3Thl). AKTUBAIIUS TEMO-
CTa3a B HUX MPEIOTBPAIIACTCS 32 CUET MOMEHTAJIb-
HOT'O CMEIIMBAaHMs MOCTYHAOIIEH KPOBH C PacTBO-
poM 1uTpata HaTpus. Ecii B crity TeXHHYECKuX 00-

Puc. 67. BakyTeliHep - cuctema Anst B3STUS BEHO3HOW KPOBU, COCTOUT M3
acnmpaunoHHON UrMbl, MEPEXOAHMKA U NMPOBUPKX C OTpULIaTENbHBLIM AaBrie-
HueMm ans Habopa kposw, MNMocne BBeOeHNA UMbl B BEHY NpOBupkn MoryT
MEHSITLCS, NPU 3TOM B Kaxayro 6epeTcs 403MpoBaHHas NopLMsi KPOBU

CTOSITEJILCTB 3a00p KPOBH MPOBOAUTCS ILIACTUKO-
BbIM (HE CTCKJISTHHBIM) IIIPHIIEM, HEOOXOIMMO BbI-
TOJIHSATH 9Ty MAHUITYJLSIMIO KaK MOYKHO aKKypaTHee,
n30erast BCIEHUBAHUS M PE3KOT0 MOCTYIUICHUS KO-
BU B 1mpul,. [locne 3Toro KpoBs HEOOXOMMO TaK-
K€ aKKypaTHO B MHUHHMAJIBHBIC CPOKH TIEPEHECTH B
IUTACTUKOBYIO WJIH CTEKJITHHYIO CHJIMKOHHPOBAHHYFO
npoOHPKY C paCTBOPOM LIUTPATa HATPHSL.

IIpy npokanbIBaHUU WIVION COCYJa TKAHEBBII
TPOMOOIUIACTHH TMONAJAET C TOKOM KPOBU B IPOOUP-
Ky, TIO3TOMY IepBbIe KaIUTH KPOBU HE TOIATCS VIS
NPOBEJICHUST KOAryJIONOTUYECKUX TecToB. KpoBb Ha
reMOCTa3 JKeNaTesIbHO OpaTh BO BTOPYIO MPOOUPKY.
KpoBb 13 niepBoii MpoOUpPKH PEKOMEHTYeTCsl UCTIONb-
30BaTh U MojicueTa (POPMEHHBIX NIEMEHTOB. Tak,
Hanpumep, AUTB, onpenensiemoe B nepBoii mpoOHp-
ke, MoxeT ObITh Ha 20% Kopoue, ueM BO BTOPOIL.

KpoBb pexomentyercst Opats:

*  «06abouK00Opa3HOW» UITIOH B rpayHPOBAHHYIO
CHJIMKOHMPOBAHHYIO CTEKJISIHHYTO HIIM TIIACTH
KOBYIO IPOOHPKY, COJIEPIKALIYI0 aHTUKOATY
JISHT,

* B TIPaJyHpOBAHHBIN IIACTHKOBBIN IIIPHUII, CO
Jiep KaIlni aHTUKOATYJISHT,

* B MOHOBETT - KOMMEpYECKasi aClipaMoHHas
cucrema (rpaynpOBaHHBIH ILIPUIL), COACPHKa
I1ast aHTHKOAT YJISHT;

* B BakyTeiiHep - KoMMepueckas cuctema (mpo
OMpKa C onpe/IeNICHHBIM OTPHIIATEBHBIM JaBiIe
HHEM JUTsl B3SITUSI TOYHOTO 00beMa KPOBH), CO
JiepaKaliiasi aHTHKOAaryysiHt (puc. 67);

* B CrenMaIbHbIEC MPOOUPKH IS TPAHCIIOPTHPOB
KU KPOBH JUTSI HCCIIEZIOBaHKs reMocTasa. Harpu
mep, pobupka CTA/T (pric. 68) comepkuT Ut
pat Hatpus (0,105 M), Teodrnine, aneHO3uH U
JIMNUpHIaMod. Tpy moceTHIX BelIecTBa Npej
OTBpAIIaoT aKTuBanuio TpomoouutoB. CTAJ]

Puc. 68. Mpobupka CTAL cneumanbHO co3gaHa
AN TPAHCMNOPTMPOBKM KPOBU Ha MCCrenoBaHune
remocTtasa, cogepxut untpat Hatpus (0,105 M),
TeoOUINNUH, aAeHO3UH 1 AUNMpUaamMor
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CYLLECTBYIOT M B BHAE BakyTelHepoB. CKpHUHHH-
TOBBIE TECTbI M HCCIEAOBAHUS OTHCIBHBIX (aK-
TOPOB CBEpPTHIBAHHA MOTYT BBINOJIHATHCS U3
CTAJ Ttak ke, KaKk W3 LUTPaTHOW Iula3Mmbl. B
HEKOTOPBIX KIMHMYECKUX CHTYalMsx (Harmpumep,
NpU ILIOKE) M3BJICUCHHE KPOBH W3 JIOKTEBOH BEHBI
3aTPY/HUTENBHO U3-3a HU3KOTO JaBneHus. [lombitku
HaOMpaTh KPOBb € MOMOIIIBIO IIMPUIIA YaCTO 3aKaH-
YMBAIOTCS HEYNA4yeil: KPOBb CBOpauMUBacTCs. B He-
OTJIO’KHBIX CUTYalUsX, KOrJa HEBO3MOXKHO B3SITHE
KPOBH U3 Mepr(epuuecKoil BEeHbI, MOYHO HCIIONB30-
BaTh KPOBb, MOJYYCHHYIO U3 LICHTPAIBHOTO (TIOKIIFO-
YUYHOTO) Karerepa. [Ipu 9TOM kenaTeNbHO yIauuTh
10 10 M1 KpoBH (MCIOJIBE30BATH €€ HAa TIPOBE/ICHKE I'e-
MAaTOJIOTHYECKHX WIM OMOXMMMYECKHUX HCCIIEI0Ba-
HHIT), a 3aTeM 3a0paTh KPOBb HA KOAryJIOJIOTUYECKUES
uccnenoBanus. Takoi crocoO B3sTHs KPOBU MpUMe-
HHMM TOJIKO B TEX CITy4asix, KOrja B Karerep He BBO-
muncs renapu. Ecnu ke yepes 3TOT KareTep rema-
PHH BBOJWIICH, TO yAIsitOT 10 20 M1 KpOBH, a 3aTeM
OepyT KpOBb Ha MCCJEJOBaHUE reMocTasza. Tem He
MeHee JJaXe B 3TOM Cllydae MPHOPUTET JOJIKHBI TO-
Jy4arh renapuH-He3aBucuMble TecTol (1B, pentinas-
Hoe Bpemsl, (puOprHOreH, GHUOPUH-MOHOMEPHI, aHTHU-
TPOMOMH), TaK KaK COXPaHs;ETCsl BBICOKAsh BEPOST-
HOCTb BJIMSIHUSI CIIEJIOB TelaprHa Ha TAaKUE TECThI, KaK
AUYTB, TpoMOGHUHOBOE BpeMs.

lNonoxxeHue mena

[NonoxxeHue Tema BIHSET HA COCTAB KPOBH, YHC-
JIO KJIETOK, COCTaB OENKOB U OEKOBO-CBSI3bIBAIO-
IIMX MAKPOMOJIEKYJ, OCOOEHHO BBIPQKEHHbIE H3Me-
HEHMs1 HAOJIOIAl0TCs y MAllUEHTOB C OTEKaMH. Ypo-
BEHb 3THX TOKa3aTeliell Bcer/ia BhIIIE B TOJIOKESHHN
CTOS, TaK KaK IPH 3TOM YacCTh KHJIKOCTU U3 COCY-
JICTOTO JIOKA MEPEXOUT B OKPYXKAIOIINE TKaHH.
ITpu nepexonie U3 CTOSAYEro MOJIOKEHUS B CUIUEE,
a 0COOEHHO B IOJIO’KEHHUE JISKA, JKUJIKOCTh OBICTPO
BO3BpAIllaeTCs B COCyAbl («pa3BeleHUE KPOBU»),
9TOT 3(peKT B GOMbIIIEH CTENEHH BBIPAKEH Y Maly-
€HTOB C OTEKaMHU. Y 37I0pOBBIX JItOZIeH uepe3 8 4 Je-
YKaHUS B TIOCTENM KOHLICHTpaIws (puOpUHOreHa u ak-
THBHOCTb aHTUTPOMOMHA B KpoBH IpuMepHo Ha 20%
HIDKE, YeM 1ociie 1 4 B MOJIOKeHUH CTost. Y GOJIBbHBIX
C OTeKamHM 3Ta pasHuua Oyner euie 6oubiue. [Tosto-
My IpU MOHHUTOPHHIE 32 COCTOSIHUEM ITallieHTa
KPOBb BCEr/la HY’KHO OpaTh U3 OJHOTO U TOTO XKe
HIOJIOXKCHUSI TTALMCHTA.

BniusiHue gusuyeckol Hazspy3Ku
U 3MOUUOHaribHO20 cmpecca

dusznyeckas Harpy3Ka U SMOLMOHATBHBIE Iepe-
YKUBAHUS COTIPOBOXIAKOTCS M3MEHEHUSIMH TUIa3MEH-
HOTo remMocrasa, pubprHoIM3a U QyHKIHUH TPOMOO-
muToB. Ilocie cepun nmpucenanuil conepxanue B
masme Qaxropa Bunmnedpanna (VWF:AQ) yBennuu-
Baercs 710 50%o0, y cioprcMeHoB rnocie 6era Ha 10 km
conepxanue ¢.VIII nosermaercs va 60%, VWF -
NPUMEPHO B 3 pa3a, YTO NMPHUBOJIUT K YKOPOUEHHIO
AUYTB. AxrtuBauus ¢ubpuHoiIMza nocne ¢uznyec-
KOM Harpy3ku CBsi3aHa C MOBBIIIEHHEM B IUTa3Me TKa-
HEBOro aktuBaropa mwiasmuHoreHa (t-PA). Anaio-
T'MYHbIe U3MEHEHUs HaOJII0atoTCs y MAlMEeHTOB, Te-
PEHECIIIMX SMOIMOHAIBHBIN CTpecC.

Bmusinre (hakTopoB npeaHaTMTHYECKOro 3Tamna
Ha TMOKa3aTeNy IUIa3MEHHOIO TeMOCTa3a Ipe/ICTaB-
nexo B Tadn. 10.

BnusHue nuwu Ha nokazamersnu ezemocmasa

[TpakTrka MOKa3bIBACT, YTO HCCIICIOBAaHUE Te-
MOCTa3a HeoOsA3aTeNIbHO TIPOBOIUTH HaTOINaK. Jler-
KHH 3aBTpak 0e3 JKupa JaKe MOKa3aH Iepe]] B3STH-
€M KPOBH Ha MCCIICIOBAHNE FeMOCTa3a.

XapakTep IHIIU MMOCIIe UTMTEILHOIO MeproIa
TOJIOJAHUSI OKA3bIBACT BIVMSHUE HA ITOKA3aTeN I11a3-
MEHHOI'0 TeMOocTa3a u (puOpruHOIN3A.

KupHoe msaco ymenblaeT (puOPHHOTUTHYECKYIO
AKTHBHOCTB, B TO JK€ BpeMsl OECXOJIeCTepUHOBAS M-
eTa CrocoOCTBYET MOBBIMICHUIO (HUOPUHOTUTHYEC-
KOM aKTUBHOCTH KPOBH.

Dpykmul u 3eneHvle 060uu B OOIBIIIOM KOJIAYE-
CTBE CIIOCOOCTBYIOT aKTUBALUK (PHOPHHOIN3A B OC-
HOBHOM 32 CYET YMCHBIIICHUSI HHTHOUTOpa aKTHBA-
topa miasmuHorena (PAI-1).

Puibnas ouema B TeyeHHWe HECKOJBKUX HEEIIb
COMNPOBOXKIACTCS YMEHBIIICHHEM KOJIMYESCTBA U arpe-
raiuy TpOMOOIIMTOB, a TaKKe CHIDKEHHEM (HHUOpH-
HOJIM3a. YMCHBIIICHHE arperanud TPOMOOIUTOB
OOBSICHSICTCS YBEIIMUCHHEM B MX MEMOpaHe TIOJIHHE-
HACBIIIEHHBIX KHUPHBIX KHCJIOT, KOTOPHIMU Oorara
pBIOa U MOPEPOTYKTHI.

Bumamun C, sumamun E, TyK ¥ 4ECHOK MOTYT
BBI3BATh HAPYIICHHUS arperaiuy TPOMOOIIMTOR.

Bumawun K B opraHu3Me 4YeoBeKa YaCTHYHO
CHUHTE3UPYeTCS MUKPODIOpOH KHUIICYHNKA, YacTHY-
HO TIOCTYIAET C MUINEBBIMH TIpoyKTamu. HecMoTpst
Ha TO YTO MPH IPUMEHEHUH PEr 0S aHTHOMOTHUKOB
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Tabnuua 10

Bnusnue PA3UYHbIX qbaKmopoe npeaHaiumu4ecKoco smana

Ha pe3yibmanivl Koacyl0/102U4ECKUX UCCIeO0BaAHUIL

Ipeananurnyeckue GaKkTopbl

Biausinue

Bpewms cyrok

CHKeHue cofiepkanusi ()akTOpOB CBEPTHIBAHUS U MOBBIICHUE ypoBHS PAI-1
B HOYHOE BpeMs

[Tpuem mepopanbHBIX KOHTPALIETITHBOB

[NoBsIIeHNE aKTHBHOCTH OOJIBIIMHCTBA ()aKTOPOB CBEPTHIBAHUSL, arperalin
TPOMOOIIMTOB, CHIDKeHHE ypoBHS AT

JnurenbHblii cra3 (Gonee 3 MuH)

YBenuueHue GUOPHHOIUTHICCKON aKTUBHOCTH, ykopouenne AUTB, I1B, TB,
MIOBBIIIEHNUE YpOBHs puOpuHoreHa, AT

Crpecc, ¢pu3ndeckas Harpy3Ka

[NoBbimenne GUOPHHONUTHICCKON akTUBHOCTH (ypoBHs t-PA), ykopoueHue
AUYTB, aktuBanust ¢akropa VI, ysemnmuenne VWF

Tlonoxxenwne tema

B nonoxxeHnu cTos NpOUCXOIUT OTHOCUTEIBHOE YBEINUEHHUE CONEPHKAHUSL
(haKTOpOB CBEPTHIBAHUS

Temmepatypa +18... +24 °C B Teuenue
8 wacoB

CHmxenue aktuHocTH hakropos VI, V u IX (yumuaenne AUTB)

Temnepatypa +4 °C

Veenudenue aktuBHocTH (aktopo VI, X1 n XII

[IUPOKOTO CIEKTPa MOTYT BO3HUKHYTh KPOBOTEYE-
HUS U3-32 HeJocTaTka BUTaMUH-K-3aBUCHMBIX (hak-
TOPOB, TEM HE MEHEe JJIsl OpraHu3Ma BayKEeH W TIHIIIe-
Boil Buramud K. Butamuu K B GoibIIMX KOHIIEHT-
parmsx CoAepKUTCS B OBoIIax (IIMUHATE, Kabavkax),
31aKkax ¥ nedeHu. 11T MoxkeT craTh NaTOJIOTrMUECKU
YJUIMHEHHBIM, €CITU MOJIHOCTHIO 3aMEHUTH B TTHUIIE
xJ1e0 Ha MOMUJIOPBI, KOTOPBIE HE COJIEpIKAT BUTAMHU-
Ha K. V G0bHBIX, IPUHUMAOIIUX HENPSMbBIC aHTH-
KOAaryJsiHThl, HCKITIOYUTEIILHO OBOIIHAS JHETa B
OOJBIIUX KOJIMYECTBAX TPeOyeT AOMOJHHUTEIBHOM
KOPPEKTUPOBKM AHTHKOATYJISTHTHOTO TOTEHIIMAIa
kposu 110 IIT. Ecnu Takyro KOppeKUuto poBOIUTS,
TO OBOIIHAs JIeTa HE OyAeT NOCTaBISITh OCOOBIX
poOJIeM MaleHTaM, MPUHUMATOIIMM HEeTIpsSMbIC aH-
TUKOATYJISTHTHI.

Anxozony BAMSET Ha TOKA3aTENN CUCTEMBI TEMO-
cTa3a B 3aBUCHMOCTH OT J03bl. [locne mpuema anko-
rOJIsl HAOMIOAETCsl YMEHBIIIEHHE aHTUTPOMOUHA U
¢ubprHOTeHa, MOBBIIIEHHEe WHTUOUTOpa aKTHBATO-
pa TUIa3MUHOTE€HA U YMEHbBIIIEHHE BPEMEHU KPOBO-
TeueHHs. XPOHUYECKUN aJKOTOIIM3M COIMPOBOXKIA-
€TCsl YMEHBIIICHHEM KOJIMYECTBa TPOMOOIIMTOB U Ha-
pYIIEHHEM UX arperanuu, KOTOpble OJJHAKO JI0CTa-
TOYHO OBICTPO BOCCTAHABJIMBAIOTCS TMOCIE BBIXOJA
M3 3aI1041.

Koghe naxe mocne 5 yaiek He BIUsET HA MMOKa-
3aTeNy CBepThIBaHUS KPOBH. bombiime 10361 Kodeu-
Ha TOBBIIIAIOT KOMMYECTBO t-PA 1 yMEHBINAIOT aK-
tuBHOCTE PAI-1.

Kypenue npuBOIUT K YBETMUYEHUIO arperanuu
TPOMOOLIMTOB U UX aJr€3HH, MOBBIIIEHUIO B-TpOM-
6ornobynuHa, t-PA, aktuBHocTH PAI-1 1 ¢pubpuHo-
reHa, cHwkenuto ¢.VII.

Kokaun B 605bI1ION J103€ MOXET BBI3BAThH Ha-
CTOJIbKO CHJIbHYIO QKTHUBAIMIO U arperamuio TpoM-
OOLIMTOB, YTO ATO MEPEPACTAET B TSLKEIYIO TPOMOO-
uuronenuto u JIBC-cunnpom.

Yumepgbepupyroujue riekapcmeeHHbIe rnpenapamai

OpanvHbie Konmpayenmueyl TIOBBIIIAIOT AKTHB-
HOCTb OOJIBIIMHCTBA (PAKTOPOB IIa3MEHHOIO IeMO-
CTa3a, YBEJIMYMBAIOT arperanuio TPOMOOIMTOB U
CHIKAIOT ypoBeHb porenHa C u nporenHa S. Kak
NpPaBUJIO, CAaMU OpaJIbHbIE KOHTPALIETUBbI HE BbI-
3BIBAIOT KJIMHUYECKUX MPOSIBIICHUH MATOIOTMH T'eMOo-
CTa3a, HO OHM PE3KO YBEIMYUBAIOT BEPOATHOCTh
TpOMOO30B MpU HATMYUM HACJIE/ICTBEHHBIX WIH IPH-
OOpEeTEeHHBIX PUCK-(HAaKTOPOB TPOMOOPUIHIA.

Bamvnpourosas kucroma (UCNONB3yeTCs B Ipe-
naparax Juis JICYSHHs SIWICTICHH) MOXKET BbI3BaTh
TPOMOOIIMTOTICHUIO, YMEHBIIICHHE YPOBHS (PHOPHHO-
reHa, COCTOsIHUE, MMUTHUpYIoliee 6ose3Hb Buiieo-
panza |l Tuma.

Acnapaeunaza (npenapar uis JiedyeHus JumMo-
OJIACTHBIX JICHKO30B) MOYKET MPUBOJIUTH K CHIKCHHUIO
($uOpHHOTeHa, YMEHBIIEHUIO aHTUTPOMOMHA, MPo-
tenHoB C u S, BuTamMuH-K-3aBucuMBbIX (haKTOPOB,
CHIDKEHHIO IJIA3MHUHOT€HA.
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Anmubuomuxu MHUPOKOTO CIIEKTpa ACHCTBUA
MOT'YT MPUBECTH K Pa3JIMYHBIM OTKJIOHEHUSIM B TIO-
Kazaressix reMocrasa. [IpuHumMaemble BHYTph aHTH-
OMOTHKH BBI3BIBAIOT AeduiuT BuTamuHa K B opra-
HHM3ME 32 CYET MOJIAaBJICHHSI aKTUBHOCTH OaKTepHalib-
HOM MuKpoduopsl. Ilocne Ha3HAYEHUS BHICOKOM
7103l TIEHULIMJUIMHA HAOMIoAanack TPOMOOLUTOIIE-
HUS, HapylmeHust QYHKUUH TPOMOOLMTOB, YIUTHHE-
HHE TPOMOHMHOBOTO BPEMEHH.

Ananveemuxu (HECTEPOUIHbIE MPOTUBOBOCTIATH-
TEJIbHbIE, aHTUPEBMATOU/IHBIC, KAPOTIOHMKAIOIIIE
npernaparsl), CoAepIKallue alueTHICATUIIIOBYIO
KUCJIOTY, BIMSIIOT Ha (yHKIMIO TpoMOoumToB. Heo-
OpaTrMOe MHIMOUPOBAHUE IMKJIOOKCUTCHA3bI BBI3bI-
BACT MOJABJIEHNE, BIUIOTH JIO TIOJHOIO OTCYTCTBU,
aJIre3uu TpoMOOIMTOB. Jlpyrue aHanbreriku (MHIO-
MeTalyH, (GeHWI0yTa30H, AMKIO(PEHAK) TTOIaBIISIOT
arperamyio TpoMOOIIUTOB B MEHBIIIEH CTENEeHH, YeM
aCIIMPHH.

Mod6op aHmukoa2ynsiHmos

Marepuanom I KoarysoJorH4ecKuX HUCCleio-
BaHWIA siBysieTcs ia3ma (pruc. 69).

Jlns mommyueHust 1mia3Mbl WM KPOBHU JUIs J1a00-
PaTOPHBIX MCCIIEZIOBAHHUI HCTONB3YIOT MPOTUBOCBEP-
ThiBaromue BerectBa (tabin. 11). CornacHo cranmap-
ty s npousBogureneii DIN ISO Standard 6710
KOMMEpUECKUE MPOOUPKH C aHTHKOATyJISHTOM Me-
TATCS BETOM KpbIIIKH: 1poOupku ¢ DTA 3akpbI-
TBI KPBIIIKOH CBETJIO-IMIIOBOTO (JIaBaH/BI) IIBETA,
NPOOUPKHU C TeTIapUHOM - 3€JIeHOH, MPOOUPKHU C IUT-
paTOM - CUHEW KPBIIIKOU.

Tpex3ameIieHHbI UTpaT HaTpus oOnagaeT
crieri(uIecKoit CHOCOOHOCThIO CTAOMIM3UPOBATh

2000 g

Kposb 108 o - Mnasma

C UMTpaTom < J1enKounTLI
1 TPOMOOLNTDI
~a— 3pUTPOLMTHI

Ca?:_\
LmTparHan CbiBOPOTKA

nnasma -

‘ DubpnHOBbIA
CrycToK

Puc. 69. MNMonyyeHne dpakunin KpoBU AnNsi NPOBEAEHUS KO-
arynonorn4yeckux nccriefoBaHnn

nabwibHble (aktopsl cBepthiBanus (V u VIII). Lut-
paTHas 1iasma, oOoraiieHHass TPOMOOIMTaMHU, UC-
NOJIb3YETCS 1T M3y4eHHs UX arperanuu. B cBs3u ¢
STUM IUTPAT HATPUS SBISETCS aHTUKOATYISHTOM
BbIOOpA Ul KOAryJlIOJIOTHYECKUX HCCIIEIOBAHUM.
B cootsercrBuu ¢ pexomeHnaimeit BO3 koHueHTpa-
U [IUTpaTa 1o/bkHa ObITh 109 MMOTIB.

KpoBb cmenmBaior ¢ 3,8% pactBopoM murpara
Hatpus B cootHomenuu 9:1. Ha stom stame moryr
OBITh TOMYILIECHBI TPH OLIHOKH.

Ilepsas owubKa - HETOYHOCTb MPUTOTOBIICHUS
pacTBopa crabunu3zaropa. BaxHo ydecTs, 4To Tpex-
3aMELIECHHBIN 5,5-BO/IHBIN LIUTPAT HATPHSI TOTOBUTCA
B KoH1eHTparmu 3,8% (0,11 MoJib), a 2-BOIHBII - B KOH-
tenrparmu 3,2%) (0,11 monb). AmeprkaHckuii Komu-
tet Cranpapruzauun Knunnueckux JlaGoparopuit

Ta6bnuua 11

prweHeHue U MEXAHU3M OeLiCMEUs] AHRMUKOACY/IAAHMO6

AHTHKOATYJISHT Mexanmnsm jeiicTBus

anMeIIEIlHe

Obparumoe cBa3bIBaAHHE
monos Ca™

LurpaTt HaTpHs
(Na .'ChHhO'_.' x 21 {\O]

Heenenoranue cucreMsl cBepThiBaHms (00beM KpoBH/0OBeM
anTHKoArynsaTa — 9:1)

Oxkcanar Hatpus O6parumoe cea3bIBaHNE

”CllO.’lb'.i}'CTCﬂ PEAKO, TAK KaK [0 CPaBHEHHIO C IIHTPATOM

HJIH KaJtHs uonos Ca™ xyxke caasbiBaetT Ca™" u pimser Ha cTabuibHOCTD (akropa V
OtuneHanamunTetpa- | HeoGpatnmoe casasbiBanme Mopdonornueckoe Heeie/0BaHHE KPOBH, HHAKTHBHPYeET
auerar (3ATA) wonos Ca™ (hakroper V u VIII

CTUMYIAIMSA CBA3LIBAHHA TPOM-
6uHa ¢ aHTHTPOMOHHOM W MHIH-
OMpOBaHHE CBEPTLIBAHNA KPOBH

[enapun

buoxumuyeckne n TOPMOHANTBEHBIC HCCIICTOBAHUA, MAPKEDPHI
()I'I_\"XQ.'!Cii. BeI3bIBaeT TakHe KOMITIEKCHBIC H3IMEHEHHS,
YTO HEBO3MOAKHO OLCHHTH COCTOAHHE réMoCTa3a

Dyopua HATPHSA Caasbisanne noHos Ca™

()FI]JCIIC:]EHH&? TIHOKO3bI, MOIABJIACT [TIHKOJIHI B ’I'pDMGUllHTﬂX
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PEKOMEHIYET U1l KOAryJIOJOTMYeCKUX HCCIIEIOBAHUI
Oydepubiit pactBop 3,2% mutpara. 3a0ydeprBanue aH-
THKOAryJISIHTa CIIOCOOCTBYET OOJIBbIIEH CTaOMIM3alu
Ta0WIIbHBIX (PAaKTOPOB CBEPTHIBAHUS. XpaHEHUE pa-
CTBOpa LIUTpaTa JI0IycKaeTcsl B TeueHue 1 Henenu npu
+2...+8 °C. bonee ymTenbHOEe XpaHEHHE IPHBOUT K
OaKTeprUaIbHOMY 3arps3HCHUIO U CHUKCHUIO KOHIICH-
TpaLUH [IUTPaTa HATPUSL.

Bmopas owubka cBsi3aHa ¢ TEM, 4TO Hapylaer-
Csl IPUHATOE COOTHOLICHHE KPOBH M PacTBOPA LIUT-
pata (9:1), mOCKOJIBKY PacTBOpP LIUTpaTa OCTaeTCs B
IIa3Me U He TIPOHMKAET B KJIETKH KpoBU. Cunraer-

LA C

Csl, YTO B IpeJieNiax pa3BesieHus KpoBu murparom 9:1
u 12:1 npakTHUecKH HET pa3yinduil B pe3yabTarax
KOAryJIoJOrM4YecKUX TecToB. bosbliee KOJIMYecTBO
AHTHKOAryJsiHTa 10 OTHOILLICHUIO K IJIa3Me MOXKET
BbI3BaTh ymHeHue [1B u AUTB (puc. 70).

Takas cuTyanusi MOXKET BO3HUKHYTbh, KOT/Ia B
MPUTOTOBJICHHYIO 3apaHee MPOOHPKY C UTPATOM
HaOpaHO CIMIIIKOM MaJio KpoBH (puc. 71).

AHanornyHasi CUTyalusi BOSHUKAeT MpHU pas-
HOM reMatokpure (puc. 72): TeMaTOKpHUT B Ipee-
nax mexay 0,25-0,55 (25-55%) HecyliecTBeHHO BITH-
SI€T Ha Pe3yJbTaThl, IpU reMaTokpuTe cBbime 60%

=
100 — nr 70+ AYTB —
] HIDKHAR -
80— ___ TpaHuua 60
[N HOpMbI L -
Puc. 70. BnusHue pasBeae-
60 50+  sepxuan HUSI KPOBM aHTUKOArynsiH-
rpaHuua — TOM Ha NPOTPOMOMHOBBIN
40 40 HOpMbI TecT (IMT) n akTMBMpOBaHHOE
7 A== YacTU4HOEe TPOMBOMMacTUHO-
Boe Bpems (AYTB), Pa3sene-
HUE KPOBU aHTUKOArynsHTOM
20+ 30+ COMpPOBOXAAETCS YAIIMHEHN-
em MB (cHwkenve M) n AYTB,
OJ i N J N = : N N npu pasBedeHNU MEHbLLEM,
1:10 1 18417 58N R 1138 110 119 1.8 1:7 16 15 135 "M 8:1, 310 MpUBOAMT K pe-

COOTHOLIEHWE AHTUKOATYNAHT/KPOBb

lpasunsHoe 3anonHexue
npobupku

_ HenpasunbHoe 3anonHeque
npobupku

Puc. 71. B3sTo He[oOCTaTOYHOE KONMYECTBO KPOBU B aH-
TUKOArymnsHT - TUNWYHas NpeaHanuTuieckas owmbka. Bonb-
Lee KOINMYECTBO aHTVKOAryrsiHTa no OTHOLUEHUIO K Nrasve
MOXET Bbl3BaTb 3HAUATENbHOE M3MEHEHME MokasaTeneil Ko-
arynorpammbi

rmcTpauum noXxHonosnoxu-
TENbHOro pesynbTarta

Ht Ht
0,40 0,80
1.0 Liutpar Hatpua

Mna3ma

54

Puc. 72. CooTHoLleHVe oGbeMa Nnasmbl U pacTeopa LuTpa-
Ta npv pasHoM remaTokpuTe. [Npu BEICOKOM remaToKpuTe Co-
3[al0TCA YCINOBUS M3GLITOYHOIO KOTNMYECTBA aHTUKoArynsHTa u
CINWLLIKOM CUMbHOTO pa3BefeHUsl NnasmMbl C NMoryvyeHueM pe-
3ynbTaToB, COOTBETCTBYIOLLMX COCTOSHUIO TMMOKOArynsiuu.
HaoGopoT, npy HU3KOM reMaToKpuTe ECTb BbICOKasl BEPOSIT-
HOCTb PErnCTpaLmM «fOXHOM» rMnepkoarynsauum
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co3aaeTcsi U30bITOUHAsT KOHIICHTPAIMS IMTpaTa B
U1a3Me, MPHUBOJIAIIAS K «I0KHOU» TMITOKOATYJIs-
nuu. HanpoTuB, NpH CHM)KEHHH I'€éMaTOKpPUTA
(ke 25%) 0OHAPY)KUBACTCS WIOKHAS» THUIIEPKO-
aryJsnus, KpoBb MPU CMEIIUBAHUK C IIUTPATOM B
oTtHolIeHnH 9:1 MOXKET CBEpHYThCS B MPOOHPKE eIlie
70 MccneoBaHus. BrIcokuii reMaToKpHT - (hu3mo-
JIOTMYECKask XapaKTepUCTUKa KPOBHU HOBOPOXKJICH-
HBIX, Y B3POCIBIX BBICOKUI T€MaTOKPUT BO3HUKACT
NP TOJMIUTEMHSX (IPUTPEMHUSX), CEPICUHON He-
JOCTaTOYHOCTH.

ITepepacuer oObemMa cTabUIM3aTOpa B COOTBET-
CTBHM C T€MAaTOKPUTHBIM IOKa3aTelIeM IO3BOJISICT
n30eKaTh 310i omoku (Tadm. 12). Ecmm ke y 60i1b-
HOT'O HET 3HAYUTEJILHOTO CTYILICHUS KPOBH WITH, Ha-
000pOT, aHEMHU3AIMH, TIPHEMIIEMO CTAHJAPTHOE CO-
OTHOLIEHHE KpoBH U nutpata (9:1).

Tabnuua 12
COOWlHOI/M@HI/le 06‘b€M(1 anmukoaczyiirma u 6€H03H0ﬁ
Kposu ()]l}l nOCMAaHoOBKU KOA2ynoepammabl

i r O6bem anTHKOAry- | Ob6bem KpoBH
eMaTo- S ; s
KpHT (%) asHra (M) : BMECTE ¢ aHTHKOoA-
(3.8% unrpar Na) ryJasHTom (M) I
[.20-21 | 1,4 100 e}
| _22-27 1,3 10,0
| 28-33 1,2 10,0 ;
34-39 1.1 - 10,0 -
4045 | 1.0 10,0
46-51 0.9 10,0
| _S52-57 | 0.8 ' 10,0
| 58-61 il 10,0
62-65 | g i 10,0

Tpemwvs owubdka. Hanbonee yacToil morperHo-
CTBIO TIPH B3SITUH KPOBH SBIISIETCS TUIOXOE WM HEZIO-
CTaTOYHOE NEPEeMEIIMBAaHUE €€ CO CTAOMIN3aTOPOM.
JUst ipeioTBpaIleHust 3TOTO TpedyeTcss HeMe IeH-
HO TIOCJIE 3aI0JTHEHUS] IPOOUPKH KPOBBIO JI0 TpeOy-
eMOro 00beMa 3aKphITh €€ KPBIIKOH (HE Pe3MHOBOA)
WIM YUCTOM MOJMATUIIEHOBOH TUIEHKOH U 2-3 pasza
MEIJICHHO TIepeBEepHYTh (HE BCTPSXHUBA).

Jlnst pexanbIu(UKaKU K IUTPATHON IuI1a3Me
N00aBISAIOT OIMpENEIeHHOE KOJINYECTBO XJIOpUIa
Kanblyd. [IpUunHON M3MEHEHUs BPEMEHU CBEPTHI-
BaHUS MOXKET CTaTh HECOOTBETCTBHUE JOOABIIIEMO-
ro KaJblMsl COACPKAHUIO IUTPATa: KOAryJ0JorH-
YeCKHUEe UCCIIeIOBaHMs SIBIISIOTCS 00Jiee YyBCTBU-
TENBHBIMU K W30BITKY KaJIbLIUS B TU1a3Me (BBICOKHI

TEMaTOKPHT, CJIMIIIKOM MaJIO KPOBH), YeM K €ro He-
nocTatky (HU3KUH TeMaTOKPUT, CIMIIKOM MHOTO
KPOBH).

J171s1 HEKOTOPBIX TECTOB PEKOMEHIYFOTCS CIICITH-
albHbIe aHTUKOArylsHTHL [lpu uccnenoBannu ¢GyH-
KLU TPOMOOIIUTOB MPAKTHUYECKU JTFO00W aHTHUKOA-
TYJISTHT MOKET ObITh HCTOYHHKOM OmnooK. D/ITA,
Gyopu U renapuH HE UCTIONB3YIOTCS MPH TIPOBE-
JICHUH TPAIUIIMOHHBIX TECTOB KOATYJIOT PAMMBI.

Cbigopomka

ChIBOpOTKa, €CTECTBEHHO, HE MOXKET OBITh HC-
TI0JIB30BaHA B TECTaxX, OCHOBAHHBIX Ha OIpeJIeTICHUN
BbInajzieHus: ¢pubpuna. Kpome Toro, celBopoTka
npakTryecku He coaepxkut ¢akropos I, V, VIII u
X1, xoTopble yIanstoTCst CO CryCTKOM, B CHIBOPOT-
ke yactiaHo coxpansttorest §.VII, -1X, -X u -XII. CoI-
BOPOTKY MOKHO HMCHOJIb30BaTh JAJISI UCCIIEIOBAHUS
HEKOTOPBIX KOMIIOHEHTOB, Ha OIpe/ieSieHne KOTOPBIX
OKa3bIBAIOT MHTEp(epupyronuii 3pPeKT KOMIOHEH-
THI IJIa3Mbl, B YACTHOCTH, B CHIBOPOTKE MOXKHO OII-
pEeneNsATh CofiepXKaHue MPOJIYKTOB JieTpafaii puo-
puna/¢pudpunorena (I11D).

XpaHeHue U ueHmpugyauposaHue

KpoBb B npoGupke HEOOXOIUMO TIIATETHHO
niepeMellaTh, MepeBepThiBask NPOOUPKY, PH STOM He
Joryckaercsi o0pazoBaHus neHsl. Henb3st Tpsictu
npoOy, TaK KaK 3TO MOKET BbI3BATh JICHATYPALIHIO
O€JIKOB U aKTUBALUIO TPOMOOIUTOB.

Cpaszy ke nocie B3sTHs KPOBH MPOUCXOUT H3-
MEHEHHE aKTUBHOCTH KOMIIOHEHTOB CHUCTEMBI CBEp-
ThIBaHU U pubpuHonM3a. B mpobe, He 3akpbITOi
npoOkoii, Bo3pactaer pH u3-3a norepu CO,. Cren-
CTBUEM 3TOTO SIBJISCTCS yBEJIMUYEHUE BPEMEHU CBEp-
ThiBaHus. Ha crabuneHocTs pH nipoOsb BimseT Oy-
depHas cuctemMa 3pUTPOLIMTOB, a TAKKE UCIIOIb30-
BaHue Oy(depHbIX pacTBOpoB IUTpaTa. B mpobe kpo-
BH, XpaHsIIEHCs IPY KOMHATHOW TeMIlepaType U 3aK-
PBITOM NPOOKOH, HE IPOMCXOUT 3aAMETHBIX U3MEHE-
Huil B pesynbrarax [1B u AUTB. Dddexr puzunosno-
ruyeckoro 3a0ydepuBaHus 3a cYeT IPUTPOLIUTOB
UCYe3aeT B OTKPBITON MpOOHpKe MpH MOMNaIaHuU B
Hee aTMOC(EpHOTro BO3AyXa.

CornacHO MeXJIyHapOJHBIM PEKOMEHIALUSAM
Cpok noctaBku mpob B mabopatopuro (ARUP
Laboratories, 2002) mis uccinenoBaHust mokasare-
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JIel TeMOCTa3a He J0JIZKeH NMPeBbIATh 45 MUHYT
nocje B3ATUS KpoBH Yy maruenrta. CTabuau3upo-
BAaHHYIO KPOBB JI0 IEHTpU(YrupoBanus (B TOM
YHCJIe W B MPOIECCEe TPAHCHOPTHPOBKH) XPaHST
npu KoMHaTHOW Temnepatype (+18... +25 °C).
TpancnopTupoBKa KpOBHU Ha OOJBIINE PACCTOS-
HUS U €€ YacTOe BCTPSIXMBAHUE MCKAKAIOT Pe3yJib-
TaThl HccaenoBanus. KpoBb HeNlb3sl XpaHUTh BO
a1y (Y4TO JeraeTcsl B HEKOTOPBIX KIMHHMKAX), TaK
KaK 3TO MOXET MPUBECTH K XOJIOJOBOH aKTHUBa-
muu dakropa Xl (mpouecc 3amyckaercst uepes
KOHTaKTHYIO (pa3y M pa3BHUBAETCS JOCTATOYHO Ya-
CTO) W BBI3BaTh 3HAYUTEJIbHBIC M3MEHEHUS (PYHK-
[IUU TPOMOOIIMTOB.

LlenTpudyrupoBanue il MOTYYSHUS ILIa3Mbl
JOJDKHO MpoBoauThes npu yckopenuu 1500-2000 g
B TeueHre 10 MUHYT, IpH 3TOM TOJTy4aeTcs IUIa3Ma,
«Oennras» tpombouuTamu. Eciu mpoOsl HeoOx01u-
MO 3aMOpPO3UTH NEPe MPOBEJCHUEM TECTa, TO MOC-
Jie pa3MOPKUBAHUS PEKOMEHIYETCs] TIOBTOPHO OT-
HeHTpudyrupoBars mpody u paboTaTh ¢ CynepHa-
TaHTOM. DTO JIeaeTcst Ui yAAIeHUs! OCTaTKOB pa3-
PYILIEHHBIX TPOMOOIMTOB, (HOCHOIUIHIOB 1 OEITIKOB
UX MeMOpaH, KOTOpbIE MOTYT BIIUSATH HA HEKOTOpbIE
KOAryJSILIMOHHBIE TECTHI.

lposepka uccredyembix 0bpa3yos
neped 8bIMNoIHeHUeM mecmos

ITpoBepka 00pa3LoB KPOBH WM IJIa3Mbl MEpes
IIPOBEICHUEM KOATYJISILIUOHHBIX TECTOB I103BOJIET
n30eXKaTh MHOTUX OLIMOOK, CBSI3aHHBIX C MpeaHaIu-
TUYECKUMU MOTPELTHOCTAMH.

Henpasunvnoe coomnowenue Kposv/yumpam
MO>KHO OIPE/IeINTh, €CIM 00bEM KPOBU B MPOOHpPKE
MEeHbIlIe WK Oosiblle, yeM TpeOyeMmbliid. [Ipu manom
o0beMe KpoBH OyJeT 3aperucTpUpOBaHO JIOKHOE
YIUIMHEHUE KOAryJIsILIMOHHBIX TECTOB.

IIpobwi ¢ suoumvimu ceycmxamu gubpuna. B 3a-
BUCHMOCTH OT CTEIICHU CBEPTBIBAHUS KOAryJIsLUOH-
HbIE TECTbI MOT'YT ObITh YKOPOUEHBI, HOPMAIBHBI HJIA
YUIMHCHBIL.

I'emonuz MOXKET IIPOU30UTH IIPU XPAHEHUU HE-
OTLIEHTPU(PYTMPOBAHHOM KPOBU WJIM TOCIIE LIEHTPU-
¢dyrupoBanus. B Takux Tecrax pe3ynbTaThl Bapbu-
PYIOT B 3aBUCHMOCTH OT CTEIIEHH remonusa. Ecnu
reMOJIM3 MpHCYI IN VIVO, YTO MOATBEp)KAACTCS B3sI-
THEM HOBOro 00pasiia, TO TECThl MOT'YT BBIIIOJIHSATh-
Csl 111 OLIEHKHM IeMOCTaTUYeCKOM curyauuu. Eciu
TeMOJIN3 IIPOU3OLLEIN [IOCIIE B3ATUSL KPOBHU, TO TaKUE
o0pas1pl cieayeT OTOPOCHTh, YTOOBl HE TOITYYUTh
JIO’)KHBIX PE3yJIbTATOB.

TecTbl ANs OLEHKM COCYAUCTOro U TPOMOOLIMTapHOrO KOMMOHEHTOB reMocTasa

TpaauiMOHHbBIE TECTHI HA UCCIEIOBAHUE COCY-
JCTOTO W TPOMOOIIMTAPHOTO KOMIIOHEHTOB IeMO-
CTaza, B TOM YHUCJE MPOObl HAa PE3UCTEHTHOCTH
(JIOMKOCTB) KalmMJUIIPOB, POOBI HA JUTUTEIBHOCTh
U BEJIUYHMHY KANWUIAPHOTO KPOBOTEUYEHUS, MOJ-
c4eT TPOMOOIIMTOB B Kamepe, U3yueHUe pa3MepoB
TPOMOOIIMTOB B Ma3Ke, BU3yalbHbIE METOAbI Ha

CTIOHTaHHYIO U UHAYIIMPOBAHHYIO arpueraifto, Xo-
POIIIO U3BECTHBI U MPEACTABIEHBl BO MHOTHX TIO-
coOusix. B HacTosImeM H3710KEHHH OCTaHOBUMCS
TOJIBKO Ha OTHOCHUTEIBHO HOBBIX METOJaX, OTpa-
OOTaHHBIX Ha HOBOU J1aOOpaTOPHON TEXHUKE, TMO-
CTYIAIOIIEH B KIMHHUKO-TUATHOCTUYECKUE J1abopa-
TOpPUH.

Bpemsi kposomeyeHusi

BpeMms1 KpoBOTeUEHNS - 9TO BpeMsl OT MOMEHTa
HAHECEHUsl CTaHAAPTHOW PaHBbl KOKU 10 MOMEHTa
NpeKpalleHnsl BbITeKaHus: KpoBU. OHO XapakTepH-
3yeT (PYHKIHMOHATIBbHYIO aKTUBHOCTH TPOMOOILIMTOB U
B3aMMOo/IeiicTBHE TPOMOOIIMTOB C COCYANUCTON CTEH-
KOi. BpeMsi KpoBoTeUeHHs He BBIABIISIET BCEX TPOM-
OOLMTAPHBIX HApYIICHHUH (TaKOro Meroja BooOIIe
HE CyLIECTBYET), 9TOT CKPUHMHIOBBII TECT TO3BOJISI-
€T 3aroI03pUTh TPOMOOLIUTONATUHN PA3IUYHOIO Te-

Hesa, Oone3Hb BumieOpanaa u HapylieHusl mpoar-
PEraHTHBIX CBOMCTB COCYAMCTON CTEeHKH. [locie BbI-
SIBJICHUS TIATOJIOTHH HET HEOOXOAMMOCTH TTOBTOPSTH
9TO HCCIIEIOBaHKE, HYKHO HCIIONB30BaTh Ooliee UyB-
CTBHTEIILHBIC M CIICIIM(DUYHBIC METOJIBI. Y 3TOTO Me-
TOJAa €CTh CEPhE3HBIC HEIOCTATKU:  MeTo1 MI0X0
cTaHgaptTusyercs. Pe3ynbTaThl

TECTa MO3BOJISIIOT JIUILB MTPEANIONIOKUTH HATIHE

TEX WM UHBIX HAPYILICHUH.
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Huskas YYBCTBUTCJIBbHOCTD. OTcyTCTBI/IG yaiu-
HCHU BPCMCHHU KPOBOTCUCHHA HC BCCraa Mmo3BO-
JISICT UCKIIFOUUTH HAPYHICHUA TpOM6OI_II/ITapHO-
ro wWiM CcOoCyaucCTtoro 3BCHBCB TICMOCTa3a.
Hu3zkas CHCI_II/I(l)I/I‘IHOCTL HC IMMO3BOJACT OAHO-
SHAYHO UHTCPIPETUPOBATH PE3YyJIbTAaThl MCTO/A.

Opnnako 310 Hanbosee JOCTYMHBIA METOM JIJIS BhI-
SIBIICHHUS HAPYIICHUI B3aUMOJICHCTBUS TPOMOOIIUTOB C
cocyaucTor creHkoil. Kpome Toro, 3To JemeBsid Me-
TOJI, TTO3BOJISTFOIIHI 3aIO03PUTh HAPYIIICHUS COOTBET-
CTBYIOIIIETO 3BEHA T'EMOCTa3a U PEIIUTh BOIPOC O HEOO-
XOJIMMOCTH JTAJTbHEHIIINX YTITyOICHHBIX UCCIICIOBAaHHH.

HuHamudeckuil aHanu3 pyHKuUU mpom6éoyumos

HoBriM monxooM B 1a0OpaTOpPHOM AUATHOCTH-
K€ SIBJSIETCS] MMUTHPOBAaHUE TPOMOOLUTAPHOTO T'EMO-
cra3a Ha npubope PFA-100® (pupma «Dade Behring»,
I'epmanust). B PFA-100 B u3MepuTenbHOM KapTpHI-
’K€ LUTpaTHas KPOBb IMPOMYCKAETCS uyepe3 KamuuIsip
nuamerpoMm 150 MKM, MOAETUPYIOUINA MUKPOCOCYI,
MOKPBITHIA MJICHKOW M3 KOJUIareHa/aJpeHaliHa HIIN
koyutareHa/AJ1® (puc. 73-74). D10 compoBOXIaETCS
o0pa3zoBaHHEM TPOMOOLMTApHON MPOOKHU, YTO Ole-
HUBaeTcs 1Mo neppy3noHHOMY naBieHno. OcTaHOBKa
nepdy3un (QUKCHPYETCST KaK «BpeMs OKKIIO3HH
cocyna». Meron no3BoisieT 3¢ ()EeKTUBHO C BBICOKOH
YYBCTBUTEIBHOCTBIO M CHEHU(PUIYHOCTHIO BBIABIATH
nepunut ¢dakropa Bumnebpanna, QyHKIMOHAIBHBIE
HapyUIeHUs TPOMOOLMTOB, BBI3BAaHHBIE aCHUPUHOM,
HACJIGACTBEHHbIE M NPUOOPETEHHBbIE HAPYIICHUS aj-
re3uu U arperanuu TpoMoonuToB. C npuMeHeHneM

o00@Q
000
pOQo

Puc. 73. AuHamn4yeckun arperometp PFA-100. OH nosso-
nseT HabnoaaThk in Vitro 3a NpoLEeccoM 3aKynopku cocyaa npu
MOZENUPOBaHUKN 3TOrO NpoLiecca B crieumarnbHO co30aHHOM
kapTpumke. O6paszoBaHMe TpomMOGOLMTAPHON NPOBKM OLEHK-
BaeTcs No nepdy3roHHOMY AaBMNEHNIO

2 aroHUCTOB (MHIYKTOPOB arperamuy) BO3MOXHO ce-
JIEKTUBHOE BBIJICJICHNE ACIUPUHOBBIX TPOMOOLUTONA-
tuii. [lo Tumy usmepenus PFA-100 sBusierca nuHa-
MUYECKUM arperoMeTpoM.

Ha npaktuke TpyaHo HapaboTaTh MaTepuan ¢
MEePBUYHBIM HapylIEeHHEeM remMocTasa, 4ToObl ycTa-
HOBUTH pedepeHTHBIC 3HAUCHUS TeCTa, TaKk Kak OoJib-
HBIX C OJHOPOAHBIMU HAPYIIEHHUSIMH AOCTATOYHO
mano. [Ipu TpomOouuTOMAaTUAX, BBHI3BAHHBIX JJIH-
TEIBHBIM MPUEMOM aHTUTPOMOOLMTAPHBIX Mpenapa-
TOB, OYEHb MHOTO Pa3JIMYHBIX BAPUAHTOB M3MEHE-
HUH TEpBUYHOr0 remMocTasa. TeM He MeHee METOA Io-
3BOJISIET BBISBJIATH PAHHUE MPU3HAKH HAPYLIICHUH
MEepBUYHOI0 TeMOCTa3a W, MO-BUIUMOMY, HMEET
OoJbIIMe MEepCHeKTUBbI AN BHEAPEHUS B KOaryJso-
JIOTHYECKHE J1adopaTopuu U J1abOpaTOPHH 3KCIpecc-
JUATHOCTHKHU.

Kpeika

ANA CO3AaHuA
OTPULATENLHOTO
MlaBnexuA

KapTpumk

,:Il;&

T

SN

[SISESS
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Kanunnap

Mpo6a kposn

Puc. 74. Oatiuk gMHammnyeckoro arperomeTtpa PFA-100 co-
OEpXUT Kanunnsp, MoAenMpyoLLMn MuKpococya. B LenbHomn Kpo-
BW, MPOXOASALLEN MO Kanunmspy, akTMBMPYETCst 00pa3oBaHue Cry-
CTKa, Ha cTeHkax HaHeceH KonnareH 1 agpeHanvH unu AP,
KOTOpbIE SABMATCA NEPBUYHOM NPUHMHON 3anycka reMoctasa
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TpombouumapHsbie nokazamesnu

YHucno mpomboyumos (Platelets, PL, PLT)

ITpu nmoacyere Ha aBTOMAaTUYECKUX aHAIM3aTO-
pax TPOMOOIMTHI PACHO3HAIOTCS 110 pa3MepaM B JIH-
anazone 2-20 ¢ (puc. 75). ABTOMaTH4YecKue cyer-
YUKU TO3BOJIIOT MOMYYaTh JAOCTATOYHO HAIEKHBIE
Pe3yJIbTaThl IO KOJIMYECTBY TpoMOormToB. [Ipu nos-
cuere TpoMOOLMTOB B Kamepe ['opsieBa ko3 duim-
€HT BapHaIuu cocTaBisieT 7-15%, Toraa kak aBTo-
MAaTHUYECKHUH MOJICYET BOCHPOU3BOAUTCS C TOYHOCTHIO
1o 2-4%. CoBpeMeHHbIE aHATU3aTOPbl CHIHATU3U-
pytot (rrarupoBanue Ha OJAHKE) O BBIXOJIC KOJIHAYE-
CTBa TPOMOOIIMTOB 32 peepeHTHbIC Mpeesbl, Ha-
JMYUU arperaTtoB TPOMOOLIUTOB, MAKPOTPOMOOIH-
TOB WM JPYTUX 3JIEMEHTOB, CPABHUMBIX 10 00BbEMY
¢ TpoMOOITaMU (MUKPOIPUTPOLIHTI).

JloxHOE 3aHIKEHHE YMCiIa TPOMOOIIUTOB MOYKET
OBbITh MPH UX arperanuy, arrJioTHHALMN MO AeH-
CTBHEM TPOMOOIMTAPHBIX ArrfJIOTUHUHOB M NPHU
NPWIMIIAHUKA TPOMOOITUTOB K JieHKouTaM (TpomOo-
IMTApHBIN «caTeuThU3M»). [Ipu mojicyere Ha rema-
TOJIOTMYECKUX aHAIN3aTopax B KayeCTBE aHTHKOA-
rynsHra ucnonssyerca D TA. [lpu nannuun ayro-
aHTHUTEN K TpoMOoImTaM KameBas conb JJ{TA unu-
LIUMPYET arperanuio TPOMOOLUTOB, YTO MpPOSIBIIET-
CsI TICEBIOTPOMOOLIUTOTICHHUEH.

Yueno knetox

Puc. 75. N'mctorpamma TpoMGOLIMTOB, KOTOpasi M3obpaxa-
eTcs Npy NPeacTaBeHnn pesynbTaToB cHeTa KMETOK KPOBU Ha
reMaTorormyeckux aHanmaaropax, NomMmo ructorpammel, re-
MaTornorM4yeckMe aHanusaTopbl NPeacTaBnalT pe3ynbTaTbl
nogcyeta konuyectea TpomboumToB (PLT), cpeqHero obbema
TpomboumToB (MPV), aucnepcun pacnpeneneHs TpomooLm-
ToB no obbemy (PDW), TpomboumTokputa (PCT)

CpedHuli o6bem mpomboyuma (MPV)

V 3n0poBbIx mozaeit MPV pasen 6-12 ¢ u Haxo-
JUTCSE B 0OpaTHOM 3aBUCUMOCTH OT YHCIIa TPOMOO-
IUTOB. TaKoe COOTHOIIEHHE OIPEAEIISET MTOCTOSIHCTBO
TPOMOOLIMTapHON Macchl B LIUPKYIUPYIOIIEH KPOBH.
MPV yBenmuuBaeTcsi ¢ BO3pacTOM; OTMEUEHO, UTO Y
Myx4aiH MPV HECKOJBKO BBIIIIE, YEM Y JKSHIIMH.

Hcnons3oBanne JJITA B KauecTBe aHTHKOAry-
JISIHTa BBI3BIBACT M3MEHEHHE (POPMbI TPOMOOILIUTOB OT
JMcKa K cdepe, 4To MpUBOIUT K yBenndeHuto MPV
Ha 10-12% B TeueHue 2 yacoB, a 3aTeM NOKa3aTelb
CYILLECTBEHHO He MeHsercs. [lon neiictBuem mmrpara
Hatpust MPV MOJKeT yMEHbIIAThCS WM YBEITMUMBATh-
cs, a pH BbICOKOH KoHeHTparmu (1:4) - He u3MeHs-
ercst co BpemeHeM. Kpome Tuna npuMeHseMoro aH-
THKOAryJITHTa M BPEMEHH OT MOMEHTA B3SITHsI IPOOBI
1o uccnenoBanust, Ha MPV oka3bIBaeT BIMSHUE TEM-
niepatypa okpyaromet cpenpl. [Ipexonsiee yBenu-
yeHne MPV otmevaercst y pabounx, KOHTaKTHPYO-
MIMX C ac(habTOBBIMU HMCTIAPEHUSIMH, OpraHUYECKH-
mu pactBoputessiMiu. MPV - BaxHbIH auarHocTuyec-
KUl okazatenb QyHKIMKA TpoMOOLUTOB. [TprunHbI
n3menenust MPV nipezcrasiens! B Tabin. 13.

Tabnuua 13
Tpuuunovr uzmenenus MPV

¥

! ¥mensmenne MPV
f—— _— f

W anonaruyeckas TpomOonHTONE- | LlurocTaTuyeckas,
HHYECKas mypnypa | IyueBas Tepanms
Caxapneiii nnader | CriteHomeranus

VYeeanuenne MPV

[Muneprupeos ArlacTH4eckas |
XpoHuyeckue 00CTpYKTHBHBIC aHemMms
3abonesanus jgerknx (runoxkcusa) | Muenoamucnmactiye-

Tabakokypenue
CenTHnemns

Tanaccemun

[Tpesxnamncus GepeMEHHBIX
IIpeaposporoii mepuon [lippo3 neuenn
CruieH3KTOMHSA 3abonesanus, conpo-
BoccraHoBHTEBHEI TIEPHO/ BOM/IIOIIHECHA HApY-
focie IITOCTATHYECKOi MHeno- ‘].I.[CIIHC‘M (GyHKIHH |
cynpecews  |medeHd

CKHil CHHIPOM
MeranoOnacruas
(By>-thommeo-nedu-
LIHTHAsA ) aHEMHA

—

Hucniepcus pacnpedeneHuss mpombouumos
o obbemy (PDW)

PDW - nokazarenb, ABISIOUUNACS MEPOU re-
TEPOTEHHOCTH Pa3MepoB (aHM30IMTO3a) TPOMOO-
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uutoB. Benmnunna PDW B cpeanem cocraBisier
10-15%.

Kax apredakr, 10XKHO3aBBIIIEHHOE YBETHICHUE
PDW moskeT ObITh CBSI3aHO € TIPUCYTCTBUEM MHKPO-
IIUTOB, IINW30IMTOB, MUKPOArperatoB TPOMOOLIMTOB,
(parMeHTOB LIUTOIIA3MBI JICHKOIUTOB.

DTOT MoKa3aTeNnb HAXOAUTCS B OOpAaTHON 3aBU-
CHMOCTH OT YHCJIa TPOMOOLIMTOB M UX TIEpHOJIA K13~
HH. B K@X7I0M KOHKPETHOM CiTy4ae BayKHa HE TOJIb-
ko BennunHa PDW, Ho U ee 1uHamMuKa BO BpeMEHH,
a TaKKe CBSA3b C JPYIMMHU TPOMOOLIUTAPHBIMHU I10-
kazareramu. Tak, yBenmmuenne PDW ¢ ogHoBpemen-
HBbIM cHIkeHHeM MPV cBuierenscTByeT o mpeoo-
JaJaHuM MUKPOTPOMOOIIMTOB cpeau oOIei moiry-
JASUUH TPOMOOIMTOB (yKa3bIBaeT Ha YrHETCHUE
TPOMOOIIMTOIO033a), a COYETAaHHE MOBBIIICHHOTO
PDW c yBennuennem MPV otpaxaer Hapactanue
YUCIa MakpoTpoMOOUMTOB (YCHJICHHE IPOIYKIIHU
TpoMOo1MTOB). OAHOBPEMEHHOE MPHUCYTCTBHE
¢bpakuuii MaKpoTPOMOOIIUTOB U MUKPOTPOMOOITH-
TOB BezleT K yBermuenuto PDW, Ho MPV mosxer oc-
TaBaThCs B Mpejesax HOpMbl. B cCOBpeMEeHHBIX Te-
MAaTOJIOTMYECKHX aHAIU3aTOpaX OTJAEIbHBIMU TOKa-
3aTeNIsIMH YKa3bIBAaeTCs IMPOLIEHTHOE COJIEpKAHUE
mukporpomborutoB (MicroPLT) u makpotpoM6o-
utoB (MacroPLT).

PDW wmoxer npumMeHsThCs s auddepeHiu-
anpHOM auarHoctuku. Tak, yBenndenne PDW cBbI-
e 10,5% 6b110 o6HapyxeHo y 50% GoNbHBIX cCceH-
IMATIEHOM TpoMOoImTeMueH, y 21% narueHToB ¢ pe-
aKTUBHBIM TpoMOOIMTO30M M Juib y 14% 31m0po-
BBIX JIFOZIEH,

Tpom6oyumokpum (PCT)

PCT - noka3arenb, XxapakTepU3yIOIINI IPOLEHT
TpOMOOIMTapHOH Macchl B 00beMe KPOBU: BBIUKC-
JSIeTCs CyMMUPOBAHUEM MPSMO H3MEPEHHBIX 00be-

MOB TPOMOOITUTOB MJIH TIPOU3BEIACHUEM CPEIHETO
o0beMa TPOMOOIIMTOB Ha MX YHCIIO:

PCT=%V, = MPVxPLT.

VY 3710pOBOro 4esaoBeKa MoKas3aTelb CTPEMHUTCS
OCTaThCsl CTAOWIIBHBIM: TIPH YMEHBIIEHHH YHCTIA TPOM-
OOLMTOB YCHJIMBACTCSI TPOMOOIIO33, B IIUPKYIHPYIO-
IIyI0 KPOBb BBIOPACBHIBACTCS OOJIBINIEE YKCIO MOJIO-
JIBIX MaKpOTPOMOOIIUTOB, YTO BEJIET K YBEITHMUYECHHIO
MPV. Ilpu yBenM4YeHHH KOJIMYECTBA LUPKYIUPYIO-
IIMX TPOMOOILIMTOB CHIDKACTCSl MPOIYKIMS HX B KOCT-
HOM MO3r€, TeM CaMbIM YMEHBILIAETCS TIPOLIEHT MaK-
porpomboruToB 1 MPV ymensiaercs. OqHako npu
HapyLIEHUH ATOTO PaBHOBECHUS MPOUCXOAUT WIIH
ymenbltenue PCT, 4To B KOHEUHOM cyeTe NPUBOIUT
K [IaTOJIOI'MK TIEPBUYHOTO FEMOCTa3a U PUCKY BO3HHK-
HOBEHUsI KpoBoTeueHu, mwm nossienne PCT, yse-
JIMYUBAIOLIIEE aKTUBHOCTH TPOMOOIIMTOB M MIX CIIOCOO-
HOCTb K arperaiyu. 1o MOBbIIIAET PUCK TPOMOO30B.

Hopmanbabie 3Hauenust PCT BapeupytoT B nipe-
nenax 0,15-0,35%. bputo oOHapyXeHO, UTO CHIDKE-
Hue PCT menee 0,1% 00yciioBrnino BO3HUKHOBEHHE
MOCJIEONIEPALIMOHHBIX KPOBOTEUEHUH Y MAIUEHTOB C
pazBuBIIEiicss TpomOoruTonenueil. Taike ObLIO OT-
MEYEHO, YTO 3TOT IMOKa3aresb OKasajcs Oosee dyB-
CTBUTEJIBHBIM Il OLEHKH PUCKA BO3HHUKHOBEHHUS
KpPOBOTEUEHUS], YEM YHCIIO TPOMOOIUTOB.

Ecnu cCKpMHHMHTOBBIE METOJIbI YKa3bIBAlOT Ha
HapyleHue (GpyHKIUM TPOMOOIMTOB, HEOOXOAUMO
BBINIOJIHUTD CIHIELMAIBHBIE TECTHI C YIETOM JMETHI U
JIEKApCTBEHHBIX MPENaparoB, MPUHUMAEMbIX Mally-
enToM (oT™ena 3a 7-10 cyToK mepen UccieJoBaH -
€M TIIOKOKOPTHKOCTEPOUIOB, aClMpUHA U JIPYIHX
HECTEPOMIHBIX MPOTHBOBOCHIAIMTENBHBIX CPEACTB,
aJIpeHOOIOKaTOPOB, OJIOKATOPOB KaJbLIMEBBIX KaHa-
JIOB, aHTHUArperaHToB. NMEHTOKCU(UIUIMHA, ManaBe-
puHa, TeoUIMHA, JUMUPHIAMOIA, TUKJIOMU/IMHA,
AQHTUOMOTHKOB - ICHUIIWUTMHA, KapOCHUIIUIUIHMHA).

Aepezayus mpomboyumose

Arperaiuio TpoMOOIIMTOB HCCIIEAYIOT Ha arpe-
TOMETpPE C UCIIOIH30BaHUEM MHIYKTOPOB arperarym.
TpeboBanus k mpodam kputudHbl. VccienoBaHue
arperauyy mpoBOJAT Ha Iuazme, 6oratoit Tpomoo-
mutamu (16T, anrnwuiickas abopeBuatypa PRP).
Kenarenpno ucnonwszoBath [IBT, conepxkamryro
npumepro 200 kneTok/Hi1. I1o TpeGoBaHue 3aTpy/l-

HSIET OLIEHKY arperaiu TpOMOOIMTOB MPU TPOMOO-
IIUTOTICHUU.

[TpoObI moOMeIIaTesl B KIOBETY arperoMerpa,
KOTOPBIN MpeACTaBIsIeT co00i onTryeckuii mpudop
¢ perucTpanuei npoxoasiiero ceera. [Ipoba B kio-
BETE MOCTOSHHO MEPEMEIIMBACTCS CHEIUAILHON Me-
mrankoi. [Ipu dhopmupoBanuu arperaToB MoBbIIIa-
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€TCsl PO3PAYHOCT IUIA3MBI U, CIICIOBATENIBHO, YBE-
JIMYMBAETCS TIOTOK TPOXOJIAILIETO Yepe3 KIOBETY CBe-
ta (puc. 76). V3mMeHeHne CBETOMPOITYCKAHHS PEruc-
TPUPYETCs B BUJE KPUBOM.

Aepeeayus c AQ®

XapakTep arperanuv TpoMOOLMTOB MPU UH-
nykuun AJ1® 3aBucut ot 103bl. Kak npasuiio, npu
koHueHTparuu 0,5-1 MKMOJIb BO3HHKaeT oOparu-
Mast arperauysi, pyu KOHLEHTPALKU JI0 5 MKMOJIb -
nByxdasHas arperaiys, Ipu OoJblIel KOHIIEHTpa-
mu (1o 10 MxMonb) - HeoOparuMasi oHO(ha3Hast
arperanys (WM arperaiys, pyu KOTOPOH Hepasiu-
YUM riepexo]1 oT 1-it 10 2-ii BOJIHBI).

[Tpu cBsi3pIBaHMM Ha MOBEPXHOCTH TPOMOOLH-
ToB AII® C penentopomM NpoUCXOJUT U3MEHEHHE
(GbopMBbI TPOMOOITUTOB, SKCIO3UIMS HA MEeMOpaHe
xomiuiekca GPlIb-Il1a (peuentop mis ¢ubprHOTe-
Ha) U nepsuuHas Ca-3aBucumas arperamms. Ecin
nepBuuHbId oTBeT Ha AJI® He Oyner moanep)kaH
BTOPUYHOM PEaKIMeH, TO B OTCYTCTBUM (hHOpHHOTE-
Ha TIPOUCXOAUT JIECEHCUTU3ALIMS PELIETITOPOB, KOTO-
past MPUBOJUT K Je3arperayu TpoMoonuToB. Bro-
pUYHas arperaiys ONOCpEFOBaHa BHYTPUKIIETOUHON
nepenaueil curHana yepe3 G-0elku ¢ TOBBIILICHUEM
BHYTPUKJIETOYHOM KOHLEHTPALUU Ca™, IIpoucxo-
JUT aKTUBAIMsI MPOCTArJaHINH-TPOMOOKCAaHOBOM
CHCTEMBI, pa3BHBaeTcs cekperws u3 o-rpanyia VWF,
B-tpomOornoOynuHa, TpoMOOCTIOHMHA, (PrUOpOHEK-
THHA U JPYTUX aKTUBHBIX KOMIIOHEHTOB, pa3BHBa-
€TCsl BTOPUYHAs arperarusi.

Bericnenue myreii AJl®-aktuBaruy TpoMOOIH-
TOB IO3BOJIWJIO UCTIONB30BaTh B KIIMHUKE aHTHArpe-
raioHHsle coeuHeHus. Oka3aaock, 4To THKJIONH-

JIMH ¥ KJIOMHUJIOTPENb CENEKTUBHO MHIMOUPYIOT aK-
tuBanuio G-6enka, AJ[d-arperaiuio U akTHBHOCTh
CTUMYJIUPOBAHHOW a/ICHUIATIIMKIIA3BI.

Azpezauyus ¢ adpeHaiuHoMm

OcoOeHHOCTH arperalyu ¢ aJpeHaIMHOM B 3Ha-
YUTEIBbHOM CTerneHu O0YCIIOBIICHbI KOHLIEHTpalUeH
Ca™ B cpeite. [Tpu ¢u3noNOrnyecKux KOHIIEHTpa-
musix Ca” (1-2 MMOJIb, KOTOpas XapakTepHa s
IUIa3Mbl KPOBHU) aJIpPCHAIMH HE BBI3BIBACT aKTHUBA-
UM TPOoMOOIMTOB U WX arperanuu. [Ipu 3Hauu-
TenbHoM chkennn Ca’’ B UTpaTHOM masme o 20-
40 MKMOJIb a/IpEHAJIMH BbI3BIBAET 0303aBUCHMYIO
arperanuto ¢ skcrpeccueii komruiekca GPIIb-I11a
IIpY TIEpBUYHON BOJHE arperaumu U TXAj-onocpe-
JIOBaHHYIO BTOPHYHYIO BoJHY (pHc. 28).

[To-BunumMoMy, B yCIOBUSIX OpraHM3Ma Hpsimast
aJIpCHAJIMHOBAsI arperauusi OTCYTCTBYET, YTO CBsI3a-
HO C OTHOCHTEIIHHO BBICOKOH KoHIeHTpameii Ca’*
B IUTa3Me U HU3KOW KOHIIEHTpaIieil camoro ajpeHa-
muHa. OHAKO aJpeHaInH, OYEBUIHO, OTEHIUPYET
JeHCTBHE JIPYTHX arOHKMCTOB, YTO MPOSIBIISETCS YKe
npu ero koHueHTpauuu nopsiaka 0,01 mxmos. Io-
ATOMY MPH KypeHUH, CTpecce U 0COOEHHO Kap/uo-
T€HHOM IIIOKE, KOT/Ia YPOBEHb aJIpECHAIMHA B KPOBU
noBbiaercs 10 0,6 MKMOJIb, OH CTaHOBUTCS CyIIe-
CTBEHHBIM (DAaKTOPOM BHYTPHUCOCYIMCTON arperaryu
TPOMOOIIUTOB.

Aepeesauusi c mpombuHom

TpoMOMH - O4YeHb CHIIBHBIN (HUBHOTIOTHUECKHHA
UHAYKTOp arperauuu. BoznelictBue TpomMOuHa Ha
TPOMOOLIUT ONOCPEIOBAHO COOCTBEHHBIM PELIETITO-

A B WHayktop

arperaumm\

%O WcxonHoe
() CBeTonponyckaHue
e

—

O
-

TpomboumTapHas nnasma

— ) =

TpomGouuTapHsle arperarb

C@ YBenuyenme

CBETONPONYCKaHWA

Puc. 76. MpuHUUN OUEHKK
MHOYLUMpPOBaHHOW arpera-
uun. A - go arperauuu; b -
arperauus. Nocne pobaene-
HWUS MHOYKTOpa arperauuun n
dopMnpoBaHUa arperaTtoB
TPOMOOLNTOB MNPOUCXOANT
NPOCBETIIEHNE CYCMEH3UU

&
o
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pom (puc. 20) u GPIba. Ctumyrnsimst TpoMOUHOBO-
TO peLenTopa COMPOBOXKIACTCS aKTUBALMEH TpOM-
6ormrToB uepe3 G-6enok, gocdonumnazsl C U BKIFO-
gyeHue (oc(HOMHOZUTONLHOTO MEXaHU3Ma aKTHBA-
K. DTOT MyTh CONPOBOXKIACTCSI OBICTPBHIM YBEIIH-
YeHHeM KOHICHTPALMH [HTo301bHoro Ca®" i cek-
peLuell o-rpaHyll ¥ 3JI€KTPOHHO-TUIOTHBIX O-TPaHydl.
Cexperupyemslii u3 S5-rpanyn AJID cymiecTBeHeH
17151 00pa30BaHUsI arperaToB, a BbIIEISIEMbIE O-TPa-
nHynamu ¢udpunorer, VWF, TpoMOOCTIOHINH - 17151
ux crabmmzanuy. OKKyHauust MOJIEKyJIaMu TPOM-
Ouna BbicokoadpuuHbIX penentopoB GPlba mpuBo-
JIUT K nepectpoiike dochonunuaHoii MeMOpaHsl,
CTUMYJISILIUM €€ TPOKOAryIsIHTHOM aKTUBHOCTU U
nosbimieHuto appunnoctu GPIIb-111a. B pesynbra-
T€ KOMIUIEKCHOM CTHMYIISILIMM TPOMOMHOM TPaKTH-
YeCKH He HaOJII01aeTCsl IBYXBOJIHOBOM arperaiuu.

Azpezauusi ¢ apaxudoHamom

ApaxunoHOBas KMCJIOTa B LUTPATHOM IUIa3Me
BBI3BIBACT JI0303aBUCHMOE M3MEHEHHE (DOPMBI TPOM-
OOIIMTOB, MEPBUYHYIO U BTOPUYHYIO arperamuio.
ApaxuJjoHaT aKTUBHPYET TPOMOOIMTHI 0e3 ydacTust
crie(pUUECKUX PeLenTopoB, MPOHUKAs BHYTPh
KJIETKH, aKTUBUPYs cBOU MeTabonuTsl - [1I'Gy,

[1I'H, u TpomMOOKCaH. 3Ty OCOOEHHOCTh aKTHBALMU
TPOMOOILIUTOB APAXUIOHOBOW KHUCIOTOW HCIIONB3Y-
10T 11 uhdepeHIaliy HapyIIeHNH, CBSI3aHHBIX C
JepUIITOM IYJIOB XpAaHEHHs M HAPYIICHUSAMHU B LUK~
JIOOKCUT'€HA3HOM ITyTH aKTUBAIIMK TPOMOOIIUTOB.

By arperarorpaMmbl 3aBUCHT OT TUTIA U KOHLIEH-
Tpauuu uHIyKTOpa. Hambonee pacmpocrpaHeHHbIE
uHaykTopbl A/I® 1 agpeHannH HCTONb3YIOTCS B He-
CKOJIbKMX KOHIEHTpaiusix. dopma arperarorpamMmbl
MOXET OBITh HECKOJIBKO OTIIMYHA Ha arperoMerpax
Pa3HbIX IIPOM3BOIUTENICH, TaK KAaK BBIBOJMMBIN PE3yJb-
TaT TeCTa B ONPE/IEIICHHOMN CTENEHH 3aBUCHUT OT CKOpPO-
CTH M XapakTepa IepeMelnBaHys1, TEMIIEpaTypsbl, CIIo-
co0a perucTpary 1 HEKOTOPBIX JPYTHX (haKTOPOB.

JlekapcTBEHHbIE CPE/ICTBA, TaKUe, KaK aCIUpUH
U JIpyrue HECTEpOMHBIE MPOTUBOBOCTIAIUTEIbHbIE
npernapaThl, aHTHOMOTHKH (3-TaKTaMHOTO psija, He-
KOTOpbIE BUTAMHHBI, IIPSTHOCTH MOT'YT OBITh ITPUYH-
HOW HapylIeHHOM arperanyu. M3 BelleckazaHHOTO
CJIITyeT, YTO JUISl aJIeKBaTHOM OLIEHKU pe3y/bTaToB
TecTta TpedyeTcs TIaTelbHas CTaHAAPTU30BAHHAS
HOJITOTOBKA OOJIBHBIX M CTaHAAPTHU3ALMS POTOKO-
JIa aHAJIMTUYECKUX TPOLIETYD.

bonesnp BunneOpanaa v BpokieHHbIE Hapyle-
HUS (PYyHKIMM TPOMOOLIMTOB JIETKO TUArHOCTUPYIOT-
cs1 arperatromerpueit (Tadm. 14).

Tabnuua 14
Usmenenus acpecamozpamm npu HapyuleHusx QyHKyuu mpomooyumos
Al i Anpenaaun Apaxmuio- i
boaesns Mepsas | Bro n B Hopasi | TpomOun | Koanaren Brcrane:
pasn | [lepsan | Bropan THH
BOIHA | BOJHA | Boama | Bosma | KHCIOTA
bone3ns BueGpania H H H H H H H 4
Cungpom bepnapa-Cyinbe H H H H H H/ H l
"I‘pnmﬁmmmcmmm ['nanimana [y L ] J & 1K d | +/—
[ [Tepeno3upoBka aciupuHa J iy s ! Il 1k +/—- 4 +-
| Cunzipom cephiX TPOMGOLHTOB 1 L "3 l H/ +/— l +/—

H - HopMmanbHas arperarorpamMma, 4- - CHU)KEHHAas! PeaKUys Ha HHIYKTOP arperauH.

Kiannunyeckuii npumep 2

Manpurk A. 6 jmer. OOpaTuics 3a MOMOIIBIO
0 MOBOJY HOCOBOTO KpoBoTeueHus. Co CloB po-
JIUTENEH - €AMHCTBCHHBINH PeOCHOK B CEMbE, MME-
IOIIUNA TeMOPpPAaruyecKue NMpOosIBJICHUSI B BUIE KOXK-
HOTO T€MOCHHJAPOMA, TEMapTPO30B M HOCOBBIX
KpoBoTeueHU. PeObeHok HaOIr01aeTCsl IO MECTY

KHUTEIbCTBA ¢ JuarHo3om remodumus A. Ilpu HO-
COBBIX KPOBOTEUCHHSAX W IeMapTpo3ax MOoJIydaeT
TIepPEJIMBAHUS IEBbHONH KPOBH C TOJIOKUTEIHHBIM
addexTom. [Ipr ocMOTpe, MOMUMO KPOBOTEUCHUS
13 TIOJIOCTH HOCQ, BBISBIICH KOXXHBIA TEMOCHHIPOM
CMEIIAHHOIO THUIIA - TEMATOMBI, DKXUMO3bI, IIETe-
XHH ¥ ITypITypO3HBIC dJIeMEHTHI. |1 oKa3aHUs dK-
CTPEHHOM MOMOIIY ObLT BBEJCH KOHIICHTPAT (hak-
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topa VIII, mocne uero kpoBoTeueHne OCTaHOBU-
JI0Ch, OJTHAKO PEIMIUBHPOBAIO Yepe3 HECKOJIBKO
yacoB. C yueToM XapakTepa KOXKHOTO T€éMOCHH/I-
poMa auarHo3 reMopuInu A BbI3BAJ COMHEHMS.
Heo6xoaumo ObuT0 MpOBOIUTH UG QepeHIInalb-
HBIA JIMAarHO3 MEXIy KoaryinonaTtueu, 00Je3HbIO
Bunnebpanna u HapymeHHEM TPOMOOIMTAPHOTO
remMocrasa. bblio ImpoBEIeHO KOarysaojIoru4ecKoe
o0cie10BaHKE.

UccnedoeaHus azpezayuu mpom6oyumos e
o6pa3yax yenbHol Kpoeu

Koprnoparus «Chrono-log» npousBoaut arpe-
TOMETpBI, paboTaromiye Ha o0pa3iiax HeIbHOH IHUT-
PaTHON KPOBHU U HCIIOIB3YIOLINE HIEKTPOHHO-UM-
NEeaHCHBIA U JIOMHUHECHEHTHBIN METOMbI JeTeK-
i (puc. 77). [lpubop peructpupyer MUKpPOTOKH,
MPOTEKAIONIUE B CHEUATBHOM 3JIEKTPOIHOM OJ10-
Ke, NP1 TOTPYKEHUH €ro B paziInyHble 00pasIbl -
LENbHYIO KPOBB, IUIa3My, Ooraryro TpoMOOIUTaMu
(TIBT), pa3BeneHHYO KPOBb HJIH BO B3BECh OTMBbI-
TBIX TpoMOOUMTOB. IlepBOHAYaNIbHBI KOHTAKT
AIEKTPOJOB C 00pa3LoOM IIPUBOAUT K 0OPa30BaHUIO
MOHOCJIOSl TPOMOOLIMTOB. 3aTeM MHpu J00aBICHUU
MHJYKTOPOB arperaiyy U APYrux aKTHBHBIX areH-
TOB MPOUCXOJUT MOCTENEHHas arperauusi TpomMoo-
IIUTOB Ha JIEKTPOJAX, KOTOpasi MPUBOIUT K Xapak-
TEPHbIM U3MEHEHHSIM HJIEKTPHUYECKHX CBOMCTB CHC-
TEMBI.

MeToaoM 3IEKTPOHHOTO UMIIEaHCA MOKHO
MIPOBOJIUTH U3MEPEHUS arperalyy B yCIOBHSX, B

Puc. 77. ArperomeTp «Chrono-log», uccnegyrowmi arpera-
L0 TPOMBOLMTOB Ha LIENbHOM KPOBU 3NEKTPOHHO-MMMNeAaHC-
HbIM METOAOM

Pezynomamul. BpeMsi KpOBOTEUECHHUSI 3HAUUTEIb-
HO YJUTMHEHO, KOJ4ecTBo TpomOorTo 150 x 1071,
[1T-rect 155%, AYTB 31 c (Hopma 28-43 c¢), ¢. Y1
>200%, ¢.1X 195%, pucToueTHH-KO(paKTOpHast aK-
TUBHOCTH 71%. Arperamms tpomGoruros ¢ AJ1D,
KOJUIAreHOM U a/IpeHAIMHOM OTCYTCTBYET, arperarus
TPOMOOIIMTOB C arrpHCTUHOM HOpMasibHasl. JlaHHbIE
oOcneoBaHUs MO3BOJIMIM MOCTABUTH JHArHo3:
TpoMOacteHus [ manimaHa.

KOTOPBIX ONTHYECKAas arperanus 3TO CHeNaTh He
MOXET - B TeMOJIM3UPOBAHHBIX, UKTEPUYHBIX U JIU-
NeMUYHbIX oOpasmax. MmmenaHcHas arperoMmerpust
MOXET OBITh MCIOJIb30BaHA C YCIIEXOM IIpU HCCIie-
JOBAaHUHU MAIMEHTOB C CHHIPOMOM THUTAaHTCKHUX
TPOMOOIIMTOB, TJIe ONTUYECKAsE arperoMeTpusi Mpu-
BOJIUT K HENPaBUJIbHBIM pe3yJIbTaTaM.

HccnenoBanue arperady Ha arperoMerpax
«Chrono-log» npoBoauTcst 0ueHb OBICTPO: VIS HC-
CIICJOBAHMS arperalyy B S5 MJI LEJIbHOW KPOBU He-
00X0/IMMO BPEMEHHU MEHbIIE, YeM TpeOyeTcs Uis
NPUTOTOBJICHUS TUIA3MBbI U1 Koaryaorpammeal. [Ipu
3TOM METOJIMKA MO3BOJISIET BBIABUTH OOJIBIIMHCTBO
BUJIOB JUCHYHKIHMH TPOMOOIUTOB. BhIiCOKOUYB-
CTBUTEIIbHBIA MMIIEJAHCHBIA METOJ I103BOJISET
OUYeHb OBICTPO M TOYHO MPOBECTH CKPUHHUHT IS
BBIsIBJIEHUs1 OoJie3Hn BueOpania Ha ocHOBE pHc-
TOIIETUH-arperalyy enbHoN KpoBH (puc. 78). Jtot
e TMOJXOJ] OMOTaeT MOATBEPAUTh CHHAPOM bep-
Hapa-Cynbe y aereil, ObICTpO HaMTH OOBSICHEHHE
JUTUTENbHBIM KPOBOTEUEHHUSIM Y MAIMEHTOB, MPUHU-
MAlOLIUX PA3IUYHbIE IPOTUBOBOCTIAUTEINIBHbIE JIe-
KapcTBa.

Boneaxs 3n0posbiit
Bunne6panpa Yenosex
- - \‘
0,1 mr/mn 05mr/mn L
Puctouetnx PucTouetnt
Arperauua Arperauun
OTCYTCTBYET

Puc. 78. BbicTpas anarHocTtuka 6one3Hu BunnebpaHga v
BPOXXAEHHbIX HapyLUEeHUA yHKLUM TPOMOOLMTOB Ha arpero-
MeTpe «Chrono-log» ¢ undpoBbiM 1 rpadmHeckMm nNpeacTae-
TNeHveM pesynbTaToB
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Hanuure Ha arperomerpe JFOMHHECIICHTHOTO
JaTYrKa MO3BOJISIET OJHOBPEMEHHO C arperaruei
TPOMOOIIMTOB MCCIICIOBATh U JPYIHE MPOIIECChI, Ha-
MPUMEP CEKPELHIO TPaHY.I.

B 10 ke BpeMsi IpaKTUYECKU BCE arperoMeTphbl
kopropaiu «Chrono-log», kak fgomonHeHue K UM-
[IEJAHCHBIM U JIFOMUHECIIEHTHBIM KaHaJlaM, MMEIOT
ONTUYECKUE KAHAIBI JIJISI TIPOBEICHHS KIIACCHUYECKO
(TypOHIMMETPUIECKON) arperoMeTpHH.

[Tporecchl arperaiiv B 1EIbHOW KPOBH Hau-
6onee TPUOIMKEHBI K (PU3UOJIOTMYECKUM YCIOBH-
siM IN VivO. FIMEHHO 1O3TOMY JTOCTHUTAeTCs BHICOKAS
JIOCTOBEPHOCTh U CHEIM(DUUHOCTH PE3yJIbTaTOB HC-
CJIEIOBaHUsl, YTO JAET BO3MOKHOCTb HE TOJIBKO

OBICTPO MPOBECTU HEOOXOAUMYIO TUATHOCTUKY, HO
1 00€CIIeUnTh HAZEKHYIO IPOrpaMMy MOHHUTOPHH-
ra IpoOBOAMMOM TEpaIllMK B peabHOM BpemeHu. [1o-
CKOJIbKY MMIICIaHCHAsI arperoMeTpys Ha LIEJIbHOU
KPOBH SIBIISICTCS] HAUOOJIee aJIeKBATHBIM CPEICTBOM
JUIsL OIIPENEIICHUs] TUIIEparperaluy, MeTOA PEKo-
MEHJIyeTCsl JJIsl UCCIIEAOBAHUS MALIMEHTOB C PUCKOM
TPOMOOIMOOIMUECKUX OCIOKHEHUH. DTOT METO[
OoJiee YyBCTBHUTENICH U a/IeKBATEH IO CPABHEHHMIO C
ONTUYECKON arperanuuen, MOCKOJIbKY H3MEpPEHUs
IIPOUCXOAT B IIPUCYTCTBUU BCEX HATUBHBIX DJIEMEH-
TOB LIEJIbHOW KPOBH, BKIIIOYAsi SPUTPOLIUTEI U JICH-
KOLIUTBL.

Tpomboanacmoepachusi

Tpom6oanacrorpadus (TOI) - oquH U3 NEpBBIX
METOZIOB KOMIUIEKCHOM OLIEHKH reMocrasza. Tpomoo-
snactorpagus Oputa npesioxkeHa eme B 1948 r. [ap-
teproMm (Hartert) u mo Hacrosiero BpeMeHH ocTa-
€TCsl €IMHCTBEHHBIM METOJIOM, KOTOpPBI KaueCTBEH-
HO M TIOJIYKOJMYECTBEHHO IO3BOJISIET OXapaKTepH-
30BaTh Ipolecc 00pa3oBaHMsl CIYCTKA, €ro MEXaHH-
YeCKHe XapaKTEePUCTUKH, IUIOTHOCTh, CTAOMIBHOCTD
u rnpouecc ¢udbpuHoiIM3a. B Hacrosmiee Bpems Me-
TOJ1 YCOBEPIIICHCTBOBAH, OH MO3BOJISIET KOJTMYECTBEH-
HO OILIGHUTb MepedrciIeHHble mapameTpbl. Momudu-
KallMI0 METOJIa C MCIOJIb30BaHUEM KOMITbIOTEPHOTO
aHaIM3a JTaHHBIX MOKHO Ha3BaTh TPOMOO3J1acTOMET-
pueii (TOM). TOI' u TOM MoryT ObITh UCHIOJIB30BA-
HBI JUIS KCCIIEJIOBAHMS LIEIbHOM KPOBH, LIEIBHON KpO-
B C aHTUKOAryJsHTaMH, Ooratoil u OemaHOI TpoM-
OoLMTaMH TUIa3MbI C UTPATOM B Ka4eCTBE aHTHKO-
aryJsiHTa.

[Mpunuun TOI™: uccnenyemblii 00pazer; moMera-
eTcsl MEXKITy JIBYMs [TOBEPXHOCTSIMH, Ha OJIHY U3 KO-
TOPBIX TOJAIOTCS BpallaTeIbHO-KOJIeOaTeIbHbIC
JIBIDKEHMS, a JIpyrasi COe/IMHEHa C YCTPOHCTBOM, MpH-
HUMAIOIIUM U (HUKCUpYIOINM Konebanus. [locne
no0aBrieHHst B 00paszel] aKTUBaToOpa CBEPTHIBAHUS
KpOBM HauMHaeTcs oOpa3oBaHue cryctka. Ilo mepe
nonuMmepu3au GuoprHa koseOaHusl ¢ OJJHOU To-
BEPXHOCTH HAUMHAIOT TIEpeAaBaThCs Ha OPYTYIO U
peructpupoBarbcs. [lomydaromasics KpuBasi 3aBHCH-
MOCTH aMIUTUTY/bI KoJieOaHUid OT BpeMEHH Xapak-
TEpU3YeT MPOLIECC CBEPTHIBAHUS KPOBH, a TO3XKE
bubpuHOI3a (pHC. 79).

HauOonee BaxxHO# MH(DOpMaruei, KOTopyro
MOXHO 3BJiedb 13 kpuBoit TOI (puc. 80), sisiercst:
*  Bpems o Havasa oOpasoBanwst pudprHa (r-Bpe-
*  Bpewmst popmupoBanus cryctka (K-Bpems).

*  MakcuMmasibHast aMIUTUTy/a (3aBUCHT OT KOH
HeHTpaun (GuOpUHOTeHa, KOTUYEeCTBA U Kaye
CTBa TPOMOOITIUTOB, B3aUMOAEHCTBUS (PUOpHHA
U TPOMOOIIMTOB B CT'YCTKE).

*  Bpewms nusuca Tpomo6a.

MeToz Mo3BOIISIET KCCIIEIOBaTh Kak CIIOHTAHHYIO
KOAryJsIMIo, TaK ¥ MHIYLIMPOBAHHYIO aKTUBATOPa-
mu. [IpumMeHeHne pa3nuyHBIX aKTUBATOPOB M Peak-
THBOB TO3BOJISIET JIOCTUYb PA3HBIX JUATHOCTUYECKUX
neseil. B kauecTBe OMONHUTENBHBIX PEAKTUBOB MO-
T'YT UCIIONB30BaThCs TenapuH, (PUOPUHOIUTUKU I
ux uHruouropsl. zmenenus TOI', koTopble oTpaxa-
10T HanboJee pacnpoCTpaHEHHbIE U3MEHEHHS TEMOC-
Tasa, mpescTaBieHsl Ha puc. 81. Hapsiny ¢ m3meHeHu-
SIMH, BbI3bIBAEMBIMHU JICKAPCTBEHHBIMU TIpeTiapaTaMu,
TOI" no3BosieT HASHTUPUIMPOBATH TPOMOOIIUTOTIA-
TUH, TUIIEPKOATYJISILIMIO U IPyrre HapyIIeHUSL.

B Hacrosiiee Bpemsi pa3paboTaHbl I0CTATOYHO
KOMIaKTHBIE TpoMOo3nacTorpadsl, KOTOPbIE MOXK-
HO pa3Melarh Ha KaTaJke OKOJIO MOCTenH OOJIbHO-
ro U OIEHHUBATh MPOIECC TEMOCTa3a HEMEJIEHHO
TIOCJIE B3SITHSI KPOBH, YTO CYILECTBEHHO YMEHBINAET
BIIUSIHUE TIpeaHaIuTu4Yeckux (paktopoB. OnuH U3
HauOoJiee aanTUPOBAHHBIX K KIMHUYECKUM HCCIe-
JOBaHWsAM TpoMOoanactorpador «Rotem Gamma»
MoKa3aH Ha puc. 82.
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A e AKTUBUDOBAHHBIE
Anreaun ubpuHoresa AKTHBALMA ToomGoumy  TPOMOOLNTS
Ha NOBEPXHOCTH AHEKKN MNA3MEHHOTD i TPOMOUH e —
TpomGo remocTasa
B MNonepeysie ceA3N B (uGpMHe
B.XII_ Monepe4Ho CumMTbIi Gogemmme 99 e
. il
OUOPHH et g B CTYCTHE YnnotHeHme crycrxa
! 1
1
Barne W3ALIAR
|
L1l 111
o Axn
BATOPI
NNA3MIHOreHa > finasmmn

DUGPUHOTEH —L- nae [

Puc. 79 (A-A). NocaeporareAsHbie 3tansl hopMupoBa- ‘
HUS CTYCTKQ KPOBM 1 COOTBETCTBYIOLME W3MEHEHUS HO
1pombBoaracTorpamme ‘

INEREREEN]

lnepcmbpuHonua ‘

TpomGouuTonesua |

lnepxoarynAumA

Puc. 81. Tunu4Hsie npumepsl H3MeHeHHbIx TII

.’ 1 | Puc. 82. Tpomboaaacrorpad «Rotem Gammar. OueHusaer cropmm obpaso-
| BaHus, CTaBUAUAALMM M AM3UCA CTyCTKA LieALHON Kposu. Mpubop umeer 4 napaa-
ASAbHBIX KOHOAG, MOXET BbiTh MCNIOALIOBAH AASL OLUEHKN BAVISIHUIA AEKOPCTBEHHbIX

NPenapaTos HO CBEPTHBAHWE KPOBM
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MonekynspHo-6uosio2uyeckue Memoodbl

BricokonH(bOpMATUBHBIM METO/IOM, COYETalo-
UM UMMYHOXMMHUYECKHE TEXHOJIOTUU C UCCIEIO-
BaHMEM KIICTOUHBIX MOMYIISLMM, SBISETCS MPOTOY-
Hast uuToMerpus. [IpoTounas nuroMeTpus Mo3BO-
JISIET OXapaKTePU30BaATh KJIECTOYHbIE TOMYIISLINN, UX
pazMmepsl, cTaauio TudGepeHIIMPOBKH. ITUM METO-
JIOM ONPEIENSAIOT HAIWYME WM OTCYTCTBUE HA Kile-
TOYHOH TIOBEPXHOCTH CIENU(UIECKUX PEIENTOPOB
WINM TPOIYKTOB KIICTOYHOM aKTHBAIMHM, CYOIOITy-
TSIUA TPOMOOIIMTOB U JAXKe HUPKYIUPYIOIIUE H-
JOTENUAIbHbIE KJIETKA. MeToa BO3MOXEH MpHU Ha-
JUYUM MPOTOYHOTO IUTOMETPa M CIEIU(PUUECKUX
PEaKkTUBOB, B MEPBYIO OYEpPEb MOHOKIOHAIbHBIX
anTuTesl. OCHOBHBIM JJOCTOMHCTBOM 3TOM TEXHOJIO-
MU SIBJISIETCS. BOBMOXKHOCTb Pa3/IeUTh KIETOUHBIC
MONYJAIMY Ha aKTUBUPOBAHHBIE M HEAKTUBHBIEC.
Tem He MeHee UCTIOJIb30BAHUE JAHHOW TEXHOJIOTUN
JUI OLIEHKHU TeMOCTa3a UCIOJIb3YeTCs KpailHe pej-
KO, TaK KaK TEXHOJIOTHUS JOporasi U TpeOyeTcsl BbI-
COKOKBANM()UITUPOBAHHBIA TEPCOHAN, TOATOTOB-
JICHHBIN B 00JIaCTH MPOTOYHOM IUTOMETPUU U Te-
MOCTa3HOJIOT UH.

IMonmumepasnas unennas peaxuus (ITIP) nHaunna-
€T BHEZIPSATHCS B Ta00OPATOPUH, 3aHUMAFOIIIUECS Te-

MOCTa30M, B MEPBYIO O4Yepeb HAclIeACTBEHHBIMU
HapyIIeHUsSMU CBEpThIBaHUS KpoBH. HacnencrseH-
Hble 3a00JIeBaHMs CBSI3aHBI C OTCYTCTBUEM WU JTHC-
byHKIMEH OenKkoB B pe3yibrare MyTallui B TeHax,
KOAMPYIOLINX MX CHHTE3. 3agaueii MOJIEKYISpPHO-
OMOJIOTUUECKIX METOJIOB SIBIISICTCS BBISIBIICHUE ITHUX
MmyTanuit. OOIIMPHBIE MOJIEKYIISIPHO-TEHETUYECKUE
UCCTIEZIOBAHUS TIPOBOJATCS TPU TUATHOCTHKE TeMO-
¢bumm A u B, a taroke 6ose3nu Bunne6panaa. TP
UCTIONB3YeTCs JUTsl BhIsIBIICHUS MyTaimid (pakropa V
Jletinen, mpotpom6buna 20210G—A, nommopdus-
Mma daxrtopa X, nedpunmra AT, mporennos C u S
u B apyrux ciydasx. [ILP u npyrue meromas mose-
KYJISIPHOM M TeHHOW TMArHOCTUKU HUCTIONB3YFOTCS IS
BBISIBJICHHSI HACIIEICTBEHHBIX 3a00JIEBaHUM, MPU KO-
TOPBIX HapYIIEHUSI TEMOCTa3a SIBJISFOTCS COYETAaHHOM
(dbopMoii MaTOJIOTHH.

OTH METO/Ibl UTPAIOT OYEHb BAYKHYIO POJTb B Mpe-
HATaJILHOW TMarHOCTHUKE, OOBEKTOM IS HCCIeIOBa-
HUS MOXET ObITh aMHUOTHYECKAsl >KUIKOCTb WU
XOPHOH, KOTOPbIE MOXKHO ToNy4uTh Ha 8-10-i1 He-
nene OepeMEeHHOCTH. DTUMH HCCIISOBAHUSIMU MOXK-
HO BBISIBUTH T€TEPO3UTOTHOE M TOMO3UI'OTHOE HOCH-
TENBCTBO MATOJOTMYECKUX TCHOB.

MeToauyeckne oCHOBbI NaGopaToOpPHOW OLIEHKM MMa3MeHHOro remocrasa

K oacyJsiiyuoHHbIe mMemoohbli

KoarynsiyoHHbI€, WM KIOTTUHIOBBIE, METOIbI
OCHOBaHbI Ha OIPEEIICHNH MIPOMEXKYTKAa BPEMEHN OT
J0OABIICHNS] CTApTOBOTO PEAKTUBA, 3aIyCKAIOLIEro
KacKaJl CBEpThIBaHMS IUIa3Mbl, 10 MOMEHTa 00pa3o-
BaHMs crycTtka (BbimaneHus ¢pudpuna). [Ipu mocra-
HOBKE KOAryJIsLMOHHBIX TECTOB HEOOXOAUMO Iiepe-
MeIIaTh IIa3My C PEaKTMBOM JI0 TOMOT€HHOH cyc-
NEH3UU U TIOJUIEP)KUBATh CTAOMIIBHOM Temreparypy
peakimu. KoarynsiroHHble TeCTbl - B HAacTOsIIEe
BpeMsi HanboJiee pacpOCTPAHEHHBIN METOIMUYECKHUI
HOJAXOJ JUTsl OLICHKH IJIa3MEHHOT'O TeMOCTa3a B KITH-
HHMKO-IMarHOCTUYECKUX J1abopaTopusx. Heobxomu-
MO MOAYEPKHYTh, YTO KOAryJSILIUOHHBIE METO/IbI SIB-
JISFOTCSI CKPMHUHTOBBIMHU, TEM HE MEHEE Ha UX OCHO-
BE CKOHCTPYHPOBAH PsiJ] METO/IOB ISl OLIEHKU aKTHB-
HOCTH (haKTOPOB ILIA3MBI.

PyuHbie MemoOsl

Pydnbie MeTO/IBI OOHAPYKEHHS MOMEHTA BBIIa-
JICHHSI CTYCTKA IPOBOJIATCS HAa BOJISTHOM OaHe. ABTO-
MaTHYeCKasi PEryJisiiys TeMIIePaTypbl BObI TOJIBKO
YaCTUYHO peIaeT NmpooieMy MOAICp aHHs MOCTO-
SIHHOM Temmieparypbl. YacToe BRIHUMaHUE MPOOUp-
K{ BO BpeMs UCCIICIOBAHMS ISl HAOJFOICHUS 3a T10-
SIBJISIFOIIAMCSL CTYCTKOM SIBIISIETCS TIPUYMHOM TOTO,
YTO TEMIIEPATypa PeaKkiuh HE COOTBETCTBYET TEM-
nieparype BojsiHON Oanu. [Ipu BU3yasbHOU OICHKE
BPEMCHH TIOSIBIICHHSI CTYCTKA JIAXKE OIBITHOMY J1a00-
PaHTy HEBO3MOKHO TOYHO YCTAHOBHTh MOMEHT TIO-
SIBJICHUSI CTYCTKA, YTO SIBJISICTCS TJIABHOW MPUYUHON
TUIOXOI MOBTOPSIEMOCTH pe3yibTaroB. OHAKO crie-
JIyeT TIOMHHUTB, YTO B CUTYAIHsX, B KOTOPBIX OTCYT-
CTBYIOT WJIH MOJBOJIAT aBTOMAaTUYCCKIE METOIbI
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(opmupyeTCsi HEIUIOTHBIN CI'yCTOK), IPUMCHEHHE
9TOT0 MeT01a 000CHOBAHHO.

TouHOCTE OmpeneneHust BpeMeHH OOJbIIe 3aBH-
CHT OT HMCCIIEIOBATEIIS, UM OT TUIIA UCTIONIH3YeMOTO
B HCCJICZIOBAHUSX CEKYHIOMEpA. Y IOBJICTBOPUTEb-
HOH CIIeTyeT CUMTaTh TOYHOCTH OTPEICICHHUS BpeMe-
au 10 0,5 c. K HemocrarkaM 3TOro Merona MOKHO
OTHECTH UINTEILHOCTH €r0 BBIINOIHEHUS U HEOOXO-
JMMOCTh MaKCUMAJTEHOTO BHUMAHHS BO BpEMsI TIPO-
BEIECHUSA UCCIIEN0BAHUSL.

AemomamusupoeaHHble Koazgynomempbl

ABTOMaTH3UPOBaHHBIE KOAryJIOMETphI CyIIe-
CTBEHHO YJTyYIIMJIA TOYHOCTh U MOBTOPSIEMOCTD pe-
3yJABTaTOB KOAryJISIIMOHHBIX TECTOB, YMEHbBIIWIN
BIIMSHUE YyesoBedeckoro (pakropa. B Hactosiee Bpe-
Ms UMeeTCst OOJIBIION BBIOOP Pa3IMYHbIX MPUOOPOB
ISl UCCIIEZIOBaHUS T€MOCTa3a, HAUMHAasi OT CaMbIX
MIPOCTHIX, B KOTOPBIX aBTOMATH3UPOBAH JIMILb ITPO-
necc (UKcalMu MOMEHTa CBEPTHIBAHUS KPOBH, JI0
CJIO’KHBIX MAIlMH, TPEOYIOIUX JIUIIb YCTAaHOBUTD
OTLEHTPU(PYrUpOBaHHbIE MPOOHPKU B IUTATHB U 3a-
JaTh MPOrpamMMy McclieioBaHuid. B mocneue rois
MOSIBILSIIOTCS. OMOXUMMYECKUE aHAJIM3aTopbl, B KOTO-
PBIX TpeIaraloTcs MPOrpaMMbl T PErUCTpaLuu
KOAryJIALMOHHBIX TECTOB METOJIOM TYpOUAMMETPHU
M0 PE3KOMY U3MEHEHHUIO CBETONPOIYCKAHUS B MO-
MEHT CBEpThIBaHM IUIa3Mbl. Bee 310 3HaUMTENBEHO
PacIIMPUIIO BOBMOXKHOCTH OLIEHKH I'eMocTa3a B KIU-
HUKO-/IMarHOCTUYECKUX J1aboparopusx. B To ke Bpe-
MsI HICCIIEZIOBAaHUE TEMOCTa3a MO-NPEKHEMY TIPE/TbsIB-
JSIET BBICOKME TPEOOBAHUS K MPEaHATUTHYECKOMY
3TaIly, KauyecTBY MOJTOTOBKM MpoO, KBaTM(UKALMN
71a00paHTOB, POBOISAILUX UCCIIETOBAHMS.

B nocnenHye HECKOJIBKO JIET B aHAIUTUYECKOM
MOJXO0/IE K OLIEHKE TeMOCTa3a, B TOM YHUCIe U U3-3a
BHEPEHUSI aBTOMATH3ALMH, CYIIECTBEHHO IOBBIIIIE-
HBl TpeOoBaHMA K cTaHfaptuzauuu. CraHgapTuza-
1Sl PacCMATpPUBACTCS KaK CIIEKTP MPUEMOB HCCIIe-
JIOBaHMS FeMOCTa3a, 00ECIEUNBAIOLINI BOCIIPOU3BO-
JIMMbIE B Pa3HBIX JIA00PATOPUSIX PE3YIIBTATHI 33 CUET
NPUMEHEHUsI Pa30BbIX CHCTEM B3SITHsI KPOBH, aTTec-
TOBaHHBIX METOJIOB, PEAKTHBOB, NPHOOPHOI1 6a3bl,
MEXIyHApPOIHBIX CTaHIAPTOB MpU KaJMOPOBKE, MPO-
BEJICHUsI BHYTPHJIA00PATOPHOTO KOHTPOJIs Ka4ecTBa,
y4acTHsi BO BHEIIIHEM M MEXIYHApOJHOM KOHTpOJIE
KauecTBa U Jp. Hanbosee sipkuM mpruMepoM Takoro
TI0J1XO/1a SIBJISIETCS TIEPEXOJ] OT ONpPEJIENICHHs HECTaH-

JAPTU30BAaHHOTO MPOTPOMOMHOBOTO MHJEKCA K OI-

PEIETICHNI0 MEXIyHapOJHOTO HOPMATU30BAaHHOTO

otHomenusi (MHO) npu ucnonb30BaHUM aTTECTO-

BaHHOTO TI0 MEXIYHAPOIHBIM CTaHIApTaM TPOMOOTI-

nactuna (cM. Hipke). OHAKO MHOTHE KOAryJIsIMOH-

HbIE METOBI TJIOXO MOIAI0TCS CTAaHIAPTU3AINH, B

TOM YHCJIe TaKOH IIMPOKO PACIPOCTPAaHEHHBIN TECT,

KaK aKTMBHPOBAaHHOE YAaCTUYHOE TPOMOOTIIIACTHHO-

Boe Bpemsi (AUTB).

B ocHoBe perucrpanyu MOMEHTa BBITIAJCHUS
CTyCTKa B KOAryJloOMeTpaX HCHOJB3YIOTCS HECKOIb-
KO TPUHLIMIIOB. MEXaHHMYECKHU, TypOHIrMeTprUIec-
KW, ONITHKO-MeXaHndecknii, Kaxaplii U3 HUX nMe-
€T CBOM NPEUMYIIIECTBA U HEIOCTATKH, KOTOPBIE BaXK-
HO 3HAaTh MPU UHTEPIPETALUHN PE3YIHTATOB HCCIIe-
JOBaHUi (CM. HIKE).

OrpanuueHus: KoaryJisiuOHHBIX METOJIOB:

e OrpaHuueHHOE BpeMs perucTparuu. TecTt noi
’KeH OBITh TIPOBE/ICH B TeUeHHE pumepHo 10-
200 c¢. D10 BO3MOKHO JAJIEKO HE U BCEX aHa
JIN30B.

e Jlaneko He BCce KOMIIOHEHThI T€MOCTa3a MOYKHO
HCCIIeIOBATh 110 BPEMEHU 00pa30BaHUs CTyCT
ka. KoMIoHeHTBI crcTeMbl (MOpUHON3a, HHTH
OMTOPBI HE OKA3BIBAIOT MPSAMOIO BIMSHUS HA
BpeMs CBEPTHIBAHUS, U UX KOJIMYSCTBEHHAS
OLIEHKA HE MOAETCA UCCIECIOBAHUIO KIIOTTUH-
TOBBIM METOJIOM.

*  Mero/ YyBCTBUTENCH K Pa3IHUHBIM HECIICIIH
(UYeCKUM BHEITHUM BO3JIecTBUAM. Hanmpu
Mep, uccienopanue aktuBHocTH . VI knot-
TUHTOBBIM METOJIOM HEBO3MOJKHO Y TAI[UCHTA,
TMOJTYYAIOIIEr0 TEPAITHIO FeapHHOM WITU HENpst
MBIMU aHTHKOATYJISIHTAMH, XOTSI HA T€ HU JPY
T'ME HE OKa3bIBAIOT HEMOCPEACTBEHHOTO BIIHS
HUS Ha 3TOT (paKTop.

e MeToa MaJIOYYBCTBUTEIICH JIJIS1 OTIPEICTICHUS
MMOBLIIIEHHON aKTUBHOCTH KOMITIOHEHTOB CHCTE
MBI CBEPTHIBaHHSI KPOBH.

e Jlns psima TECTOB CIIOKHO CO3/1aTh YCTOWYHMBBIC
pEaKTUBBI, yIOOHBIC I TPUMEHECHHUS B TUar
HOCTHYECKHX Jadboparopusx. CyIecTBeHHOM
MPOOJIEMOI Ha STOM TYTH SIBJISIETCS UCTIONB30
BaHHE aKTUBATOPOB TUIA3MEHHBIX ()aKTOPOB, B
YaCTHOCTH HMCTIOJIL30BaHKE Ha TIEPBOM ITaIle aK
THUBATOPOB MPOTEOJUTUICCKUAX PEAKIMA. AKTH
BaTOPBI MOT'YT ObITh HE(DU3HOJIOTUIECKIMH, KO
TOPbIE UMUTHPYIOT TBEPAYIO a3y MOBEPXHOC
TH (KaOJIUH, LEITUT), WA GHU3HOIOTHIECKUMU
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(9KCTpaKTHI TKaHeH, OYMILCHHbIE WIIH PEKOMOU-
HaHTHbIE aKTUBATOPHI (PAaKTOPOB CBEPTHIBA-
Hus1). HeckoJibKo 3TanoB CBEpTHIBaHHS TPEOY-
IOT HE TOJIBKO aKTUBATOPOB, HO U KO(PAKTOPOB
cBepThBanus, (ochommmumos 1 noHoB Ca’',
JUIA IpaKTUYECKUX LIeJIe IMPUMEHSIOTCS CMe-
CH ATHX BEIIECTB, YaCTO C HECTAOMIIbHBIMU OeJI-
KaMH, KOTOPbIE MHOTIa TPYIHO OUYMCTHUTh U CTa-
OwmsupoBath (Harpumep, TpoMOuH). B yupex-
JICHUAX C BBICOKUM Hay4YHBIM MOTEHIIMAIOM
4acTO MPUMEHSIOTCS aKTUBATOPbl HA OCHOBE
3MEHHBIX S7I0B. DTH HaTypaJbHbIE aKTUBATOPHI
3a4acTyI0 MPEBBIIAIOT MO0 CBOUM XapaKTepHC-
TUKaM JaXe BBICOKOOYMILEHHbIE U PEKOMOU-
HAHTHbIE aKTUBATOpbl. OHU OBIBAIOT YCTONYM-
BBIMH K JCHCTBUIO MHTHOUTOPOB M MPSAMBIX aH-
TUKOAryJISIHTOB, YacTO HE TpeOyroT Ko(hakTo-
POB M HOHOB Ca®". OmHAKO HCIIONB30BAHUE Ta-
KHUX aKTHBAaTOPOB OTPAHUYEHO BBICOKOW CTO-
MMOCTBIO ¥ MAJIOH JTOCTYITHOCTBIO ISl TIPAKTH-
4yecKUx JadopaTopuii.

MexaHu4yeckue Koaz2yroMmempbli

HpI/IHI_II/IH pa6OTLI MCXaHHNYCCKUX KOAryJIOMCT-
POB NIPCACTABJICH Ha PHUC. 83.B OJHOM U3 BapHaH-
TOB KIOBETA C IJ1a3MOM BpanracTCd B HAKJIOHHOM

YKeneabii
WwapvK

MarHUTHbIA

park [ &

Nz

Peructparop

S Bpawaroueeca
YCTPOICTBO

Puc. 83. MpuHUMN paboTbl MexaHU4YeCcKoro KoarysomMmeT-
pa. KioBeTa ¢ nnasmol pacnonoxeHa nog HakrmoHOM 1 Bpa-
LaeTcs, WapyK CToMT Ha MecTe, He BpawaeTcd. B MomeHT
CBEPTbIBAHUS LUAPWK 3aXBaTbIBAETCSH CryCTKOM; KaK TOJSbKO
LIApVK yXoOuT OT daTtyvka, MeHsieTCs MarHuTHoe rorne, npu-
6op perncTpupyeT MOMEHT CBEPThIBAHWUS NasMbl

OJIOKEHUH. MeTamMueckuil MapyK B KIOBETE Hay-
HET BpaIaThCs IPU CBEPTHIBAHUM I11a3Mbl. MOMEHT
3axBaTa I1apyKa BBIIABIINM CTYCTKOM U HAyaJlo €ro
BpAILICHHs] BMECTE C KIOBETOW (DHKCHPYETCsl MarHUT-
HbIM JatyukoM. Ilpu npyrux BapuaHTax perucrpu-
pyeTcsi MpEeKpalleHUe BPalleHUs BHYTPU KIOBETBI
MarHUTHOW MEIAJKHU, 3aXBaT CTYCTKa OIYCKalo-
LIUMCs B KIOBETY KPIOUYKOM WJIM MHBIE CXEMBI, OC-
HOBaHHBIE Ha NIEPEXO/IE )KUAKOM MJIa3Mbl B CTYCTOK.
MexaHuyeckue KOoaryJloMETpbl XapaKTepU3YHOTCs
BBICOKOW HAJEKHOCTBIO U MPOCTOTOMN B 00CITYKH-
BaHuu. Kpome TOro, oHn MOryT paboTarh C Lelb-
HOU KpoBbI0. OCHOBHBIE MPOOJIEMbI BO3HUKAIOT B
CUTyalsiX, Koraa (opmMupyercss HeIUIOTHBIN Cryc-
TOK, HalpuMep MpH UCIOJIb30BaHUM TenapuHa. B
ATUX CIIy4asx Bbllagaroluil puOpruH 4acto HE Mo-
JKET cpasy YBJIEUb 32 COO0 MEXaHMUECKOE YCTPOU-
CTBO, Pe3y/bTaThl MOJY4arOTCS TUIOXO BOCIIPOU3BO-
muMbIME. Jlpyroii mpoGnemoil siBisercss popMupo-
BAaHUE HA LIAPUKE, MEIIAIKE WU APYIMX yCTpOM-
CTBaX, MOTPYKEHHBIX B KIOBETY, OCJIKOBBIX KOHIJIO-
MEpPATOB, KOTOPbIE MEIIAOT PETUCTPALIUH.

Onmuko-MexaHu4eckue Koazgynomemphbli

Koarymomerpsl 3T0Or0 Kiiacca XapakTepu3yroT-
Csl CMIOCOOHOCTBIO PETHCTPUPOBATH BHINATAIOIINE
xjombs (prOprHa faxe 6e3 HopMHUPOBAHUS TFIOTHO-
IO CTYCTKa, YTO ObIBACT MpH MpHEMe TMaIlUeHTaMH aH-
TUKOAryJisiHTOB, a TaKKe B CIy4asX KOAryJlIOMaThi.
[IpyuHIUMI ONTHUKO-MEXaHUYECKOTO KOaryJioMeTpa
mpeacTaBlieH Ha puc. 84. 3a c4eT UCMOIB30BAHUSA
CIIEIAIIEH CXEMBI PETUCTPUPYETCSl N3MEHEHUE T10/1a-
BAacMOT0O Ha JIAMITy HANpsDKEHHs, 4TOObI oOecreyu-
BaJICS 3a/IaHHBIN CBETOBOW IOTOK, IMPOXOIAILMN Ye-
pe3 KroBeTy ¢ 00pasiioM. B 31oM citydae pe3ko ymeHb-
IIaeTCs BIWSIHUE MCXOOHOM IUIOTHOCTH IUIa3MEI, €€
MKTEPUYHOCTH U JIMIIEMUYHOCTH, B HPUHIUIIE BO3-
MOJKHO UCCJIEJIOBAaTh CBEPTHIBAHUE ILIA3MBbI C TPOM-
ooLUTaMH.

Typ6udumempuyeckue Koa2ysioMempbi

TypOunumerpruyeckue KoaryioMeTpbl peruc-
TPUPYIOT MOMEHT CBEPTBHIBaHMsI KPOBU I10 IPUPO-
cty ontuyeckoit motHoctu (puc. 85). Ilpu crep-
TBIBAHUM ITJIA3MBbl IPOUCXOIUT PE3KOE U3MEHEHUE
CBETOIPOITYCKAHUS WM paccenBaHus. B koaryio-
METp€ NPOrpaMMHUPYETCS, IIPU KAKOM IIPUPOCTE



Ob6ecneyeHne gnarHoCTUKM HapyLeHui remoctasa B KOJ1

Kiosera
Namna  CMNAmon f———- doroanon
/L—J
Mewanka
CnenAwan cxema
N4 KOMNEHcaLum
B HaNPAXEHNA
40r |
| &— Havano Beinanexna ubpuna
i oottty i o WRRR o' R
ple £ I [Vipdgf e/t e
201
‘l Mepuon ceepTLIBAHNA NNa3Mbl
1,01 IV
]
I I 1! 1 1 i i 1 i

20 25 30 35 40 45
Bpewms, ¢

0O 5 10 15

Puc. 84. MpuvHuMN perncTpauuu Bbinagawowero ¢pubéprHa
OMNTUKO-MEXaHU4YeCKUM KoaryriomeTpoM. BeinasLuve B kioBeTe
HUTW hnBpMHaA MEHSIIOT CBETOBOM MOTOK, MaJaloLLmin Ha POoTOo-
avog. doToamon cBsizaH Yepes CreasLLyto CXeMy KOMreHca-
LMK C HanpshxeHneM Ha namne. B pesynbtaTte Ha namny noaa-
eTCs TaKkoe HanpshKeHne, KOTOpoe MEHSIET SPKOCTb CBEYEHMSI
namnbl, 4ToObl CBETOBOW MOTOK, MONaAaloLLMii Ha CBETOAMOA,
nogaepXuearncst B 3agaHHoM AuanasoHe. Mo nameHeHmo Ha-
NPSHKEHWS Ha amne PervicTpUpyeTcs Havano BbinageHns domb-
PWHOBOrO CrycTka
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Puc. 85. MNpuHUMn pernctpauMm mMomeHTa obpasoBaHus
crycTtka TypouaumMeTpuyeckum koarynomeTpom. [Npu ceep-
TbIBaHUW MNa3Mbl NPOUCXOAUT Pe3Koe yBEenM4eHue onTuyec-
KOW NNOTHOCTM B (poTOMeTpuyeckon ayerke. Koarynometp
onpegensieT BpeMsi OT BHECEHUS aKTUBaTopa CBEPTbIBaHUSA OO
MOMEHTa M3MEHEHUs1 OMTUYECKoW MIoTHOCTM Ha OA (Hanpu-
mep, Ha 0,1 eq. onTUYECKON MIOTHOCTK)

OINTHYECKOW TUIOTHOCTH IO OTHOILIEHHIO K HCXOJI-
HOMY YpOBHIO (AA) perucTpupyercss MOMEHT CBEp-
ThIBaHUS. Bpems OT BHECEHHs B ONTUYECKYIO KIO-
BETY MHJIYKTOPa CBEPTHIBAHUS O MOMEHTA JIOCTH-
JKeHUs 3a7aHHOro AA ompeznensercs Kak BpeMs

CBEPTHIBAHMS IIJIa3Mbl B HcclieryeMoM tecte. Typ-

OMIUMETPUYECKUI MPUHIUI HUCIIOJIB3YeTCs MpU

OIpEICTICHNH TOKa3aTeNiel CBEpTHIBAHUS ILIa3MbI

Ha MHOTO(YHKIIMOHATIBHBIX (POTOMETpaX U OHOXHU-

MHYECKUX aHanu3atopax. doTroMeTrpudecKkuii Ka-

HaJI TIPY 3TOM IIPOTPaMMHUPYETCs IO METO/LY «Bpe-

Msl JOCTHKEHUS (PUKCUPOBAHHOM BEIWYMHBI a0-

copOrm». [IporpaMMmel Ui UCCIEIOBAHUS T€MO-

CTa3a CTaJld UCIOJb30BaTh JAaKe Ha MHOTO(YHK-

IIMOHATBHBIX IUIAIIEYHBIX (POTOMETPAX, B KOTOPBIX

CBEpPTHIBAHUE IIA3MblI MCCIIEyeTCS Ha CTPHUIINAX

WIN TUIQHIIETAaXx.

OCHOBHBIMH TPEUMYIIIECTBAMU ONTHYECKUX CH-

CTEM M3MEPEHUS SIBIISIOTCS:

1 Bonee TouHbIE pe3yNbTaThl U3MEPEHHUI TP HU3
KHX [TOKa3aTelNsiX cBepThiBaHuA. [ToHOCTEIO
HCKJTIOUeHa MpoliemMa «caboro crycrka.

2. VcximodeHo 3arpsi3HeHre IpoObl, TaK KaK OTCYT
CTBYIOT MEIIAJIKH U IPYTHE MEXaHUUECKHUE KOM
TIOHEHTBI.

3. HMmeetcst BO3MOKHOCTb CHIDKEHHUS 00BEMa PO
Obl, TaK KaK HE HYXKHO MECTO MOJ MEXaHU4ec
KHE KOMITOHEHTBI (MEIIAJIKH), 3TO BAYKHO, OCO
OeHHo B neauarpuu. Kpome Toro, ymeHsIaer
Csl pacXoJ1 peareHToB.

4.  DpProHOMHYHOCTH U Y100CTBO PabOTHI.
TUIMUYHBIM NPEACTaBUTETIEM 3TOTO CEMENCTBA

npuOOpPOB SABJISETCS ONTUYECKUI JABYXKaHAJIbHBIH

koarynomerp KG-1 npousBozcrea kommnanuu «Cor-

may» (puc. 86).

Hed)enomempuquKue Koaayrnomempbl

Hedgenomerprieckue KoaryJaoMeTpsl Ompesiess-
IOT MOMEHT 00pa30BaHMs CI'yCTKa MO U3MEHEHHIO
paccessHus csera. HoBelime pa3paboTku B 3TOM
00J1acTy TEXHOJIOTUI HAIILIM BOIUIOLIEHHUE B KOAry-
aomerpax GuUpMbl «Sysmex» (SInoHws), B KOTOPBIX
UCTIOJIb3YETCsI TIPUHIAIT OTIPE/IENIeHHs! CI'YCTKa Mo 60-
KOBOMY paccenBanmio cBera (puc. 87). Meton pac-
CeMBaHMsl 00ECIIEUMBACT BBICOKOE KAaueCTBO aHaJIM-
30B - BBICOKYIO CHELM(PUYHOCTb U UyBCTBUTEILHOCTh
METOoJIa AETEKIMH CIYCTKa JaXKe UL CIIO0KHOU JIUIIe-
MUYHOH WY UKTEPUYHOH IUIA3MBI.
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Puc. 86. OnTuyeckn AByxKaHanbHbIA Koarynometp KG-1
npoussBoAcTBa KoMmnaHum «Cormay». TOMHOCTb pe3yrnbTaToB
MOBbILLAETCH 3@ CHET CUHXPOHU3aLMM BPpEMEHW NonagaHvs pe-
areHTa B U3MepUTENbHYIO KIOBETY U 3arycka OTcHeTa BPEMEHM,
a TaKKe UCKMIOYEHNs M3 MPUMEHEHNS MarHUTHbIX MeLarok B
n3MepUTEnbHbIX KoBeTax, [prbop aproHoMuYeH, TepmocTaT Ans
npo6 1 peareHTOB pa3MelLieH B camMoM npubope, Yy KIOBET €CTb
nepemMblvkn 1 aepxaTtenu ana yaobctea nepeHoca M3 Tepmo-
cTata B u3amepuTenbHble svenku. Pabota Ha npubope akoHOM-
Ha, TaK KaK CHWXEH Pacxof peareHToB 3a CYET YMeHbLUEeHWs]
obbema KIoBET, NCMOMb30BaHWS MHOTOPa30BbIX KIOBET

B tabn. 15 yka3aHbl mpenMyIecTsa U HeIO0CTaT-
KW aBTOMATHU3HUPOBAHHBIX KOAr'yJIOMCTPOB, HUCIOJIb-
3YIOLIUX pa3HbIE MPUHIUILI PETUCTPALN BBITAIa-
IOILIETO CrYCTKA.

CoBpeMeHHbIE KOarylioMeTpbl COYETal0T B OJI-
HOM IIpUOOpE HECKOIIBKO METOJI0B U3MEPEHHS, T10-

Puc. 87. HedhenomeTpryeckuin NnpMHUMN M3MepeHusi cBe-
TopaccesiHUsA, 3aNOKeHHbIN B OCHOBY onpeaerneHns MOMeH-
Ta BbINadeHns CrycTka Ha koarynometpax hvpMbl «Sysmex»
(AnoHus). MeTog no3BonsieT NoBbICUTL TOYHOCTb M3MEPEHWA U
MX BOCMPON3BOAMMOCTb A0 2-3%, a Takke CHU3UTb BNusHWE
Ha pesynbTaTt camoro obpasua. AHanusaTopbl paboTaroT Ha
nobbIx peareHTax (B TOM YMCrie Ha POCCUIACKMX)

ATOMY MOTYT HCHOJIB30BaThCS Il KOMIUIEKCHOM
orleHKU remocrasza. Tak, ¢upma «Sysmex» mpemia-
racT CepHI0 KOaryJIoMETpOB C Pa3HBIMH BO3MOXKHO-
CTSIMU U TIPOU3BOIUTEILHOCTBIO IS JTF000H KIIMHU-
KO-ZIMarHOCTUYECKOI J1a00paTopuu JIF0OOTO YPOBHS
uccrnenoBaHus remocrasa (puc. 88).

Tabnuua 15

Ipeumywiecmsa u Hedocmamxu paziuyHbIX Memoo08 0OHAPYIHCEHUsL C2YCTKA

Mertonst [peumymecTBa HenocraTku

Mexanndeckuit [MpuHOMIIMaNTEHAs BO3MOXKHOCTE paboTHI HA Hwuskas 4yBCTBUTENBHOCTD - HET ACTEKIIMU
LIETTbHOM KPOBH, BHICOKAs TOJIEPAHTHOCTH K TUITy | CJIa0BIX CTIYCTKOB, HEOOXOJMMO IPUMEHSThH
HCIIOJIb3YEMBIX PEareHTOB U MPOOUPOK, HU3KAS MEIIAJIKH B IIpodax
CTOMMOCTb aHAJIN3aTOPOB

Onruko- TounocTb OosbIIIe, YeM B MEXaHUYECKOM Merojie, |UyBCTBHTEIBHOCTD HIDKE Hedero-

MEXaHUYECKUI TiepeMeIIMBaHue IPOObI BO BPEMsI CHATHS METPHUYECKOTO METO/1a, HEOOXOANMO MpHMe-
MOKa3aHHUI HSTh MEUIAIKH B IIPpo0ax

Typbunnmerpuue- UyBCTBUTENBHOCTS BBIIIE MPEABLIYIIIAX METO- UyBCTBHUTENBHOCTD HIKE Hedero-

CKHUH JIOB, HU3Kasi CTOMMOCTb aHAJIM3aTOPOB METPUYECKOr0 METOA

Hedeno- BricOKast 4yBCTBUTEIIBHOCT, BBICOKAsi TOYHOCTh | BBICOKas cTOMMOCTB NpHOOpa

METPUYECKHI U3MEPECHHUS
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Koaryaomerp CA-50, 4-ka-
HOALHBIA, BBINOAHSIOTCS TEC-
Toi: B, AYTB, TB, MHO, AT,
ubpuHoreH, onpeaese-
H1e haKTOPOB C MCNOAL3O-
BaHWEM AEULIMTHBIX MAG3M.
Wmeetcs BCcTpoeHHas npo-
FPAMMQ KOHTPOAS KQ4eCTBa

ABTOMATUYECKMIA KOAryAo-
metp CA-500. BeinoaHseT ko-
aryasumoHHsie tects (MB,
AYTB, TB, MHO, caktopsl 1
AP.). XxpOMOreHHble TecTs! (AT,
npoteuHsl C 1 S, o, -aHTMNAQS-
MUH K AP.). MpouasoanTEAs-
HOCTb AO 33 TECTOB B 4AC AAG

ABTOMQTUYECKUA KOQryAo-
merp CA-1500. Bunoaxser
KOQryASILMOHHBIE, XPOMOreH-
Hble U TypbuarmeTpuyeckie
Tectsl (AP, D-avmepsi). Mpo-
n3soAMTEABHOCTL AC 80 TECTOB
B 4OC AAS MHOTONAPAMETPO-
BOrO UCCASAOBAHMS

)
wad],
— )

ABTOMOTHYECKMIA KOAryAO-
metp CA-7000. Buinoaxser
KOQryASLMOHHLIE, XDOMOreH-
Hbie 1 TypBuanmeTpuyeckmre
TecTsl. [IPOM3BOAMTEALHOCTS
A0 500 TecToB B 4ac OAHO-
spemeHHo no 20 seibpaH-
HbIM NApaMEeTPaM (Camblin

MHOronapameTpoBoro uc-
CAEAOBAHWS

Puc. 88. KoarynomeTtpbl pupmMbl «Sysmex»

MOLLHbIA Npubop). AHaAM3a-
TOP QBTOMATUYECKWM NPOBO-
AWT YTOYHSIOLWME TECTI

Amudonumuyeckue MemoOdbl C UCMOMIb308aHUEM XPOMOCEeHHbIX U d)]'lyO,DOZQHHbIX Cy6cmpamoe

[IpuMeHneHre CHHTETHYECKUX XPOMOTEHHBIX Cy0-
CTPaTOB SIBUJIOCH NMPOPHIBOM IIPH HCCIEIOBAHUH OT-
JeTbHBIX (PEPMEHTOB MJIM HHTHOUTOPOB, KOTOpPHIE HE
YUUTBIBAIOTCA MPOCTHIMU KOAryJSHOHHBIMU TeCTa-
MU WIN OYeHb TPYAHBI JJIsl CTaHAapTh3anud. Bo MHoO-
THX CIIy4yasiX XpOMOTI'€HHBIE CyOCTPaThl SIBJISIFOTCS CIIe-
UU(UYHBIMA U TO3BOJISIIOT ONPEeNUTh MPOTEOIUTH-
YEeCKYI0 aKTUBHOCTH OTIEIBHBIX KOMIIOHEHTOB Ijia3-
MEHHOTO TeMOCTa3a U UX MHTUOUTOPOB. DTH TECTHI
CXOXH C TeCTaMH KIMHHUYECKOW XUMHH, [TO3TOMY JIeT-
KO aBTOMAaTU3UPYIOTCSI U MOT'YT BBIITOJHSITHCS Ha OHO-
XUMUAYECKUX aHaU3aTOpax Kak B KIMHHKO-TUArHOC-
TUYECKUX, TaK U B HAYYHBIX J1a00paTOpHsIX.

[IpyHIMI TECTOB ¢ XPOMOT€HHBIMHU cyOcTpaTa-
MU npenctasineH Ha puc. 89. IlpoTeaza pacuiemnsier
KopoTkouenovyeunbrii nentua (u3 3-10 amuHOKMC-
J0T), K KOTOPOMY uepe3 3QHUPHYIO CBS3b MPHUIIUAT
XpOMOTeH (B HalleM cllydae MapaHUTPOAHWIHMH -
PNA). Kommnneke nentua-pNA uMeeT MaKCUMyM
MOTJIOUIEHUSI B 00JIACTH KOPOTKOTO yIbTpaduoie-
ta, cBoboaubiii PNA - npu 380 um. Mtorosast KoH-
neatpauus PNA nmponopunoHalbHa aKTUBHOCTH
npoTeassl M ONpeAeNseTca N0 YBEJIHYEHHUIO TOTJIo-
LIEHHS] CBETOBOTO My4yKa ¢ AMWHON BomHBI 405 HM.

MenTug—pNA Mporeasa

pNA

Abcopbuna

Mentug—pNA

405 Hm

Puc. 89. MNMpuHUMN onpeneneHUs akTMBHOCTU NPOTEONUTU-
yeckoro chepmeHTa (MpoTeasbl) C UCMONb30BaHUEM XPO-
MoreHHoro cybcTtpata. Makcumym NOrmoLLeHns napaHUTpo-
aHWMWHa, CBSI3aHHOrO C NenTUAOM, HaxoauTcs B 0bractu Ko-
poTkoro ynbTpadwvoneTa, a cBOG04HOrO NapaHUTpoaHWUNMHa -
380 Hwm, Mpy anuHe BonHbLI 405 HM MOrTOLLAET MPaKTUYECKM TOorb-
Ko cBobogHasA chopMa XpoMOoreHa, Ha 9ToM AfMHE BOSHbI MPo-
BOOWTCS perncTpaums NpoTeoNMTUYECKON peakLmnm
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JUIst OLlEHKN aKTUBHOCTH ()aKTOPOB reMocTasa
CTaJIM UCIIONb30BaTh (MIYyOpPOreHHbIe Cy0CTpPaThl, B
YacTHOCTH 7-amMuHO-4-metmnkymapua (AMK), korto-
pBIii UMeeT MakcuMyM smuccuu npu 440 um. dayo-
poreHHbIe CyOCcTpaThl 00JMagar0T OOJBINCH aHAIUTH-
YeCKOIl YyBCTBUTEIBHOCTHIO U TIO3BOJIIIOT U3MEPHTH
crequ(UUecKyl0 aKTHBHOCTb KOMIIOHEHTOB T€MO-
cTa3a B OOJbIlIEM AMama3oHe, YeM XPOMOTEeHHBIE Cy0-
ctpaThl. OHM MOTYT HMCIONB30BaTHCS VISl OIpesene-
HUS KOMIIOHEHTOB IeMOocCTa3a, NPHUCYTCTBYIOIIUX B
nja3Me B CIENOBBIX KOHIEHTpausAx uim obiajaaro-
LIMX OTHOCUTEIBHO HU3KOW aKTUBHOCTHIO.

[IpenmyniecTBa HCIOIB30BAHUS XPOMOTCHHBIX
u pyoporeHHbIX cyOCTpaTOB:

*  Bricokas uyBcTBUTEnbHOCTH MeTona. PNA wmin
AMK o6snagaoT poTOMETpUYECKIMH XapaKTe
PUCTHKAaMH, TO3BOJISIOMIMMHI UCIIOTIB30BaTh KU
HETUYECKHE METOABI U3MEPEHUS.

*  Bricokasa cneunduaHocTs. s Kaxxa0i OTAETD
HOH CEpUHOBOM MPOTEa3bl CUCTEMBI TeMOCTa3a
M3BECTHA CTPYKTYpa ydacTka ruaponusa. Moze
JUPOBAaHUE B KOPOTKOLIEIOYEYHOM TIENTHIE CIie
HU(pUIECKOI JIsi KOHKPETHON MpOTeaskl Mocie
JIOBATEJIILHOCTH U3 3 AMHUHOKHUCIIOT O3BOJISIET
UCKJIIOYHUTD BIMSHUE APYTHX MPOTEa3 Ha Pe3yib
TaThl HccnenoBanust. I1pu cuHTE3e XpOMOTeHHBIX
cyOCTpPaTOB AJIsI MOBBIIICHUS CIENU(PUIHOCTH
ucnonp3yrores L- nnn D-crepeonzomepsl aMuHO
KHUCIIOT, & TaKKe pa3sIMuHble OJOKUPYIOLIUE IPy
MUPOBKH, YTOOBI MPEIyNPENNTh ACTPaJallio uxX

HecrieUn(UYeCKUMH  aMuHomenTuaasamu. Kpome

TOro, B TECTax MCIONb3YEeTCS KOHLEHTPAaUUs Xpo-

MOTEHHBIX CYOCTpPaToB B HECKOJBKO COTEH

MKMOJIB/JI, YTO CYIIECTBEHHO BBIIIEC, YE€M KOHCTAaHTa

Muxasnmuca (K,) cooTBeTcTBYIOMMX (EPMEHTOB,

MO3TOMY CKOPOCTh pEaKIUH HE 3aBHCHT OT

KOHIEHTpauuu cyocTpatoB. PaxTopsl, KOTOpHIE

HE0OXOAMMO  YYHMTHIBaTh IPH  HCIOJIb30BAHUHU

XPOMOTEHHBIX CYOCTpaTOB B MPAaKTUUECKON KIMHUKO-

IUAarHOCTUYECKON TabopaTopuu:

*  PacTtBOopuUMOCTB CyOCTPAaTOB JOJKHA OBITH XO
poueii.

* Peaknus goynkHa OBICTPO AOCTUTATh JUHEH
HOCTB, YTOOBI NCTIOIB30BATH COOTBETCTBYIOLIUN
Ha0Op Ha OMOXMMHYECKHUX aHATU3aTopax, B KO
TOPBIX YacTO OBIBa€T OTPAaHUYCHHBIM BpeMs
MPOBECHUS U3MEPEHUS.

* B mpoOe He 10MXKHO OBITH MYTHOCTH, KOTOPYIO
94acTO MPUBHOCHT (PMOPHH HITH JIEHATYPHPOBaH
HBIC OEIKH.

Henocratkn MeTona ¢ MCIOIB30BaHHEM XPOMO-

TeHHBIX CyOCTpaTOB:

*  Bricokas CTOMMOCTh PEaKTHUBOB.

*  Bo3moxHOe 3aBBIIICHUE PE3YIIBTATOB IIPH HCCIIE

JIOBaHWH aKTHBHOCTH BUTAaMUH-K-3aBHCHMBIX (hak

TOPOB Yy JIUII, MOJTYYArOIINX HENPSMbIE aHTUKOA

T'YISHTHI TM00 HMeronmX AeuuuT Butamunaa K.

HekoTopsie XpoMOreHHBIE CyOCTpaThl, UCIOIb

3yeMble JUISl OIpe/ielIeHs] aKTUBHOCTH (aKTOpPOB

CBEpTHIBaHUS, MMPEICTABIEHBI B Ta0d. 16.

Tabnuua 16

Tunuunvle xpomoeennvie u Qryopo2eHuvie cyocmpamyl U UHSUOUMOPbL, NPUMEHSEMblE
015 BbLAGEHUS AKMUBHO CTNU NPOMEOIUMULECKUX PEPMEHMO8 CUCTEMbL 2eMOCMA3a

M®epmenT Cyberpar Hanbonee Bamupiii HHTHOHTOP l'
Tpombun CHG-Ala-Arg-pNA (Pefachrome” TH) Tupymmu (Pefabloc® TH-curTeTHUCCKHI
CHG-Ala-Arg-AMC (Pefafluor” TH) yHrHGUTOP)
MakTtop Xa CH;0CO-D-CHA-Gly-Arg-pNA ( Pefachrom_e"ﬁ FXa) | AnrurpomGun (Pefabloc”
CH;0CO-D-CHA-Gly-Arg-AMC (Pefafluor” FXa) FXa-cunTerHteckuit HHrHGUTOp)
[Mmasyun Ala-HHT-Lys-pNA (Pefachrome” PL) ANPOTHHHH, Ob-WHTHOMTOD IIa3MIHa

(Pefabloc ™ PL-cunTetnyeckuii nuruburop)

TkaHeBOlH aKTHBA-

TOp Ta3MuHOreHa | Pyr-CHG-Arg-AMC (Pefafluor” t-PA)

CH;S0,-D-HHT-Gly-Arg-pNA (Pefachrome” t-PA)

PAI-1, anpoTHHMH
(Pefabloc” t-PA/Xa-cunreTudeckuii

(tPA) : HHTHOHTOD)
Vpokunasza (u-PA) | Ala-Gly-Arg-pNA {Pet’achroiﬂcﬁ u-PA) PAL-| (Pefabloc”™ u-PA-cunreruseckuii
Ala-Gly-Arg-AMC (Pefafluor™ u-PA) MHrUOHTOP)

AKTHBHDOBAHHBIH
npotenH C

Pyr-CHG-Arg-pNA (Pefachro m_e‘f": PCa 3297)
Pyr-CHG-Arg-AMC (Pefafluor” PCa 3342)

Pefabloc” SP-cuHTeTHUeCKmit HHrHOMTOD
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MMMyHOX umMuYeckue Memoonbl

VIMMYHOXMMHYECKHE METO/Ibl aKTHBHO HaYallH
BHEJIPSTHCS B KIIMHUKO-IMAarHOCTHYECKHUX J1abopaTo-
PUSIX C LIEJIBEO MUCCIIENIOBAHUSI TEMOCTa3a B MOCIISTHEE
necstiwierne. OHM MO3BOJISIIOT KOJMYECTBEHHO OII-
peIeNsaTh KOHIICHTPALIMIO KOHKPETHOTO OENKa, 4To
OTJIMYACT MX OT KOAryJISIIMOHHBIX METOJIOB M METO-
JIOB C XPOMOI'€HHBIMH CyOCTpaTaMy, B KOTOPBIX OII-
peznensiercss (PyHKIMOHAIbHAS aKTUBHOCTH KOMIIO-
HCHTOB, a HE UX KoHIeHTpauus. [lepBbie TecT-crc-
TEMBbI HE TO3BOJIUIM PAa3IMYUTh aKTUBHBIC U HEAK-
THBHBIE (IPO(AKTOPbI) KOMIIOHEHTBI CHCTEMBI TEMO-
craza. B nocienHee Bpemst npemiaraercst Bce 00Jb-
IIe TECT-CHUCTEM I OIPE/ICNCHHS KOHIICHTPALlUK
AKTUBHBIX KOMIIOHCHTOB CBEPTBIBaHMS, MX KO(ak-
TOPOB, aKTHBATOPOB, MHIMOMTOPOB, MPOIYKTOB MPO-
TEOJIMTHYECKOTO THAPOJIN3a, a Takke cHOpMUpPOBAB-
IMXCSI CyOCTpaT-(PepMEHTHBIX KOMIUIEKCOB. OTH Te-
CTBI OCHOBAHBI Ha WCIOJIb30BaHHH CIICII(DIICCKUX
aHTUTEN. B COBpEeMEHHBIX KIIMHHKO-HArHOCTHYEC-
KUX JJabOpaTOpUsIX JOCTYITHBIMU CTATH KMMYHOXH-
MHYECKUE METO/IBI TSl PyYHOrO M aBTOMATH3UPOBaH-
HOT'O HCIIOJIb30BaHMs, OCHOBaHHbIC Ha JIATEKC-arT-
mrotuHaiu (puc. 90) u merone ELISA (Enzyme-
Linked ImmunoSorbent Assay).

Jlamekc-acanromuHayusi

JlaTekc-arrIoTHHAIUS BBISIBIIICTCS BU3YAJIbHO
HJIX Ha aBTOMATU3UPOBAHHBIX HC(bCHOMCTan. He-

AHTmreHu Ly

+++
@<

JaTeKCHbIE YacTuLlb,
NOKPLITbIE AHTUreHaMW

ArrTnioThHar

Puc. 90. MpuHUMN natekc-arrnioTUHaUMK. JlatekcHble Yac-
TUUbI, MOKPLITbIE aHTUTENaMKU NPOTUB (haKTopa remocTasa, npu
B3aUMOLENCTBUN C 3TUM (PakTopoM (aHTUreHom) obpasytoT
arperatbl, BUAMMbIE BU3yarbHO UMW PErMCTPUPYEMbIE Ha CO-
OTBETCTBYHOLLMX Npubopax

JIOCTaTKOM 3TOI0 MOAXO0Ja SBJISETCS HEIMHEHMHOCTh
OIITUYCCKOTO CUT'HAJIA IIPU Typ6I/I,HI/IMC’I'pI/I‘{eCKOM u
HC(I)CHOMeTpI/I‘-IeCKOM METOHAaX PCrucCTpaluu.

Memod ELISA

Meton ELISA (puc. 91) mis BBIBICHHS KOH-
neHTpanuu (HakTopoB TeMOCTa3a, Kak MpPaBHIIO,
UCTIONB3YeT MPUHIIUIT «CeHBUYa». Ha CTeHKH MUK-
POIUIAIIKA HAHOCSATCS aHTHTENA K MCCIICIyCeMOMY
¢akTopy remoctasa (tBepras ¢aza). [Tocne modas-
JICHHs TUIa3MBbI MIPOUCXOAUT OCKACHUE crerdu-
YeCcKoro aHtureHa (Oerka CHCTeMbl TeMoCTas3a) Ha
(buKCHUpOBaHHBIX aHTUTENax. [lnamika mpoMbiBa-
€TCSl U 3aIOJIHSICTCS BTOPUYHBIMH AHTUTEIAMH,
B3aMMO/JICHCTBYIOLIMMH C 9TUM K€ OCIIKOM, HO IO
JIPYTMM 3MHUTONAaM (aHTHUTEHHBIM CTPYKTYpam).
BropuuHblie aHTHUTENa KOHBIOTHPOBAHbI ¢ (hepMeH-
tom (ELISA), pannoaktuBHoi metkoi (PUA),
nromuHectienTHor MeTkoit (JIMA). B tecte ELISA
MOCJIC OTMBIBKM HECBSI3aBIIMXCS aHTUTEN 100aB-
JsieTcst cyocTpar (PepMEHTATHBHOW PEaKIMU U Xpo-
MoreH. V3MeHeHHe CBETOINPOIyCKaHUs pacTBOpa
MPOTIOPIIHOHATIBHO KOJIMYeCcTBY aHTUreHa (dakro-
pa), OCAKICHHOTO Ha (PMKCHPOBAHHBIX aHTUTENAX.
Metoauka 1MO3BOJISET OLCHUTH ITOT MapamMerp
KOJIMYECTBCHHO B KOHIIEHTpaiuu <1 Hr/mi, 4To
JOCTATOYHO JJIi MHOTUX KOMIIOHCHTOB CBEPThIBA-
IOLLEH CUCTEMBI.

Mnaiuka, noKpbiTan

aHTuTenamu
DepmMeHT

< " /3meHeHue
Anuren  OYOCTPAT ——  bora
XpoMoreHa

Puc. 91. MpuHumn ELISA. Ha nnaluke, NoKpbITOM aHTUTENamm
npoTMB hakTopa remocTasa, CBA3bIBaeTCs aHTuUreH, [Nposens-
IoLLME aHTUTENa, KOHbIOTMPOBaHHbIE C DEPMEHTOM, CBSI3biBa-
I0TCSA C aHTUreHoMm. PepMeHT MeHSIET LIBET XPOMOreHa npo-
NMOPLIMOHAIBHO KOMNMYECTBY aHTUreHa
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B HacTosmee BpeMs 3Ha4YMTENbHOE pa3BUTHE
MOJIy4aroT OBICTpPBIE KaUeCTBEHHBIE U MOITYKOIUYe-
CTBEHHBIE UMMYHOXHUMHYECKHE MMMYyHOAUGD Y3HUOH-
HBIE METOJABI, OCHOBAHHBIE Ha BHU3yaJIbHOM OIIpeie-
JICHUU peaKuy aHTUT€H-aHTUTEO.

PaduanbHasa ummyHoOughgy3us

Merox paauanbHoit uMMmyHoauddysuun (PUI)
OCHOBaH Ha 00pa30BaHUM KOJEI MPECHHUIHUTALHH B
pe3yibTaTe B3aUMOJCUCTBHS CHENU(DUICCKUX aHTH-
TeJI, COEPKALIMXCS B Telle, C aHAM3UPYEMbIM aH-
TUTEHOM, MOMEIIAEMbIM B yIIIyOJICHUSI CTaHIapTHO-
ro pa3mepa (puc. 92). B pesynbrare nuddysun B reie
pPacTBOPUMBIX AHTHI'CHOB KOJBIO NMPCHUINHATALNH
o0pa3yeTcs B 30HE ONTHUMAaJIbHOI'O COOTHOLICHHS
aHTHreH/anTuTeno. Ilnomanb, orpaHUYeHHAs KOJb-
[IOM TPELHIUTALNH, TPOMOPIIHOHATbHA KOJIUYECTBY
aHTHUTCHA.

AT AT AT AT AT AT
AT-Ar

AT AT Ar Lu 0 AT
AT-Ar

AT AT AT AT AT AT

Puc. 92. MpuHuMn meTtopga pagnanbHon ummyHoaud dysum,

VICI'IOJ'IbSyeMbIVI and I'IOJ'IyKOJ'II/HeCTBeHHOVI OLEHKN HEKO-
TOpPbIX haKTOpPOB reMmocTasa

CKpVIHVIHFOBbIe TECTbl OLEHKN

JlabopaTopHasi AMAarHOCTHKA HapyILICHUH CHCTe-
MBI TEMOCTa3a SBJISIETCS OJHOM M3 CaMbIX JOPOroCTO-
AKX B Ja00paTOpHON MpakTUKe. BrimomHeHne Beex
BO3MOXKHBIX TECTOB Il YTOUHEHHsI XapakTepa Hapy-
LIEHUH JUIA BCEX MAlMEHTOB - IPAKTUYECKH HENOCTYII-
Has 3agada. [loaToMy upe3BpIYaliHO BaXXHO COOIIO-
JlaTh 3TAIMHOCTh MPOBEIECHUSA TECTOB, UCXOIUTH U3
KIMHUYECKUX JaHHBIX U aHAMHeE3a MalueHTa.

Ha nepBoM 3tane /i yrouHeHHs HarpaBJIEHHOC-
TH HapylIeHUH He0OXOIMMO MPOBECTH TECThI, OTpaXka-
OLIIME COCTOSTHHUE LIETBIX 3BEHBEB CHCTEMBI TEMOCTA3a.
[TockonbKy B pa3HBIX 1a0OpaTOpHUAX MPH aHAJHU3E Te-
MOCTa3a MpecieayoTcsl pa3HbIe e, IEPEYEHb TECTOB,
BXOAALIMX B T€MOCTaTUUECKUN CKPUHMHT sl JAHHON
1a00paToOpuM, MOKET OTJIMYATHCS OT TAKOBOT'O B JPY-

«PakemHbIl» UMMYHO3r1ekmpoghope3s

«PakeTHbI» UMMYHO3JIEKTpodope3 - UMMYHOJIO-
THYECKHI METOJI, COUeTaromuil B cede anekTpodopes
u ummyHogup ¢ysuto (puc. 93). Meton naer BO3MOXK-
HOCTb Pa3IMYUTh CXOIJHBIE M0 3JIEKTPOPOPETUUECKON
MOJBIKHOCTH BEILIECTBA C MOMOIIBIO CIEHU(PUIECKOM
peaKIy MPEHUMUTAIIMT MKy aHTUT'€HOM, IOMella-
eMBIM Ha TeJIeBYIO (IEJUTF0JI030-alleTaTHYIO) IJIaCTHH-
KY, 1 COOTBETCTBYIOLIUMH AHTHTENAaMHU, KOTOPBIE CO-
JepxKarcs B Hell. JIMHA «paKeTHBIX» UMMYHOIPELH-
NUTATOB MPONOPIIMOHAIFHA KOHIEHTPALMU aHTHUTE-
Ha. MeToJ JOBOMBHO MPOCT B UCIIOJHEHUH U 00Jaaa-
€T OTHOCUTEIBHO BBICOKOH TOYHOCTHIO.

[Tpn ¢pyHIaMeHTaTbHOM HOAXOJE K UCCIICIOBAHH-
SIM KOMIIOHEHTOB T'€MOCTa3a IpUMEHEHHE (IIyopecLeHT-
HOW WJIM JIIOMUHECLICHTHOH METOK TIOBBIIIAET YyBCTBHU-
TEIBHOCTh IMMYHOXUMUYECKAX METOJIOB M PacUIUpseT
CHEKTP ONpeAesIeMbIX KOMIIOHEHTOB.

++ +

Puc. 93. MpuHuun meToaa «pakeTHbIAN» UMMYHO3JIEKTPO-

c¢opes

nna3amMeHHoOro 3BeHa remocrtasaa

rux Jadoparopusix. OJHAKO CyIIECTBYET Ha0Op TECTOB,
TPaJMIMOHHO HA3bIBAEMBIX (M PEKOMEH/IYEMBIX) CKpH-
HHHTOBBIMH JUISl IMarHOCTUKH COCTOSIHUSI CHCTEMBI Te-
MocTtaza. OOBIYHO K HUM OTHOCST OIpelesIeHue gpe-
MeHU KpogomeueHus U HECKOJIKO TECTOB, OLIEHHBAIO-
HIMX COCTOSHHE TJIA3MEHHOI0 3BE€Ha TeMocTasa, KOTo-
pbIe BXOJT KaK OCHOBHOH KOMITOHEHT B ITOHSTHE KOA-
ryjorpammsl. Hanbornee mosHo stanHOCTh paspabora-
Ha JUISl IMarHOCTHKUA TeMOPPAarHyecKHX HapyIICHUH.
CKpHHUHTOBBIE TECTHI:

*  Bpewms kpoBoTeueHHUS.

*  KonunuecTBO TpOMOOIIUTOB.

« AYTB.

» IIporpom6unoBOE Bpems (mo KBuky).

*  TpomOuHOBOE BpeMs u/uiH GUOPHHOTEH.
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Jlnst manueHToB ¢ TPOMOOTUUECKUMU 3a00JIeBa-
HUSMU aJICKBaTHOTO CKPUHHHTA JUIS AUArHOCTUKH
HapyIIeHNH CHUCTEMbI T'eMOCTa3a He pa3paboTaHo.
MMeer cMBICIT IPOBEACHNE HCCIIEOBAaHMS HanboIee
3HAYUMBIX MapKepoB TPOMOO(UIIHH, 0 KOTOPBIX OY-
JIeT TOBOPUTHCS HiKe. OHAKO €CTh BO3MOXKHOCTh
KOHTPOJIS1 aKTUBHOCTH CaMOTO ITPOIIecca MaToJIoTH-
YeCKOro TpoMO00Opa3oBaHUs HAa OCHOBE aHAIM3a
KOHILIGHTPAIIU MapKepoB TPOMOO0Opa3oBaHusI.

CKpVHMHTOBBIE TECTHI Ha COCTOSIHAE BHYTPEHHE-
'O U BHEIIHETO KacKa/ia aKTUBALIMK TIPOTPOMOUHA3HI
MO3BOJISIIOT BBISBIISITH HAPYIICHHSI CO CTOPOHBI (pak-
TOPOB-CYOCTpaToB, KO(aKTOpOB, MHTMOUTOPOB Kac-
KaJia CBEPTHIBAHUS, a TAKXKE JACHCTBHE HEKOTOPBIX

JICKapCTBEHHBIX MpenapaToB win ayroanturen. Oc-
HOBHBIM TECTOM Ha COCTOSIHUE BHYTPEHHETO KacKaja
cBepThIBaHus 1U1a3Mbl siBisiercss AUTB, Ha cocrosiHue
BHEITHEro kackaja - 11B. Ix numarHocTudeckoe 3Ha-
YeHue NpecTaBiieHo B Tabn. 17 u Ha puc. 94.
Hecmotps Ha 10 utO B Tecrax AYTB u I1B yua-
CTBYET OOJIBIIMHCTBO TUIA3MEHHBIX (DAaKTOPOB, Mase-
KO HE BO BCEX CIIy4asX MPHU MATOJIOTMU TOTO WIIU
MHOTO 3BE€HA WM JIEUCTBUU JIEKAPCTBEHHBIX Ipemna-
paToB 9TH TOKa3aTenu Mensrotes (tabm. 18). Koary-
JIOTpaMMa - 3TO KOMIUIEKCHBIN aHaiu3 10 MHOTUM
TECTaM, COBOKYIMHOCTb KOTOPBIX MOXKET MO3BOJIUTH

OIIPEJIENUTh KOHKPETHYIO IIPUUMHY HapyLIEHHs CBEp-
TBIBAaHUSI KPOBH.

Ta6bnuua 17

AKTHBHPOBaHHOE YaCTHYHOE TPOMBONIACTHHOBOE
spemst (AUTB, nan AIITB)

Iporpombnnopoe Bpems (I1B)

Ouenxa akruBHocTH BMK, npexammkpenna,
daxropos XII, XI, IX, VIII, X, V, nporpombuna u,
B HEKOTOPOIT CTENenH, cojiepsanus (pubpunorena®

Ounenka aktusrocti Gaxropos VII, X, V, nporpombuna
W, B HEKOTOpOIi CTeneHH, coaeprkanns ¢udpunorena*

KOHTpO.T]b 3a JICUCHHEM ICnapHuHOM

KoHTposib 3a ne4eHneM HeNnpAMEIMH AHTHKOATYJISHTAMH
(anTarorucTaMi BuramMuHa K)

OﬂpEJIEJ'IeHHe BOJMAHOYHOI'O aHTHKOAryIIsHTa

e Konnenrtpanus ¢ubOpuHOreHa HAYMHAET BIWATH Ha pPE3YNbTAThl TECTOB IPU CHIKEHUU €€ HIDKE
ompeaelneHHoro mopora. Kak mpaBuino, 3TH TeCTBl HE MO3BOJISIOT KOJIMYECTBEHHO ONPEAEIUTh
(UOPHUHOTEH WIIN 3aM0103PUTh YMEPEHHOE CHIKEHHE €r0 KOHI[EHTPALNH.

AYTB

KoHTakTHaA akTusauwa

Mns

BonyaHouHble
AHTNKOAryNAHTbI

dubpuHoren

DubpuH

Puc. 94. ®akTopbl, BNusowWwme Ha pe3ynbTaTbl CKpUHUHroBbix TectoB AYTB u NB. 3Be3gouykon 3aBucrmble hakTopsl, Ha
KOTOpbIE BUSIIOT @aHTUKOAryNsiHTbI HEMPSIMOTO AENCTBUS
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Tabnuua 18

Usmenenue A YTB u [1B npu namonozuu omoenvbHblx KOMNOHEHMO8 NIA3MEHHO20 36€HA 2eMOCMA3d
U GIUAHUU HEKOMOPBIX JIeKAPCMBEEHHBIX CPEOCE

FROQICRY 1B AYTB Kommenrapuii
(haxkropa/repanus
Jeduunt daxropa XII. | Hopma Yumneno [IpH HCNONBL30BAHHH HEKOTOPLIX PEAKTHBOB
BMK wm 1K AYTB He mensercs
Jedunnr dpaxropor XI, | Hopma Y mmHeHo Crenens yummnenus AUTB 3asucur
VI wim IX OT pEaKTHBOB
Jeduunt dakropos X, Y umnaeno Y uinHeHo I1B Gosnee uyBCTBHTEIBHO
V nnn 11
Jeduuur dpaxropa VII Y nnuneno Hopma [oarun dakrop VII Padova onpenensiercs

TOJBKO C Tp(]!\iﬁOHJIaCTHI{OM H3 MO3ra KpoJiMKa

Jeduunr ¢pubpurorena,
auchubpHHOreHeMH

Hopwma/yuninsiero

Hopma/yanneno

3aBHCHT OT PEareHTOB H HCIOJL30BAHHOIO
npubopa, npu GpudpuHorene >1 r/n obruno
HOpMa

["enapun B TepanesTH-
HECKHMX KOHIIEHTPALHsX

Hopma/yumueno
(3aBHCHT OT peak-
THBOB)

Vumueno/ue on-
peaensercs

Bimsinne renapuna na AUYTB 3asucur
OT MCINOJIb30BAHHLIX PCAKTHBOB

HuskomonexynspHbli Hopma/rpannunsie | Hopma/yummseHo Hamenenns AYTB 3aBucsaT oT HCnonbs30BaH-

renapuH H3MCHCHHA HbIX PCAKTHBOB

Jledenue HenpAMBIMH VY umHeno Tenaenuus K ya- AYTB menee uyBCTBHTEIbHBIIN NOKA3ATENb,
| @HTHKOAryJIsiHTaMH JIHHEHHIO yem [1B

['mpymmH B TepanesTH- VY anuueno Yumneno AYTB Gonee 4yBCTBUTEIILHBIH MOKA3aTENb,

| HECKHX J103ax

gem [1B

JIBC-cunpom

Y nnuneHo/nopma

Y ummsaeno/Hopma

3aBUCHT OT TskecTH u ctaauu JIBC

Bonuanouustii Hopma/yumnenne | M3meneHo/Hopma [IpH HAMTHYHK BOIMAHOYHOI'O AHTHKOATYIIAHTA

AHTHKOATryJIAHT I1B. KaKk HpaBuIO, HOPMAILHO, Y ITHHEHHE
AUTB 3aBHCHT OT PeaKTHBOB

Tskenas natonorus Yanuneno Y umHexo 3aBHCHT OT PEakTHBOB H MPHOOPOR

MneYeHn

Heduuur daxropa XIII | Hopma Hopma He piuser na AYTB u I1B

AkmueupoesaHHOe Yacmu4Hoe mpom6bonnacmuHosoe epemsi (AYTB)

B nasBanun AUTB (uHorna ero o0o3HavaroT
KaK aKTUBHPOBAHHOE MaplUaIbHOE TPOMOOILIACTH-
HoBoe Bpemst, AIITB) ciioBo «yacTuyHOE», WK «Tiap-
LIMAJIbHOE», YKa3bIBAET Ha TO, UTO B TECTE UCIOJIb3Y-
I0TCSl peareHThl, cojepkaie GocounuIsl, a He
TKaHeBble (akTopsl (B 3ToM oTimume ot [1B, rae
UCHIONIB3YeTCs TKaHEeBOM TpomoOoruiacTuH). Pakro-
pBl ¥ B3aUMHbBIE BJIMSHUSA HEKOTOPHIX M3 HHUX Ha
AYTB npencrasnensl Ha puc. 95.

AYTB uncnone3yercss Kak CKPUHUHIOBBIN TECT
JUIsL OLIEHKM BHYTPEHHEI0 KackKaJa CBEPThIBaHMS
IUIa3Mbl, CKPUHUHIOBOM JIMArHOCTUKU BOJYaHOYHO-
IO aHTUKOATYJISIHTA U CIEKEHUsSI 32 aHTUKOATyJISIHT-
HbIM nieiicTBueM remapuroB. AUTB - Gonee 3naum-
MBI TECT JUIsl IEPBUYHOIO BBISIBJIEHHS IIATOJIOTHH,

yeM [IB, Tak Kak BBISABIISICT OTHOCHTEIBHO YacTO
BCTpeyarolyrocs remodmwmio A u B (nedunur dak-
topoB VIII u IX cOOTBETCTBEHHO) U HAJTMUKE BOJI-
YaHOYHOT'O aHTUKOAryJIsHTA.

JlabopamopHsbie ycnoesusi, enusiroujue Ha AYTB

Hopmanvhole 3nauenus tecra AUTB 3aBucst ot
UCIOJNb3yEeMBIX PEAKTUBOB U MpuOOpoB. Bobiioe
3HAUYEHHE UMEET MPEAHATUTUYECKAs CTaus: PUHHU-
MaeMbl€ MAlMEHTOM JICKapCTBEHHbIE MpEnaparhl,
MPABUJIBHOCTD B3ATHSI KPOBH, MCIOJIBb30BaHHbIN aH-
TUKOATYJISTHT, YCJIOBUSI XPaHEHUS] U TPAHCIOPTHUPOB-
KU TIpOOBI ¥ T. 1. OxJIakIeHue npoObl BENIET K aKTh-
BaI[MK KOHTAKTHOH (a3bl in Vitro. CTabuapHOCTD
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W}_Hra-kmﬁﬂaﬁf;afop. d){)C{b(il-'!.Hnwﬂbl ]
Xlla, BMK, Mpe-KK, X

T [ Xila, BMK, Mpe-KK, XI]
|W1—> IXa

» (VI ————={ Vllla
X [¥a

Pli .—b

| MporpomGin ——>{Tp
[upmoren

Puc. 95. MNMocnepoBaTenbHbIe U B3aMMOBNUAOLLNE peak-
LMW, onpefensiiolme 3Ha4YeHne aKTMBUPOBAHHOIO YaCTUYHO-
ro TpombonnacTuHoBoro BpemeHun (AYTB)

npoOBI 3aBUCUT OT MPUMEHSAEMBIX PoOHpok. [Toato-

My Kaxzjas Jaboparopusi T0JDKHA HapabaThIBaTh

cOOCTBeHHbIE HOPMBI. /l0 HACTOSIIEro BpeMEeHH

MPAKTUYECKH HET CUCTEMBbl MEXJIabopaTOPHOM

cranaapruzaimu tecta AUTB, npubopnas u pea-

reHTHas 6a3a 3TOro TecTa MoKa He MOAAI0TCS CTaH-

JapTu3atuu. PekomMeHayeTcss KoppeKTUupoBaTh HOp-

MBI JUIl KQXKJIOW cepuy peakTHBOB. OIBITHBIM ITy-

TE€M CleAyeT yA0CTOBepUThCs B KauecTBe AUTB-

PEaKTUBOB, KOTOPBIE JOJDKHBI OTBEYATh CIIELYIO-

LM KPUTEPUSM!

* lMmerb 0AMHAKOBBIE JUaNa30Hbl HOPMAJIbHBIX
3HA4YECHUH JUI Pa3HBIX CEPUN PEAKTUBOB OT Of]
HOT'O IIPOU3BOJUTEIIS.

*  JI0JDKHBI BBISBIITH KIIMHAYECKH 3HAUUMOE CHU
KeHHe (PaKTOPOB CBEPTHIBAHUS YUIMHEHHEM
BpEMEHU 00pa30BaHus CTyCTKa (T. €. pe3yJbTa
ThI JIOJKHBI COOTBETCTBOBATh KIMHUYECKUM
NPOSIBIICHUSIM THITOKOATyJISIIIUH).

*  DBbITb UyBCTBUTEIILHBIMU K aHTUKOArYJISTHTHOMY
s¢dekTy renapruHa, Ipyu STOM He MPOSIBIATH
CJIMIIKOM BBICOKOW YyBCTBUTEIBHOCTH IIPU UC
M10JIb30BAHNHM I'€IIapUHA B TEPANEBTUYECKON
KOHLIEHTpALINH.

*  BbIABIATE HAIMYKE BOTYAHOYHOIO AHTUKOAry
JISIHTA, JIJIs 3TOTO PEKOMEHYETCS HCTIO0JIb30BATb,
B YaCTHOCTH, 2 HabOpa ¢ pa3HO YyBCTBUTEIIb
HOCTBIO K BOJTYAHOYHOMY aHTUKOATyJISHTY.

[TpennouTHTENbHO UCTIONB30BaTh TOTOBBIE pe-
aKTUBBI, YTO YMEHbILIAET OMIMOKY OMepaTopa.

Bpems npeunxybayuu B tecte AUTB umeer
O0JbILIOE 3HAYEHHE IS BBISBICHUS MATOJIOTHHU Te-
MocTtaza. [Ipu KOpoTKOM BpeMeHH OT MOMEHTa J0-
OaBJeHUs1 akTUBATOPOB (KaoysuH U KedaiuH) 10
momenTa BHeceHus: CaCl, tect AUTB momyuaercs
JOCTATOYHO JUTMTENIbHBIM U HecTaOWIbHBIM. OIBIT
nokasbiBaet, 4to 30 ¢ MpenHKyOaIlyu HeA0CTaTou-
HO, O/IHO3HAUHbIE CTAOWJIbHbBIE PE3yNIbTAThl TapaH-
TUpOBaHHO mnoiydatorcs nocie 600 ¢ npennkyOa-
1y, OHAKO Takasi AMTesbHas IPEUHKYOaIus He-
TexHONMOorMyHa. OOIIENPUHATON CUMTAETCsl PEHH-
KyOauus 60 c, mpu KOTOpoi HeCcTaOMIBHOCTh HE
NPUBOJUT K UCKOKEHUSIM PE3YNIbTaTOB, KOTOPhIE Obl
3HAUMMO BIMSUIM HA AMArHOCTHYECKUE XapaKTepu-
CTUKH TeCTa.

Tem He MeHee npU ePUIMTHOM I1a3Me o O-
HoMy U3 (akropoB koHTakTHOMH (hazer (XII, XI, mpe-
kamnkpenH, BMK), oco6eHHO npekauinkpenHy,
JumTenbHas (paza nmperHKyOaluu ¢ aKTUBaToOpamu
CO3/1a€T YCJIOBHUS JUISl HUBEIUPOBAHUS PE3YJIbTATOB.
Tonbko MpH KOPOTKOM MEpHOje MPEeHMHKYOaly B
3THX YCJIOBUSIX YIAeTCs BBIABUTH JAepuumT hakropa,
npu 60-MUHYTHOH NMpenHKyOaluu yacto AeuIuT
(bakTOpOB KOHTaKTa HE BbIABIsAETCS. Pe3ynbraThl
OyIyT JIOKHO «HOPMAIBHBIMI», YTO BEJET K OLIU-
OOYHOMY JIMArHO3Y.

HuazHocmuyeckoe 3Ha4YeHue AYTB

Ykopouenue A YTB wHor 2 onperniesiercst y 60ib-
HBIX C TpoMOO(uIHEr. IT0 MOXKET OBITH CBS3aHO C pe-
3UCTEHTHOCTBIO (hakTopa V K akTUBHOMY IpoTenHy C,
MOBBIIIIEHHBIM YpoBHeM (aktopa VIII umm aktvBu-
POBaHHBIX (PaKTOPOB cBepThIBaHMA. OnHAKO yHarle
Bcero ykopouenne AUTB oOwsicHseTcs: HapyIleHus-
MU paOOThI C KPOBBIO HA IPEAHATMTHYECKOM 3Tarle.

Yonunenue A YTB npoucxXouT NpH:

*  BPOXJEHHOM HJIM IPUOOPETEHHOM JIeULIUTE
dakropos 1, V, VIII, IX; X, XI, XII, npekan-
nukpeuna, BMK;

e cHwkeHuu aktuBHOCTH O-VIII Ha pone Gone3
HU BuieOpanaa,;

*  JIEYEHWMH IeNapuHOM, TUPYIUHOM WM arpoTH-
HUHOM (MHI'HOUTOp KOHTAKTHOI (ha3bl Koary
JISILIAH);

* npucyrcTBuM B KpoBu I1J]ID, BoryaHOYHOTO
aHTHUKOAryJsiHTa,
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*  HapyleHUU QyHKIHHU [EUCHH,
* koarynonaruu norpednenus (ABC-cunapom);
*  TspKenod aucubpuHOreHeMHur Win ahuopuHo-

TeHEMUU.

Baxxno noquepkHyTh (0OBIYHO 3TO HE YYUTHIBA-
€TCs1), YTO MPHU XPaHCHWU CHMKAETCS CTaOMIBHOCTh
npoObl, 0COOEHHO OT OONBHBIX, KOTOPHIM BBOJHUIICS
renapuH. B pe3ynbraTe pe3Ko yBeINUYHMBAETCS BapH-
anus gaHHeIXx AUTB, peructpupyeMsix noapsa u3
OZIHOH MPOOHI.

Peaxmuebl, ucnonvzyemvie 01 NOCMAHOBKU
AYTB, He ctanaaptusyrrcs. [loaToMy cBolicTBa
PEaKTHBOB JOJKHBI OBITH M3BECTHBIMH, JIydllle
MOJIb30BATHCSl PEAKTUBAaMHU OT OJHOTO IPOU3BOIU-
tenss. HabGop peaktuBoB mist AUTB conmepxurt ak-
TUBATOp KOHTAaKTHOW ¢a3el u ¢pochomunuasl. CaCl,
no0aBiseTcsi B mpoOy OTHEIbHO KaK CTapTOBBIM pe-
akTuB. KOHTaKTHBI aKTUBATOP - 3TO BBICOKOJHC-
MEePCUOHHAs CYCIIeH3Usl OTPULATENBHO 3apSKEHHBIX
yacTull kKaoauHa (Oenas TJIMHA) MM 3JUIaroBasi Kuc-
J0Ta, NOMU(PEHON WM CyabpaTuasl (OTpUIATEIBLHO
3apsOKEHHBIE CyIb(aTUPOBAHHBIC JIMIUBI) B CMECH
¢ kaonuHoM. PocoaUNUABl UCHONB3YIOT WU CHH-
TETUYECKHE, MJIM BBbIJCICHHBIC U3 TKaHEH >KHUBOT-
HBIX (MO3r KpoJMKa) WM U3 cou. Jlydime pe3ynbra-
ThI JOCTUTAIOTCS IIPU MCIIOJIb30BAaHUHM CMECH Pa3HBIX
¢dochoaunuaoB, BKIOYAS OTPULATEIHHO 3apsiKeH-
HBeId Qocharugmicepu. Bun n koHuentpauus ¢oc-
¢donunuaoB - 6osee BaXKHBIH KOMIIOHEHT JAJISl Xapak-
tepuctuku Habopa AUTB, yeM KOMIIOHEHTHI KOH-
TakTHOW (a3bl akTuBanuu. CTabuan3anus peakTHBa
oOecrieynBaercst B MEPBYIO O4Yepelb HOHHOM CHIIOH
pactBopa u cBoiicTBaMu Oy(epHOH CHCTEMBI, 3TO BO
MHOI'OM BJHMSET Ha KOaryJaslUOHHBIE CBOWCTBA
AYTB-peakTusa.

Yyecmeumenvnocms mecma A YTB K pa3HbIM U3-
MEHEHHSAM I'eMOCTa3a B 3HAYUTEIBLHONW Mepe CBs3aHa
CO CBOMCTBaMH HCIIOJIB3YEMBIX B TECTE PEaKTUBOB.
BonbimacTBO TecT-HabopoB AUTB (HO HE Bce) 4yB-
CTBHUTEJIBHO K CHWKEHHIO akTUBHOCTH (akTopos VIII
w |X. OgHako yMepeHHOe CHIKEHHE aKTHBHOCTH
¢.1X moxer He BeI3bIBaTh yuiuHeHHsI AUTB npu BbI-
cokoil aktuBHOCTH ¢.VIII, HECMOTps Ha HanmMumMe re-
MOpparn4eckux npossieHuil y manuenta. [lpu nedu-
UTE Ipyrux (HakTopoB UyBCTBUTEIBHOCTH TECTa 3HA-
YUTEIBbHO BapbUPYET, OAHAKO MPH OCTaTKe (QakTopa
<10% Hopmer AUTB Bo BCcex cinyyasx yuIuHSIETCS.

®daxkrop VIl sBusercs octpodazabiM Oenkom,
MOBBIIIAETCS TPH BOCHIAIINTENbHBIX PEAKLHUAX, TPaB-

Mmax. JaHHbI hakT HEOOXOANMO yUUTHIBATh IPU HH-
Tepapetanuu ykopoueHuss AUTB B 3Tux cnyudasx.
AUYTB - MeHee 4yBCTBUTENBHBIA TECT HA BBISIBJICHUE
NATOJIOTMK Ha OOILIeM 3Tare KoaryJisiquu U HeJaocTa-
ToyHOCTH PubpuHOreHa, uem I1B.

UysctBuTenbHocTh AUTB K BOIYaHOYHOMY aH-
TUKOATyJISIHTY BapbUPYET B 3aBUCUMOCTH OT peak-
THBa (OT MOMHOrO OTCYTCTBUs ymuuHeHuss AUTB o
3HAYUTEIBHOTO y/UITHHEHHS).

B npucyrctBun IIJ1® npoucxoqut 3HAYUTENb-
Hoe ymuHeHne AUTB (puc. 96). Crnenyer OTMETHUTS,
YTO MHTUOUPYOMUN d(P(EKT 3aBUCUT OT HCIOIB3Y-
E€MBbIX peakTuBOB Ais onpenencaus AUTB.

AYTB, ¢
80
60
40
Bepxxnan rpaHuua
peepeHTHOro
nanasoHa
9 0“ a H
0 T T L}
6 12 18

lMepuon neyexus, 4

Puc. 96. UameHeHne AYTB u3-3a HakonneHus MAP npu ne-
YeHUM CTpenToKknHa3on Tpombosa rnybokmx BeH 6edpa. Ya-
nHeHne AYTB 3HauuTenbHO NpeBbICUO pedepeHTHbIN ava-
nasoH, PesynbTaT Hemnb3si OObACHUTL CHUXKEHWEM aKTUBHOCTU
oTAernbHbIX akTopoB remocTasa. AddekT cBs3aH C NpsiMbIM
pencrtamem MOP Ha nonnmepunsaumio dudpUH-MOHOMEPOB

BbisienieHue deghuyuma ¢hakmopos
C ucnosib308aHUeM NMPUHYyUNa 3aMeHHbIX MpPo6

AUTB wucnonw3yercs s BBIABICHUS NeduUIInTa
OTJICIBHBIX ()aKTOPOB IJIA3MEHHOT'O T'eMOCTasa, IS
ATOTO MPUMEHSIOTCS 3dMEHHbIE HPOObl C KOHTPOJIGHBI-
MU TUTa3MaMH, NEeUITUTHBIMU 110 KOHKPETHOMY (hak-
topy (puc. 97). Hanpumep, npu remodpunnu A (ne-
¢unur ¢pakropa VIII) rect AUTB ¢ mmazmoii 6011b-
HOTO TarueHTa OyJIeT COOTBETCTBEHHO YIJIWHEH.
[Ipu noGaBneHUU K TaKOW Mia3Me KOHTPOJIbHOM
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Puc. 97. MpuHuun npoBegeHusi 3aMeHHoOM nNpobbl. K
nnasve 6onbHoro remodpunuen gobasnswoTcs AepuunTHbIE
nnasvbl N0 OAHOMY M3 (hakTOpOB NfA3MEHHOro remMocTtasa.
Ecnn tect AYTB nocne gobaBrneHnst 3aMeHHOW npobbl He
BOCCTaHaBnvBaeTcs, To B nnasme 6onmbHOro M AedvuUMTHOM
nnasve OTCYTCTBYET OoAuMH K TOT e daktop. Ecrim AYTB
BOCCTaHaBMMBAETCS, 3HAYMT B nrasme GOMbHOro OTCyTCTBYET
Opyrou nnasmeHHbIn hakTop

wia3Mel, ucromeHHoi no daxropy VI, Boccranos-
JeHust BpeMeHu koaryisnuu B Tecte AYTB ne mpo-
M30MAeT. DTO OKA3bIBAET, YTO B IIa3Me OOJIBHOTO
U B KOHTPOJILHOH, ucToeHHOU 1o (aktopy VIII,
OTCYTCTBYET OJIMH U TOT € KOMIIOHEHT. Ecim ke k
mazmMe OosbHOTrO reMogimeil A 1006aBUTh IIa3My,
UCTOIICHHYIO TI0 Apyromy daxropy (Hampumep, 1X),
TO Bpems cBepThiBaHus B Tecte AYTB BoccranoBUT-
Csl 10 HOPMAJIbHBIX 3HAYCHUH, TaK KaK B OTOM IUIa3-
me npucyrctByeT axrop VI, ¢ mHemocrarkom xo-
Toporo ObuI0 cBsi3aHo ymiuHeHne AUYTB mia3merl
6osbHOTO TeModuimeil A. JTa METouKa MO3BOJIS-
€T IMarHOCTUPOBATh IE(HUIMT TOrO WM HHOTO IUIa3-
MEHHOTO (haKTopa.

HUcnonb3soeaHue AYTB pnsa ebisienneHusi
80J1YaHO4YHO20 aHMuKoaz2ysIsHma

BoyryaHouHbI aHTUKOATYJIIHT MOXKET Y UIMHATD
kak AYTB, tak u I[1B, ognako tect AUTB, kak mpa-
BUJIO, OoJiee uyBcTBHUTENEH. B TO ke Bpemst apdexT

BOJIYAHOYHOI'O AHTUKOAryJsHTa B 3HAUYUTEIIBHOM
CTEIEHHU 3aBHUCHUT OT cOCTaBa (oCOIUIUIOB B pea-
reHTax. [Ipunnun npoenenus tecta AYTB B aTom
ciydae npezcrasieH Ha puc. 98. Eciu npu no6ase-
HHH K T1a3Me 6osbHoro ¢ yiuymHeHneM AYTB koH-
TPOJIBHOM MJa3Mbl, cojaepkamieil Bce (aKTopsl,
AUYTB BoccranaBnuBaeTcs, T0 B Iiia3mMe OOJIBHOTO
obu1 neguimt pakropa. Ecrm AYTB He BoccTanas-
JIMBAETCs B TOJHOM Mepe, TO B I1a3Me OOJIBHOTO TpH-
CYTCTBYET UHTHOHMTOp, B YACTHOCTH, UM MOKET OBITH
BOJIYAHOYHBIN aHTUKOATYJSIHT, KOTOPBIA OJIOKUpY-
eT ¢ochomunuaHyo MaTpuly. YyBCTBUTEIBHOCTD
K BOJYAHOYHOMY AHTHKOATyJIIHTY IPOSIBIISIIOT OT-
pULIaTENIbHO 3apshKeHHbIe (ochoNunuabl, TO3TOMY
TECT 3aBHCHUT OT PEaKTHUBOB. B HEKOTOpBIX J1labopa-
TOPHUSIX MPUMEHSIOTCS 2 HabOpa peakTUBOB JUIS Te-
cra AUTB, no-pa3sHoMy 4yBCTBUTENIBHBIE K BOJIYA-
HOYHOMY aHTHKOAryJsiHTy. B TO ke BpeMs NmpucyT-
CTBHME BOJYaHOUYHOI'O AHTHKOArYJIIHTA OTMEYAETCS
y MaleHTOB, CKJIOHHBIX K TpoMOo3aMm. [losromy ya-
muaenne AUTB npu Hanu4uu Tpom603a cpasy Ha-
CTOpaKMBAET HA MPUCYTCTBUE BOJIYAHOYHOIO AHTH-
KOaryJsHTa.

Mnazma
BonsHoro
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thakTopa Bon4yaHoYHbIA aHTAKOArYNAHT

Puc. 98. 3ameHHas npoba Ha ocHoBe AYTB ansa gudde-
peHUmanbHOM AMarHoCTUKN Mexay Aedunumutom dakropa nnm
NpUCYTCTBMEM MHMMOMTOPA (BOMYAHOYHOTO aHTUKOArynsHTa) B
nnasve
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TpyaHOCTH BBI3BIBAET CUTYalUsl C TPAH3UTOP-
HBIM TOBBIIICHUEM BOJYAHOYHOTO AHTHUKOATYJSHTA
MpU WHQPEKIUN WIH JISYCHUH HEKOTOPBIMU TIperapa-
TaMU, MPU KOTOPBIX HET KIMHUYECKUX MPOSBICHUU.
Hanpumep, remapud oka3plBaeT CHHEPTUYHBIH 3(-
(eKT C BOJIYAHOYHBIM AaHTUKOATYJISTHTOM, BBI3BIBas
CIIUIIKOM CHJIBHOE yAJIMHEHHE BPEMEHHU CBEPTHIBA-
Hus. B atom cnydae nsmenenne AUTB Oyzaer ykazbi-
BaTh Ha MEPENO3UPOBKY remapuHa. B To xe BpeMs
HCIOJb30BAHUE PEAKTUBOB, HEUYBCTBUTEIBHBIX K
BOJYaHOYHOMY aHTUKOATYJSHTY, MOKaXXeT OTHOCH-
TeNnpHO afiekBaTHOE u3MeHenne AUTB na BBOAMMYIO
no3y renapuna. [loaToMy elie pa3 peKOMEHIyeM HC-
MnoJib30BaTh A noctaHoBku AUTB peakTussnl ¢
pa3HON YyBCTBUTEIBHOCTHIO K BOJIYAHOYHOMY aHTH-
KOAryJIsSHTY.

Ucnonb3osaHue AHTB
Oris KOHMPOIIs 2enapuHomepanuu

JleueHue remapuHOM KOHTPOJUPYETCS TECTOM
AUYTB. O0uenpuHsATO, 4YTO NPU UCIOIH30BAHUN HeE-
(paKuMOHUPOBAHHOTO TeMapHHA «TepaneBTHUYECCKUN
Jaras3on» nocruraercs npu yanuaenun AYTB B 1,5-
2,5 paza. AUTB - tecT Oonee 4yBCTBUTENBHBIHN K TIPU-
CYTCTBHIO TenapuHa, yeM [IB, B To jxe Bpems cuibHO
3aBHCHUT OT KayecTBa MPUMEHAEMBIX PEaKTUBOB. JTO,
BEPOSITHO, CBSA3aHO C TEM, YTO PEAKTUBBI IIPU BBIIOJI-
Heann AUTB npoGasisrores nocnenosareibHo. CHa-
Yaja BBOAUTCS KAONWH U KeaJMH M IPOBOAUTCS IIpe-
nHKyOanus B orcyTcTBUM MoHOB Ca. B ator mepuoa
nporcxoaut: 1) MakcuMaibHas aKkTUBALKs (HaKTOPOB
XIl u XI; 2) uHakTUBaIUs aHTUTPOMOUHOM M Tera-
PUHOM cJieoB TPOMOWHA M OPYTUX aKTUBHBIX (hak-
TOpoB. 3aTeM npu AoOasneHnn Ca MPaKTUIECKH OT-
CYTCTBYET aKTHBHUpYIOIHMHA 3¢)dexT TpoMOuHa Ha (ak-
topsl VIII u V no mexannsmy obpatHoit cBsa3u. Eciu
’Ke B mpoOe He ObLIO remnapuHa, TO aKTHBUPYIOLIHHI
s¢dext TpombuHa Ha dakTopsl VIII u V coxpanen.
Takoe xe 0o0bACHEHUE, TO-BUIUMOMY, CIIPABEIIUBO
K OLIEHKE AeUCTBUS THpyIUHA, 3P PEKT KOTOPOro Tak-
ke peructpupyercs rectom AUTB, Ho e TIB.

PeaktuBel B TecTe AUTB umeror pasHyro 4yB-
CTBUTENBHOCTh K IE€MapuHy U MHTHOUTOpPY BHEIIHE-
ro mytu (UBII, TFPI), koTopblii moBbliiaercs B mpo-
0ax MaMeHTOB, JEYEHHBIX T'eapuHOM. JTO MPUBO-
JUT K TOMY, YTO IPU HCIONb30BAHUHU MaJOUyBCTBH-
TEJbHBIX T€NapUHOB OAHOTUINHOE ynuHeHue AUTB
JOCTHUTaeTCsl IPU Pa3HbIX KOHIIEHTPALUAX I'enapu-

Ha, a MPU HCIOJIb30BAaHUU BBICOKOUYBCTBUTEIBHBIX
PEaKTUBOB HETEPaNeBTHUECKUE Majble J03bl OyIyT
cymectBeHHO ymuHaTe AUTB-tect. Kpome Toro, cam
renapyuH UMEET pa3Hble CBOWCTBA, BAPbUPYET MO pas-
Mepy, CTENEHH OYMCTKH, aKTUBHOCTH IN VIVO 1 iNn Vitro.
VY nmanueHToB BO BpeMs HH(Y3UH TelapuH IpeacTaB-
JIeH HATUBHOW MOJIEKYJIOH, a yepe3 HEKOTOpoe Bpe-
M TernapuHOnoM00HbIH 3(h(EeKT 0Ka3BIBAIOT €ro Je-
pUBATHI, HO Y€ C APYroil aHTHKOAryJsHTHOH ak-
TUBHOCTHIO. [Ipruem npoaykrel merabonus3ma rema-
pUHA IO-pa3HOMY BIMSIOT Ha HelTpanuzauuoo Qax-
Topa 4 TpoMGouuTOoB (0OCBOOOKIAETCSA U3 TPOMOO-
IIUTOB IN VIVO u iN Vitro, 0co0EHHO MPH HAPYIIEHHSIX
MPEaHaJTUTUYECKOTO 3Tarna, YTO MOXKET CYIIECTBEH-
HO M3MEHSTH IOKa3aTelld reMocTasa), a TakKe Ha
AHTUTPOMOMHOBYIO M aHTH-Xa-aKTUBHOCTb. [loaTo-
My HE MMeeT OOJBIIOro CMbICTIa TECTUPOBAaTh PEak-
TUBBI Ha YyBCTBUTEIBHOCTh K T€HapuHy, 3TU Pe3yiib-
TaTel JAalOT Cyry0o OpUEHTHUPOBOUYHYIO HMH(OpMa-
LIUI0, OCOOCHHO Ha KOHTPOJbHON mazme. st 6omb-
1Iel YBEPEHHOCTH MHOTZA CTPOST KPHUBYIO YyBCTBU-
TENHHOCTH K TeMapHHY», UCIONB3YS I 3TOr0 Myll-
nja3My OT MAalMEHTOB, KOTOpble B HEJaBHEM IPO-
[IJIOM YCIIELIHO JICYUIIUCh T'eIapUHOM.

Hekotropeie AUTB-peareHTsl HaCTOJBKO 4yB-
CTBUTENbBHBI K IPUCYTCTBUIO I'elapuHa, 4TO BOOOIIEe
HE PErUCTPUPYIOT CBEPTHIBAHUE MIPH KOHIIEHTPALUH
remapuHa Jake B TEPaneBTUYECKOH KOHICHTpALMH.
Kpome Toro, kommMmepueckue remapunsl pasHeie. [e-
NapuH - 3TO TIJIIOKO3aMHUHOTJIMKAaH, MOIy4aeMbli
IyTeM JKCTPaKIMH B OCHOBHOM M3 TKaHEH JIETKHUX
KPYIIHOI'O POraToro CKOTa MJd CBUHBH WU U3 CJIH-
3UCTONW 000JIOYKH KuIIeuHHKa ObikoB. Ciabo oun-
HmIeHHast Gpakuus - 3T0 HePpPaAKYUOHUPOBAHHbBIU 2e-
napuH, OH UMeeT MoJeKysipHyto Maccy ot 5000 mo
30 000 /Ia, B OCHOBHOM WHTHOHpYET TPOMOWH U (hak-
Top Xa. C HelaBHEro BPEeMEHM CTajd LIMPOKO HC-
[0JIb30BaTh HU3KOMOJEKYIsApHBIA renapun (HMT),
KOTOPBIIl MOJIy4aroT U3 HeQpPaKLHOHUPOBAHHOIO T'e-
MapyuHa MYTEM YH3UMATHYECKOH U XUMUYECKOW Jier-
pamanuu. CpaBHUTENbHBIE XapaKTEPUCTHKH Hedpak-
LUOHUPOBAHHOTO U (PaKLHOHUPOBAHHOTO HU3KO-
MOJIEKYJIIPHOTO T'elapiHa MpecTaBieHbl B Tab. 19.

KoHmporib 3a nedeHuem HU3KOMOSEKYISPHbIM
bpakyUOHUPOBAHHLIM 2enapuHoOM

KoHTpons 3a nedeHneM HU3KOMOJIEKYISIPHBIM
(b paKkLMOHUPOBAaHHBIM I'€IAPUHOM PEKOMEHIYETCS Ha
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Tabnuua 19
CpagnumenvHas Xapakmepucmuka He@pakyuoHUpo8aHHO20 U HUSKOMONIEKYISAPHO20 2eNaApUHa
Huskomoiexkyanpustii renapun | Hedpakunonnposannniii renapun |
MonekynsapHas macca (Jla) 3000-5000 5000-30 000 '
Vumunenne AYTB + T+
Yuuenne TpoMGHHOBOTO BpeMEHH + +tt
Peakuus Tecta antu-Xa ++++ ++
| U3mMenenne arperaumu TpoMOOIMTOR + Sttt
CBA3BIBAHHE € IHIOTEIHHOM + et
JluronpoTenHIHnazHas aKTHBHOCTh + +4++
KJIHHHYECKHE NPOABIEHHs KPOBOTOUHBOCTH R +++

OCHOBE TeCTa aHTH-Xa (eIMHULIA H3MEPEHHS - aHTH-Xa-
ME/mi1), cTaBUTh KOTOPBIA CIEIYET HEepe 04epeIHBIM
BBEJICHUEM mpernapaTa. TecT aHTH-Xa 3aKiIro4aercs B
M3MEPEHUH OCTABILErocs Xa ¢ MCIONb30BAHUEM CIICIIH-
(uueckoro xpomMoreHHoro cyocrpara (tadin. 20).

KoHmponb nedeHusi 2upyoOuHom

AUYTB npumensiercs A7 KOHTPOJIS JIEYEHUsI TH-
pyIuHOM. ['MpYIHMH - QHTUKOATYJISIHT CIIFOHBI MEJH-
LUHCKOM MHUABKH. JTO MOJUIEHTHI, COCTOSIIHUN U3
65 aMHMHOKHUCIIOT, IMEIOIMI MOJIEKYIISPHBINA BEC OKO-
no 7000 Hda. I'mpyaun - BeICOKOCTICIM(DUYHBINA WH-
ruOuTOp JEHCTBUS TPOMOMHA, OH HeoOpaThuMo OJ10-
KUPYET aKTUBHBIE LIEHTPHI TPOMOWHA U IIEHTPHI CBS-
3pIBaHMs TpoMOuHA Ha ¢ulOpuHorene. Tem campiM
Onoxupyercs nepexon pudpuHorena B ¢pudpun. ['u-
pynuH He B3aumojeictByeT ¢ AT, OH JelCTByeT Kak
npsIMOI UHTUOUTOP CBEepThIBaHUS KpoBH. Ilepeno-

3UPOBKA THMPYIMHOM MOYKET IPHUBECTU K TAKEIBIM
KpoBoTeueHUsIM. [locie MoaKoKHOTO WM BHYTPHU-
BEHHOT'0 BBEJICHHS TMPYIAMH OBICTPO pachpesesser-
Csl TI0 KPOBOTOKY M MEKKJIETOYHOMY HPOCTPAHCTBY.
OH He MeTaboNM3UpyeTCs MEeYeHbI0, a BBIBOAUTCS
yepe3 MOYKH, MEepUO/I TONYBBIBEICHUS Y 30POBBIX
moznet ot 60 1o 120 munyt. OcoGeHHO TIIATETHHO
KOHTPOJIb 32 TIPUMEHEHHEM TUpPYAUHA CIIETyeT Mpo-
BOJIUThH Y OOJIBHBIX C HAPYILIEHHEM MOYEYHOH (pyHK-
II1H, TIPU O’KUPEHHUH U Yy JeTeil. ' upyiH nokasaH y
OOJBHBIX C TeNapUH-UHIYLIMPOBAHHON TPOMOOLIUTO-
MICHUEH.

AYTB-peakTuBbl CyIECTBEHHO OTIMYAIOTCS
[0 YyBCTBUTEJILHOCTU K BBISBJICHUIO aHTHKOAry-
JSIHTHOTO 3¢deKTa rupyuHa. MHorue Habops! pe-
THCTPUPYIOT «3((PEKT MIaTo» ¢ TUPYIAUHOM, T. €.
IPU YBEITMYEHUU JI03bl TUPYAUHA HE Y/UIMHSAETCS
AUYTB, 4TO MOXET OBITh YCIIOBHEM TEPEI03UPOB-
KU TUPY/AMHA.

Tabnuua 20

Tepaneemuueckuii ouanazon anmu-Xa npu mepanuy QpPaKyuoOHUPOSAHHbIM 2eNapuHoOM

F Ilpenapar TMoxazanusn Jo3upoBka Anru-Xa (ME/m)
DparmuH, (paxcu- | [lpodunaxraxa serossoro tpom- | 2000-2500 ME n/k 1 pas MonutopHHr He TpedyeTes
apHH 0032 — yMEpEHHBIH PHCK B CYTKH
JloseHoke, kiekcan | [TpodunakTuka senostoro tpom- | 4000-5000 ME n/k 1-2 pasa | 0,2-0.4

0034 — BBICOKHMII pHCK B CYTKH
Janprenapus, pe- | HHTEHCHBHAS Tepanus npH HH- 100-120 ME/xr Beca n/k 0,3 ME/Mz 1o uHBEKLIHH,
BHIIAPHH, JHOKCH- | (apKTe MHOKApaa, BEHO3HBIX H 2 pasa B CyTKH gepes 3—4 4 nocie HHBEKLNH
HapuH apTepHabHBIX TpoMOoIMBOIIIEX =1,5 ME/mn

SKCTpaKoprnopalibHoe KpoBooo- Bomoc 3000-6000 ME =1,0

pallieHne, reMoiHann3 <4 1acos

DKCTPaKoOpIopaIbHOe KPOBo0O- Bomoc 2000-3000 ME + =12

palleHue, TeEMOJAHAIIN3 >4 JacoB 1000-1500 ME/ga
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CKpuHUH208bIli mecm Ha ocHoge AYTB 0Orisi oyeHKu
aHmukoa2ynsHmHoul akmueHocmu rnpomeuHa C
AHTHKOAryJIsHTHas aKTHBHOCTHh nporenHa C,
CBSI3aHHAs C MHTHOMPOBAHMEM AKTHUBHBIX (PaKTOPOB
Villa u Va, paccmatpuBaercs B mocieqHee BpeMs Kak
OJMH U3 OCHOBHBIX (DU3HOIOTHYECKHX OapbepoB Mpo-
TUB TpomOo3a. IloaToMy ompeneneHue pe3uCTEHTHO-
ctu K aktuBupoBanHomy nporeuny C (PAIIC) -
OJIMH M3 CaMBbIX HEPBBIX MOJAXO0J0B IPH BBISABICHUU
WHINBUYaJIbHOTO pucka TpomOo3a. Hanbomee pe-

aIbHBIM CKPUHUHTOBBIM TECTOM ISl ONpeAeleHus
PAIIC saBnsercs nmoctanoBka AUTB B ycrmoBusax
npenBapuTeNnbHON akTuBauuu mporenHa C akTHBa-
TOPOM U3 3MEUHOTO sia C GUPMEHHBIM Ha3BaHHEM
Protac® (cm. Hmke). UyBCTBUTEIBHOCTB TecTa K (ak-
topy Jlefinen m mepuumuty mporemna C Omuska K
100%. Tect ¢ Protac® moxeT HapymaThesl TaKKe MPU
HaJIMYUU BOJYAHOUYHOT'O aHTHKOATYJsSHTA, MyTalHH
nporpombuna 20210G—>A nnu NOBBILIEHHOW aKTHB-
Hoctu ¢.YIUI:C (> 150%).

Mpompom6uHoeoe epemsi

[TporpomOunoBoe Bpemsi (I1B) - mmupoko wuc-
MOJIb3yEMBI CKPUHUHTOBBIM TECT AJISl OLIEHKH BHeIL-
HEro Kackaja CBEpTBHIBaHUA Ia3Mbl. [IB o0ObruHO
UCIOJNB3yeTCs U onpeneneHus aktusHocTH .Y,
KOHTPOJISl 3a JICUEHHUEM HENPSAMBIMU aHTHKOATYJISH-
TaMH, IPH CKPUHUHTE CHCTEMBI I'€éMOCTa3a, PeaKo
JUISl KOJIMYECTBEHHOT0 onpeneneHuss pubpuHoreHa
(B aBTOMAaTHYECKHX KOAryJoMeTpax, UMEIOLIUX CIe-
HUAITBHYIO TIPOTPaMMy).

IIB ynnuHsercs npu:

* nedunure paxropos VII, X, V, nporpombuna n
¢ubpuHOreHa, B TOM YUCIIE IPU TSKEIBIX 3200
JIeBaHUSX MEYEHHU, IPU HATMYUU ayTOAHTHUTEI
OpOoTUB (aKTOPOB CBEPThIBaHUA. UyBCTBHUTEND
HOCTb K HEZIOCTATKy NpOoTpoMOuHa U GuOpHUHO
reHa B Tecte [IB MeHbIIe, 4eM K HENOCTAaTKy ApY
THX BBIIIENEPEUHCIEHHBIX (DaKTOPOB;

*  HUHOTJA B IPUCYTCTBUHU BOTYAHOUHBIX aHTHKOA
T'YJISIHTOB.

Heckonabko THIIOB peareHTOB IJis MOCTaHOBKHU
IIB ucnonssyercsa B KJIJI:

*  PexomOnnanTHbie IIB-peakTHBBI
PexomOnHaHTHEIN TKaHEBOU (hakTOop, Ca2+, ¢oc-
¢bonununel, Oydpep, cTabunu3aTopHl.

*  TkaneBble TPOMOOILIACTHHBI
OKCTpaKThl TKaHEH, Oorarble TKaHEBBIM TPOM-
OormactuHOM (TMeYeHb, MO3T KPOJHKa, ObIKA,
CBHHBH, MJIALCHTA YEIOBEKA).

*  KomOnHMpOBaHHBIE TPOMOOIIACTHHBI
TkaHeBol TPOMOOIINIACTHH, Pa3BEICHHBIN B pa
ctBope hubpruHorena ObIKa; ero 1enecoodpas
HO HCIIOJIb30BAaTh IIPU KOHTPOJIE 3a JICUEHUEM He
OPSAMBIMH aHTUKOATYJISTHTaMH.

PeakTuBB MOTYT OTIIMYATBHCS MO HECKOJBKUM
MOKa3aTeNsIM: YyBCTBUTEIbHOCThIO, PEAKTUBHOCTBHIO

K TerapyHy, pa3HoW aKTUBHOCTBIO TI0 CBEPTHIBAHUIO
KOHTPOJIbHOH IIJ1a3Mbl, XapaKTepH30BaTbCs MEXKCe-
puiiHbIME KosteOanusmMu. CBepTeiBanue B Tecte [1B
He MoKHO ObITh <10 ¢, 0coOeHHO B TexX ciyyasix,
KOT/1a OTIpeJeieHHe MPOBOIUTCS B OTHOCUTENBHBIX
eIMHULIAX WK npoueHTax. Ha pesynbrar mpoTpoM-
ounoBoro Tecta (IIT) MOryT BAMSTH MATOJNOrHYEC-
KU€ UHIUOUTOPBI (POCHOITUITHII-3aBUCUMBIX PEAKIUIt
Y UHTHOUTOPBI MONMMMEpU3alu (PHOpHUHA - POAYK-
oI ero aerpagamud (ITJD) wm MuenoMHble OeKH
(maparpoTenHsI).
Jns npencrasnenus pesynsraros 11B B pasHoe
BpeMsI IIpeJyIarajioch UCHOJIb30BaTh:
1) Bpemsi CBepThIBaHHS B CEKYH/IAX;
2) mnpotpomOunoBbIii HHAEKC (ITH), KoTOpKIit 01
penensercst Kak

BPEMA CEEPMBIBAHIA Hr-’l_!‘_'l-'ﬂ'.l'hHHi_f NAda3ImMsl

ITH = x 100%;

apemi CEEPMBIBAHUA NIA3IMbl f:{!_fb”f’u‘ri
3) mporpom6buHOBOe oTHOmEeHHE (I10), KoTopoe
OMPEICISICTCST KaK

BPEMA CEBEPMBIGANUA TLIA3MbL OOABHO20

mo=—

e CBE 8¢ IPMAALHOU NAAIMBb
BPEMA CEEPMBbIBAHUA HOPDMAIBHOU MIA3IMbBI

4) TIT no KBuky - % oT HOpMBI, KOTOpast OTpe/Ie
JISIeTCsl TIO0 KaTMOPOBOYHOMY TpaduKy;

5 MexmIyHapoIHOE HOPMATH30BaHHOE OTHOIIICHHE
(MHO), kotopoe nipezcrasisieT codoit 110, Bo3
BEJICHHOE B CTENEHb MEXTyHAPOTHOTO HHIICK
ca yyBcTBHUTeIbHOCTH (MIY):

WY

MHO = ITO ;

[epBbie Tpu BBIpaXKEHUS, XOTS M TPEICTABIIA-
I0TCS B BUJIE LUQP, HO U3-32 OTCYTCTBHS KATMOPOB-
KU SBJISIFOTCS, TIO CYTH, KaUeCTBEHHBIMHU TTOKa3are-
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JSIMH C HeollpeaerleHHbIM MacmTtabom. Kpome Toro,
CYIIECTBEHHBIM HENOCTATKOM ONpENEIEHHUS Mpo-
TpOMOMHOBOT'O BPEMEHHU B CEKYHIAX SIBISETCS HHU3-
Kas BOCIPOU3BOJUMOCTD M3-3a MCIIOJb30BAHUA HE-
CTaHJApTH30BaHHOTO TpoMOommnactuHa. [loaTomy
HEJb35 COMOCTABIATh PE3YIbTATHl Y OJHOTO MalH-
€HTa, TIOYYEeHHBIE B Pa3HbIX J1adopaTopusx, Ha pas-
HBIX MPUOOpax WK C TeCT-Habopamu pasHbIX CEpuil.
Bripaxxenne 111 B mpoueHTax HE HECET CMBICIOBON
Harpy3ku ¥ IyTaeT Bpauel, Tak Kak MeXJy KoJude-
ctBoM (akTopoB u u3Mmepenuem [I1B B cexynmax Her
MpAMON IPONOPIMOHAIBHON 3aBUCUMOCTH.

JBa mocneqnux BeIpaxkeHusa and 1B saBastores
B3aMMOAOTOJHSIOITUMH.

Mpompom6uroesii mecm (MT) no Keuky

Meronuka BeinonHenus [1T-tecta Obina mpemmo-
xena Keukom (Quick AJ. u coasr.) B 1935 r. u cocro-
UT B ONpEIEICHUN BPEMEHH CBEPTHIBAHUS LIUTPATHOH
TLTA3MBI TOCIE 06aBIeHus TpoMboracTiaa 1 Ca®’,

B Tecte mporpomOuHoBO€E Bpemst o KBuky mis
nepeBoja BpeMeHH cBepThiBaHUs B % dakTopoB
MPOTPOMOMHOBOI0 KOMIUIEKCA CTPOUTCA KaTMOpOBOY-
HBII rpauK C MCIOJIBb30BAaHUEM Pa3BeICHUN CTaHAAPT-
Hol 1uiasmel. ['paduk umeer ¢popmy norapudmuuec-
KOM 3aBUCHUMOCTH. {151 BBIUMCIEHUH BPYYHYIO MOX-
HO MCHOJIB30BaTh JHHENU3aIuo rpaduka (puc. 99) B
koopauHatax «1/% nporpombuna» (1. e. 100% —0,01;
75% - 0,0133; 50% - 0,02; 25% - 0,04; manbHeliniee
pas3BeleHre HEeXENaTeNbHO, TaK KaK BO3MOXKHO OTKIIO-
HEHHE KaJHOPOBKM H3-32 3HAYUTENBHOT'O CHIDKEHUS
KOHILIeHTpaluu ¢GubpunoreHa). HemoctaTkom 3TOro
Metona kanuOpoBku [1B sBusercs To, 4To pa3Bene-

0,05

0041 y=00021x-0018 "
0,031 P
002‘ ./"I
0011
0

1/% nporpombuHa

0 15 920 25 30
Bpema cBepTbIBaHNA, C

Puc. 99. JluHenuzaums kanubpoBoYHOro rpacdmka npoTpom-
6uHoBoe Bpems no Keuky B KoopamHaTax «1/% npoTpomou-
Ha» - Bpemsi

HUE TUTa3Mbl MOJICIMPYET TOJIBKO CHIKEHHE KOHIIEH-
Tpauuu (PakToOpoB, KOTOPOE MOXKET HabIOIaThCs,
HampuMep, PU HapyLIEHUH CHHTe3a OENKOB B Ieue-
HU WU Pa3BUTHU KoarynonaTuu norpebnenus. [lpu
neuuute BUTaMuHa K WM mpueMe ero aHTaroHUcC-
TOB (HENpPSIMBIX AHTHKOATYJISHTOB) KOHLICHTpPALIHS
(akTOpOoB MOXKET OBITH ONM3KOI K HOpME, HO UX (pyH-
KIMOHAJIbHBIE CBOMCTBA CYIIECTBEHHO H3MEHEHHI.
[ToaTomy IIB mo KBuky pexomeHayeTcsl UCHONb30-
BaTh MpPU MMOCTAaHOBKE KOAryJOrpaMMBbl JUIs BBIsIBIIC-
HUS MEXaHHW3MOB HapyILICHUsS CBEPTHIBAHUS KPOBH.

Haxyion xanuOpoBOYHOH KpHUBOW MOXKET 3aBH-
CeTh OT TOro, Kakoi Oydep miau QuU3HOIOrHIECKUI
pacTBOp OBUIM HMCHOJB30BaHbBI AJs pa3BeneHuii. Pas-
BEJCHHAs IUIa3Ma HecTaOMJIbHA, TO3TOMY PacTBOPHI
pa3BeeHHOW KOHTPOJBHOM MJIa3Mbl XPaHUTH HE pe-
KOMEHAyeTCsl, HEOOXOIUMO HCIOJB30BaTh CTOJIBKO
HCXOIHOH TJIa3Mbl, CKOJBKO TpeOyeTcsl sl Cepuu
pasBeneHuil u He Ooble.

[Ipyn o4yeBHIHON MPOCTOTE BBHIOJHEHUS CAMOI0O
TECTa OLEHKAa €ro pe3yibTaToB MpPEACTaBIsieT coOOM
Cepbe3HyI0 MpobiieMy, KOTOpasi OKOHYATEIbHO HE pe-
LIeHa J0 HACTOALIETO BpeMeHHU. J[Be OCHOBHBIE MPH-
YUHBl 00YCIaBIMBAIOT CIOXKHOCTH MpobieMbl. Bo-
MEPBbIX, B TECTE€ AKTUBUPYETCS PsJ IOCIEI0BATENb-
HBIX ¥ B3aMMOBJIMSIIOIIMX PEAKUU, 1 CyMMapHas CKO-
pOCTh 3aBUCHT OT MHOruX napamerpos (puc. 100). Bo-
BTOPBIX, BPEMsI CBEPTHIBAHUSI HOPMAJIBHOHN U, YTO UC-
KIIIOUUTENIHO Ba)KHO, MATOIOTMYECKOH IUIa3Mbl 3Ha-
YUTEFHO BapbUPYET B 3aBUCUMOCTH OT MCTOYHHKA H
METO/1a MOIY4YEeHHs TPOMOOIIACTHHA.

[ TkaxeBoii chaktop, Ca*, chocchonunngsi
Y
@‘—-_' Vila
——
Xa
[(VI———*va
4 |

| MpoTpOMGUH HT@MGM

| DuUbpUHOreH }—>[ DuGPUH |

Puc. 100. NMocnenoBartenbHble 1 B3aMMOBIIUSAIIOLLME peak-
LMK, onpegensiolme cyMmapHy akTUBHOCTb MPOTPOMOUHO-
Boro TecTa ([T)
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lMpompombuHosoe 8pems, 8bipaxeHHoe Yepes
mexdyHapodHOe HOpManu308aHHoe
om+oweHue (MHO)

CoBpeMeHHBIE KOAryJIOMETpbl HMpPOrpaMMHUPY-
fotcst Ha Bbruuciaenne MHO. CrannapTuzoBaHHbIH
NpOTPOMOMHOBBIN TecT ObLT pazpaboTan MexmyHa-
POAHBIM KOMUTETOM TIO CTaHAApTHU3AIMH B TeMaTo-
JIOTUU 1 MEeXyHapOJHBIM KOMHTETOM IO TPOMOO-
3y ¥ remoctazy u npussat BO3 B 1983 1. B ero ocHo-
BE€ JIC)KUT HAJMYME JIMHEWHOW 3aBUCUMOCTH MEXITY
JorapumMaMi POTPOMOMHOBOTO BPEMEHH, OIpesie-
JICHHBIMH C pa3HbIMH TpoMOoruiacTuHaMu. Ha mpax-
THKE 3TO O3HauaeT, uto 3HadeHus 110, onpenenen-
HBIE C MCMOJIB30BAHUEM PA3HBIX TPOMOOILIACTHHOB,
MOTYT OBbITh IPHBEACHBI IIyTEM BO3BEACHHUS B CTe-
TIeHb, MpeCTaBIstoITy 0 coboit MUY ucnonb3yemo-
ro TPOMOOIIJIACTUHA, K BEJIMYMHE, KOTOpasi ObL1a Obl
MIOJTy4eHa TPU ONpEAETeHHH (PaKTOPOB MPOTPOMOH-
HOBOTO KOMILJIEKCA C TIEPBUYHBIM CTaHIAPTOM TPOM-
OoriacTuHa. Ty BeIMYMHY OBUIO TPEUIOAKEHO Ha-
3p1BaTh MHO - MesxayHapoaHbIM HOPMAIM30BAHHBIM
orHomienneM (INR - anrnmiickas abOpeBuarypa). [1o
pexomennarmu BO3 onpenenenne MUY (ISI - anr-
nuiickas abOpeBHaTypa) sIBISETCS O0S3aHHOCTHIO
MPOU3BOAUTENIEH TPOMOOIUTIACTHHA, KOTOPbIE JIOJDK-
HBI OIPENIeNIATh OTHOCHTEIBHYIO YyBCTBUTEIBHOCTD
K)XI0M cepuM BBITyCKaeMbIX UMM TPOMOOILIACTH-
HOB, CpPaBHHUBAs €€ C 3TAJIOHOM TPOMOOIUIACTHHA,
YyBCTBUTEIILHOCTH KOTOPOTO MPUHATA 32 €IMHULLY.

MHQO paccuunTsiBatot 1o (opmyse:

MHY

MHO = _1IB nayuenma

TIB nopmaavnoi naaimoi

KOHmpO.ﬂb 3a JjiedeHuUeM Heripambimu
aHMmMuKoagyrdaHmamu

IIpy npueMe HENpsSMBIX aHTUKOAryJIsIHTOB Me-
HSIOTCSI KaK BHEIIHUM, TaK U BHYTPEHHUM IIyTH aK-
TUBALMM MPOTPOMOMHA3BI, OJTHAKO 3(PpheKT Hempsi-
MBIX QHTHKOATYJISTHTOB B OOJIbIICH CTENEHH CKa3bl-
BaeTCsl Ha BHEIIHEM KacKaje, U COOTBETCTBEHHO
6omnbie mensiercs [1B, wem AUTB.

[Tpu Tepamuu HENPsIMBIMU AHTHKOATYJISTHTAMHU
ucnonb3oBanne MHO mo3BossieT oneHuBarh cre-
IIEHb MIIOKOATYJSLMK HE3aBUCUMO OT HCIIOJIb3Yye-
MOTO TPOMOOIIIACTHHA, CPABHUBATH PE3YIbTATHI,
MOJTy4EeHHbIE Pa3HbIMU Jaboparopusmu. st KOHT-

poJIs 3a Teparueil HeNpsIMbIMU aHTHKOATYJISTHTAMH
PEKOMEH/IyeTCsl MCIOJIb30BaTh TPOMOOILIACTUHBI CO
sHaueHusiMu MUY nioke 2 (myarre 1,0-1,2).

OepaHuyeHus ucronb3osaHuss MHO

HmeroTcst TOCTaTOYHO 3HAYUTENbHBIE OTPaHU-
yenusi B ucnons3oBannn MHO B naboparoproit
MIPAKTHKE:

*  MHO He MoeT HCIIOJIB30BATHCS HA HAYAIBHOM
Tane JCYEHHUsI HEeTIPSMbIMH aHTUKOAT YJISTHTAMH,
TaK KaK CyLIECTBYIOIIME PA3IMUs MEXY pa3
HBIMU TPOMOOTIIACTUHAMU BHOCST CIIMIIKOM
GonblMe (MIyKTYyalK Ha TOM 3Tare, KOTOpbIe
HE MOT'YT ObITh KOMIIEHCHPOBAHbI TPOU3BOIN
TEJISIMU PEareHTOB.

*  MHO He ucnonb3yercs Uit KOHTPOJIS U MOHH
TOPHHIa COCTOSIHHSI BHEIITHETO Kacka/ia aKTHBa
MU IPOTPOMOMHA3KI B OOIIIEH MOMYIISAIMY 11a
IIMEHTOB, HE MPHUHUMAIOIINX HENPSIMbBIX aHTUKO
aryJsHTOB. B aTOM Ciydae Hy)KHO UCHIOJIb30BATh
IIT, pa3nuus B OIIPEETIEHUN KOTOPOro COXpa
HSIOTCS] MEXTy pa3HbIMHU J1TA00OPaTOPHUAIMHU.
KomMmeHTapuu no moBojay pazHbIX crioco6oB

BeIpaxkenus [1T-recta npencrasniens! B Tad. 21.

WHmepnpemauus pe3ynibmamoe

I1B yonunerno (I1H cruoicen, I10 u MHO nosui-
wenst) - BpOXKAEHHbIH nepuuut dakropos I, V,
VII, X, xpoHnueckue 3a001eBaHus TICYCHU C HAPY-
mienneM (yHkimy, nedunut ButammuHa K (xonec-
Ta3, ManbabCcopOLys, AMCOAKTEPHO3), JICUCHUE aH-
TUKOAryJIssHTaMH HENpsIMOTO JIEUCTBUS, THIIO(puo-
punorenemus (Menee 0,5 /1), muchuOpUHOTeHEMHUS
U HapyllieHue nonmuMepusaimu ¢pudpuna, IBC-cun-
JIPOM, TIPUCYTCTBUE MHTHOUTOPOB CBEPTHIBaHUS (re-
napuH, [1]1D).

I1B yxopoueno (I1H ysenuuen, 110 u MHO chu-
JICEHbl) - COCTOSIHHE TUIIEPKOAryJISIIMY, MacCUBHOE
MOCTYIUICHUE TKAaHEBOTO TPOMOOIUIACTHHA B KPOBO-
TOK (TpaBMa, HEKpO3), MOBBILICHHAS CBEpPTHIBAC-
MOCTb BO BpeMsi O€peMEHHOCTH U IIOCIIE POIOB.

BrisisneHue decbuyuma ghakmopos
C ucnosib308aHUeM MpUHyUNa 3aMeHHbIX npob
emecme 1B

KnoTTuHroBBIM METO/1 ONpeesieHns] aKTHBHOC-
T4 (.VIl 0ocHOBaH Ha UCTIOIB30BAHUN 3aMEHHBIX
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Tabnuua 21

Cnocobvl svipasicenus npOMpoMOUHOB020 mecma

Bripamxenne,
enHHIIbI

Pacuer

KomMmenrapnii

Bpewmsi cBepThIBaHH,
CEKYH/IbI

QueHb CHIIBHO 3aBUCHT OT PEareHTOB,
npuboOpoB, cnocoda perucTpannn

[TpotpomGHHOBETH
unnexe (ITH), %

BREMA CEEPMBIGAHUA HOF.-!ILL-?E:HOE? M3 Mbl

ITH B % He HECET CMBLICIIOBOI
HATPY3KH, TAK KAk MELy

BPEMA CREPMBIGAHUA HOPMATBHOU NIA3Mb!

ITH = - x100% | gonuuecTBOM (GAKTOPOR H
BPEMA CEEPMBIGANUA HAAIMBL DOABHO20
H3IMEPEHHEM [1B B CEKYHIax HET
ﬂpOﬂOpIIH{}HﬂHbHOi‘i 3aBHCHMOCTH
IIporpombuHOBOE 3aBHCUT OT PeareHToB, NPHOOPOB;
OTHOILLIEHHE (]_[0) 110 = GPEMSA CEEPIMBIBANLS NAA3MB DOMBHOZO CPaBHUBATL 110, H3MEpPEHHOE B

pasHEIX 1abopaToOpUsiX, MPAKTHYCCKH
HEBO3MOIKHO

IIT mo Kauxy
% OT HOpMB!

Ompenensiercs no kannbpoBoarOMy rpaduky, KOTOPLLI
CTPOUTCH ITYTEM PA3BEACHUS CTAHAAPTHON MIIa3Mbl
(100% mporpombuna) B cooTHOmeHH 1:1

(50% npotpombuna), 1:2 (33% npotpombiina),

1:3 (25% nporpombuna), 1:4 (20% nporpomOmHa)

Tecr He cTanAapTH30BAH, OTHAKO
PEKOMEHTYETCA 1 OHEHKH
COCTOAHHA (AKTOPOR BHENIHETO ITYTH
aKTHBALMH TIJIa3MEHHOI0 reMocTasa

MesxmyHapoaHoe
HOPMATH30BAHHOE
otHomenue (MHO)

MHO = 1o "™

PEE.OLTEHineTCﬂ HCTTOJNBE30BATE TIPH
KOHTPOIIE JIEHCHHUA HETTPAMBIMH
AHTHKOAT YIS HTaMHi

npo6 ¢ ma3moit, mumenHow ¢.YIl. Meron anano-
TUYEH OMPENCICHUI0 aKTUBHOCTH JPYTUX (PaKTOPOB

B Tecte AUTB, onHako npu aHanu3e akTUBHOCTHU
¢. VIl ucnonszyercs tect 11B.

TpombuHogoe epemsi

TpomoOuHoBoe Bpemsi (TB) - ckpHHUHIOBBIN TecT
Ha monuMepu3anuio pudbpuHorena/pudprHa 1 Ha aH-
TUKOAryJITHTHYIO aKTUBHOCTH B I1a3Mme. TB peructpu-
pYyeTcs 1o CBEPTHIBAHUIO TUIa3MBbI IIPU T00ABICHUH K HEl
HHM3KOM WM CpeIHel KOHLEHTpauu TpoMOuHa (ObIub-
ero WM 4enoBedeckoro). TB onpenensercs B OCHOBHOM
KOJINYECTBOM M KadecTBOM (MOpPHMHOreHa U MPUCYT-
CTBMEM AHTHKOATYJSHTOB B Ia3Mme. Eciou B miaszme
MPHUCYTCTBYET T'eMapuH, TO KOMIUIEKC I'ellapuH-aHTHU-
TpOMOUH OBICTPO HEWTpadu3yeT N00aBIICHHBIN TPOM-
oun u TB Oyzer ymmusaTecs. Cpean CKpUHUHTOBBIX
TectoB TB - HanOonee YyBCTBUTENBHBINA TECT HA MPH-
CYTCTBHUE remapuHa. B To ke BpeMs N3BECTHO, UTO YyB-
CTBUTENBHOCTH K renapuny y TB 3aBucut ot pH, nosn-
HOM CHJIBI TECT-CHUCTEMBI, CBOMCTB TpomOHMHa (mrpowc-
XO)K/ICHHE U CTENEeHb OYHCTKH), T. €. B 3HAYUTEIBHON
CTENEHH OIPEAENIETCS COCTABOM Habopa peareHToB.

VBennuenue TB npoucxoguT Takxe B NPUCYT-
CTBUM OTHOCHUTENBHO BBICOKON KOHIIEHTpAIUU MPO-

nyktoB nerpagauuu ¢puopuna (IIJP), nadmonae-
MOM IpU Ha3HAYEHUU TPOMOOIMTHYECKOH TEpamuH,
npu ABC-cunnpome, 3a001eBaHUAX MEYEHU U NPU
mucuOpuHoreHemusix. Pesynprar onpezaensiercs: He
TOIBKO o0muM konuuectsoM I1JI®, HO 1 ux cocra-
BOM. HemnpsiMble aHTHKOAryJISHTBl HE BIHSIOT Ha
pe3yNbTaThl TECTA.

Wnorpa yumnenne TB HaOmronaercst B mpucyT-
CTBUH ayTOAHTHUTEN K TPOMOMHY WJIM MAapanpoTEenHOB
IPU MHUEIOMHOH 0OJIe3HH, KOTOpbIE MPEMSITCTBYIOT
NoJMMepr3aluid MoHOMepoB (ubpuHa. MHruburopa-
MU TOIMMepHu3auni GuOpUH-MOHOMEPOB MOTYT OBITH
19G wm IgM, kotopsie yunHstoT Kak TB, Tak u pen-
TUJIa3HOE BpeMs. AyToTella K TPOMOHMHY MOJABIISIOT
Tosibko TB U He BIUAIOT Ha penTuiiasHoe Bpems.

K yBenuuenuto TB npuBondar: ©  CHUXKEHUE
KOHIeHTpauuu GpuOpruHOreHa MeHee

0,5 r/n (BpoxeHHass WM IpuoOpeTeHHas rumo/

ahuOpHUHOTreHEMHS);
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*  KayeCTBEHHBIC M3MEHEHHs MOJIEKYJIbl PUOPHHO
reHa (auchuOpuHOreHEMUS);

* NpHCYTCTBUE (PU3UOJIOTrHYECKUX (renapuH) u
natonorndeckux (I11®P, MmoHOKITOHANBHBIE OEI
KH) HHTUOUTOPOB TpOMOHMHA u GpuOpUHOOOpa-
30BaHHUS,

*  HWIMYME NapanpoTeMHEMUH, YPEMUH, B HEKOTO
PBIX CIIy4asiX BOJTYaHOYHBIX aHTUKOATYJISTHTOB.
[Ipenens! HopManbHBIX 3HaueHu# TB 3aBuCAT OT

YCTIOBUI MOCTAaHOBKH METONA M JOJKHBI OMpPEeNsTh-

csl B KaXI0H J1ab0paTOpHH CaMOCTOSTENbHO. TecT He

CTaHJApTH30BaH, B PA3HBIX J1aOOpAaTOPUIX MOTYT UC-

MOJb30BaTHCS pa3Hble KOHIEHTpPAalluu TPOMOMHA.
TecT MOXET BBIOTHATHCA B MOAU(UKALNAK, B YacT-
HOCTH TIOCJI€ HEHTpalu3aluy remapuHa IpoTaMHUH-
cynbparoM. TecT mpakTUYECKH HE MPUTONEH I MO-
HUTOPUHTA 32 JICYCHUEM TellapUHOM WM TUPYIUHOM,
TaK KaK pe3yJbTaThl 3aBUCAT OT COCTOSIHUS CHCTEMBI
¢ubpunoren-¢pudpun, kpome toro, TB xapaxrepu-
3yeTcsi OYeHb MaJlbIM BPEMEHHBIM HMHTepBajioM. Pe-
3yJIbTAaThl BO MHOT'OM 3aBHUCST OT TOTO, HA KaKOM KO-
aryJoMeTpe MpOBOJIWIOCH HCCIEIOBAaHUE - MEXaHH-
YEeCKOM WJIM ONTHYECKOM, HO B JIIOOOM HCIOJHEHHH
XapaKTepu3yITCs HU3KOH BOCTIPOM3BOANMOCTBIO.

PenmunasHoe epemsi (6ampokcobuHosoe epems)

batpokcoOuH (Maum penTmiasa) - TPOMOHHOIO-
JIOOHas mpoTeas3a U3 5S4a IUTOMOPIHUKA OOBIKHOBEH-
HOTO, KOTOpas crnocoOHa BBI3BIBATH mepexo] Gpuodpu-
HoreHa B ¢uOpuH. Pentunaza ormerusier ot ¢pubdpu-
HOI'€Ha TOJNbKO GuOpHHOmEeNnTU ] A, 4TO OTIMYAET €e
OT JEUCTBUSI TPOMOWHA, KOTOPHIH, KpoMme (uOpUHO-
nentuaa A, ormeriser ot pudpuHorena eme u Guod-
punonentun B (puc. 101) u aktusupyer dakropst V,
VIII, XIll. Pentunaza He mogaBiseTcss aHTUTPOMOH-
HOM, TTO3TOMY 3TOT TECT MOKET HCIIOJIb30BaThCS AJISt
OLICHKH MOJIUMEPHU3aMi MOHOMEPOB (uOpHHa B Npu-
CYTCTBHUH renapuHa. Pentunasnoe BpeMs 4acto oI-
penensiroT onHoBpeMeHHo ¢ TB (tabi. 22).

Tabnuua 22
Tpombunogoe u penmunasHoe epems
npU PA3IUYHBIX COCMOAHUSX

Cocsomntic Tpombunosoe PB"TIIJ!&']IIUQ—‘
BpeMsi Bpems

I'enapunorepanmus ! T H
Hannune uMMyHHBIX | T _ H
AHTUTPOMOHHOB

[Munopubpunorenemus T T

(<0,3 r/m) _ -
Jlucdmubpunorenemns T [
;_Hailntgzc [d i3 ™ 1

HOpMaJ’ILHLIC 3HAUCHUA PCIITHIIA3HOTO BPpEMCHHU
YCTaHAaBJIMUBAIOTCA B Ka)K,I[OfI J'Ia60paT0pI/II/I, TaK Kak
IIoKa3aTeCJIb 3aBUCHUT OT peaFGHTHOfI u HpH60pHOI71

0a3pl. PentunazHoe Bpems yanuHsercs npu adgudpu-
HOTCHEMHH W TPH HEKOTOpBIX ¢opMax nuchudpu-
HOTEHEMHH, 4acTo He mapaijiensHo TB u B mpucyrt-
CTBUU OTHOCUTEIBHO BBICOKUX KOHUeHTpauui [1/]]D
(npu runeppuOpuHOIH3E).

Hrudupoeatue
AT-renapuHom

D

2 B1A penTunasel TpomOnHa > BMA. 2 BB
i\

D@D B £ D

WHrnbuposatme
Mae

DubpuHoreH

Monumepunaauuna

Monumeps hubpuHa ‘

Puc. 101. MpuHUMn u BnusiHne ¢hakTopoB NpU NOCTaHOBKe
TecToB TPOMGMHOBOE Bpems (TB) un pentunasHoe Bpems.
TpomOuH Oka3biBaeT KOMMIEKCHbIN adpdpekT, pentunasa oT-
wennseT oT gmbpuHoreHa Tonbko dmbpuHonentug A (PrlA),
Ha TB aktusHo BnuseT AT-renapuH, Ha penTunasHoe Bpemsi
renapvH He BnuseT, MOP 3a cyeT MHMOBMPOBaHWS NonMMepu-
3aumn MOPMH-MOHOMEPOB YANMHAIOT Kak TB, Tak 1 pentunas-
Hoe Bpewms
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OT1genbHble hakTopbl remocTasa

B ciydqae oGHapyxeHHsI TATOJIOTUUECKUX M3Me-
Henuit AUTB w/umu 1B HEo0X0AMMO MPOBOIUTH
JIOTIOJTHUTENbHBIE MCCIIEJOBAaHUS C IIENIbI0 BBIICHE-
HUs IIPUYUHBI 9TUX OTKJIOHEHUM. HecmoTps Ha TO
YTO 3a TOCJEAHEe BpeMs sl ONpesieeHHs] OTIENb-
HBIX (haKTOpPOB remMocrasa ObUIM pa3pabOTaHbI Me-
TOZBI C UCTIONB30BAaHUEM XPOMOTCHHBIX CYOCTpaToOB
(aMUIONUTUYECKHE METO/IbI), MHOTUE J1a00PaTOPUH
MPOJIOJDKAIOT IMOJI30BATHCS KOAryJISLUOHHBIMU
TEXHOJIOTUSIMU C HCIOJIb30BAHUEM KOHTPOJBHBIX
ia3M, 00eHEHHBIX MO ONpeeseHHOMY (aKTopy.
JleuimTHBIC TU1a3MBI TIOJTYYaroT: 1) ImyTeM UMMY-
HOCOPOLIUH OTJEIBHBIX (PAKTOPOB C A0OABIECHHEM
Apyrux (axropos, 2) OT JOHOPOB, OOJIBHBIX T€MO-
¢dunmeit ¢ HeJOCTaTOYHOCTBIO OJTHOTO U3 (PaKTOpOB
CBEPThIBaHUSA. BaKHEHIIMMU Ka4eCTBECHHBIMU KpU-
TepUsIMU HAOOPOB C JIEPUIIMTHON TUIA3MOM SBJISIOT-
Csl O4EHb HU3KUM WM HEONIPEIEIIIEMbIA YPOBEHb OJ1-

HOTrO (pakTOpa, BHICOKUI YpOBEHb IPYrux (hakTo-
pOB, HaMuKe B HaOOpe KaauOpaTopoB ¢ APOOHBIM
coziepkaHreM (akropa, YToObl MOKHO OBLIO MOCT-
POUTH KaTMOPOBOUHYIO KPUBYIO KaK B 30HE C HOp-
MaJIbHBIM, TaK U MATOJIOTHYECKUM COJIEpKAHUEM
¢akropa. [ noxydeHus KanmOpOBOYHOM KpUBOM
BO3MOXHO pa3BesieHHe kanuOparopos. Benymue
MHUPOBbIE TIPOU3BOJIUTENN BBITYCKAIOT KaIHOpaTo-
pBl, TECTUPOBAHHBIE OTHOCHUTEIHHO CTaHIAPTOB
BO3 (tam, roe onu umerotrcs). CraenyeT moauepk-
HYTb, YTO JATEKO HE Jt00as kKoMOuHanus nedurmr-
HOM ma3mbl U TecT-HabopoB Ha [IB wim AUYTB
JIAI0T CXOXKHE PE3yNbTaThl, MO3TOMY CIIETyeT MOJIb-
30BaThCsl PEKOMEHAAIMAMU (PUPM-TIPOU3BOAUTENCH
Jne(UIMTHBIX TJ1a3M U TecT-HabopoB. KadectBo ne-
(ULIMTHOH TUIa3Mbl U 4yBCTBUTEIBHOCTh PEareHTOB
UMEIOT CYIIECTBEHHOE 3HaU€HUE B ONPEICICHUU
nedunura pakTopoB B KIMHUKE.

PegepeHmHbie duarnasoHbl co0epkaHus ¢hakmopos

B taGn. 23 npuBenens! pedepeHTHbIe quanaso-
Hbl aKTUBHOCTH (DAKTOPOB remMocTasa B IIa3Me U
3a00JIeBaHMs, MIPU KOTOPBIX HAOIIONAIOTCSI CHHXKE-
HUE WM yBelndeHue 3Tux (akropos. [ns 601b-
IIMHCTBA ()aKTOPOB HOPMAIBHBIN JMAMa30H AKTHB-
HoctH coctasisieT 70-130%, st pakropos V u VII
nuarna3oH mupe. OObIYHO yMEPEHHOE CHMKEHHE
(akTopoB (HMKE HOPMATBLHOTO JHANa30Ha), TaK Ke
KaK FeTepO3UrOTHOE HOCUTENbCTBO JeduimTa (ak-
TOpa, HE COMPOBOXKAAECTCS KPOBOTEUECHUSIMHU, OJHA-
KO IPH MACCHUBHBIX OIEPATUBHBIX BMEIIATEIbCTBAX
WM HapylmeHUusX QyHKIUU TPOMOOIIMTOB 3TO MO-
KET OBbITh PEIIAOIUM MOMEHTOM Pa3BUTHS TEMOp-
parmdeckoro cusapomMa. KoimuecTBeHHas xapak-
TEPUCTHUKA (aKTOPOB SBJISIETCA 3HAUUMOM Ui U-
arHOCTUKU TeMO(UIINK U JICYEHHs C CTIOJIB30BaHH-
eM reMokoHIeHTpaToB. Conepkanue (pakTopos
CBEpThIBaHMS KPOBU Ba)KHO 3HATh Iepe]] Oonepary-
el y OOJIbHBIX ¢ 3a00JI€BaHUSIMU TI€UEHH, 3JI0Kaye-
CTBEHHBIMHU OITYXOJISIMH, CETICUCOM, He(POTUUECKIM
CHHJIPOMOM, y MAaIlEHTOB, MPUHUMAIOIINX aHTUKO-
aryJIsiHTBI HENPSIMOTO ISMCTBUS, TaK KaK ONepaTHB-

HOE€ BMEILATEILCTBO, OCOOEHHO OOIIMPHOE, B 3THX
CITydJasiX MOKET NPUBECTH K JOTIOITHUTEILHOMY I10-
TpeOaeHUI0 MPOOIeMHBIX (AKTOPOB M PA3BUTHIO
KpPOBOTEUEHHUS. TEXHOIOTHEW C HMCIOIb30BAaHUEM
Ne(UIMTHBIX TU1a3M ONPEEISIOTCS BCe (haKTOphl,
3a uckioueHueM ¢uodpuHoreHa u Qaxrtopa XIII.
OTa TEXHOJIOTUs MPE/ICTaBlIeHa B MHOTOUYHCIIEHHBIX
MOCOOMSIX TT0 MCCIIEIOBAHUIO (haKTOPOB reMOCTa3a,
MOSTOMY B JJaHHOW KHUTE BOCIIPOU3BOJANTHCS HE
Oyzer.

B nmocneiHne HECKOMBKO JIET MOSIBUIICS HHTEPEC
K BBUISIBJICHHIO CITy4acB IMOBBIIICHUS COZICPYKAHUS OT-
JETBHBIX (PaKTOPOB T€MOCTa3a, YTO OOBSICHACTCS
OOHapYy)KEHHEM XOTS U OTHOCHUTEIIBHO HEBBICOKOH,
HO JIOCTOBEPHOI KOPPEISIMI MEXK/ITy MOBBIIICHHBIM
conepskanuieM ¢axropos I, VII, VIII, IX; XI u yBe-
JIMYEHHBIM PUCKOM TpoM0030B. IloBbIIICHNE aKTHB-
HOCTH ()aKTOPOB MOKET OBITH 3apErHCTPUPOBAHO
KOAryJIsIIMOHHBIMU METOJaMH C TIPUMEHEHUEM TeX-
HOJIOTMM 3HAYUTEIBHOTO Pa3BECHHS IUIa3Mbl WU
METOJIaMH C UCIIOJb30BAaHUEM XPOMOTEHHBIX CYyO-
CTparoB.



Ob6ecneyeHne anarHOCTUKM HapyLleHun remoctasa B KOJ1

Tabnuua 23

ﬂuanaaoﬂbl aKkmueHocmu d)akmopoe 2eMOCmasa 6 niasme U KIUHUKO0-OUAeHOCIUYeCcKoe 3Ha4eHue
U3MEHEeHUA AKMUusHocmu d)aKmopoe

Hopmaabubiii C
@akTop | AMANA30H aK- e ey i L IloBbimenue AKTHBHOCTH
(De3 HacaeacTBeHHbIX 3a001eBaHMil)
THBHOCTH (%)
[Tpo- 70-130 * AHTaroHMcTs BUTamuna K o Cranus runeproaryisumn npu [{BC
TpOM- e Jledumt Butamuna K e CocTosiHHE [OCHIE Onepaiin
Oun e [laronorus neyeHn e MyTaums npotpom6una 20210G—A
o Antudocdomunuansiii CHHAPOM e llocne Beaenus sutamuna K
Vv 65-150 e ['unepdubpunonns o [locneauuit TpHMecTp GepeMeHHOCTH
¢ [laTonorus neveHn * Xonecras
¢ JIBC-cunapom + Cocrosuue nocie onepanvu
® 370Ka4ECTBCHHAN OITYXO0/Ib o [Ipw/nocne ABC
VII 70-130 ® AHTaroHucThl BuTamuna K ¢ TpomGodumms
o [laronorus neveHn ¢ Ocrpsrit Tpomb03
e Jleduunr suramuna K * Uudapkr muokapaa
o [uneprpurianuepuaemMus
¢ Beenenue suramuna K
* Xononosasi aKTHBALHSI
VIII 50-150 e JIBC-cuuapom ¢ Tpombodumus
o [‘unepdubpunonnus ® PekyppeHTHBIH TpOMG03
o Jledmunr daxropa BunneGpanna ¢ Onyxonesslil mporecc
e Jledenue BaILIPOUKOBOH KUCIOTOH | ® BepeMeHHOCTH
o [Tatonorua neueHu
* 3alonesaHus IO9EK
e Ocrpocthazopas peaxims
IX 50-130 e Amnraronuctsl BuTamunaa K o Caxapnsiii guaber
o [latojiorus neveHn o JleueHne KOPTHKOCTEPOHAAME
o AMHIONI03
e JleveHue BalLIPOUKOBOH KHCIOTOH
e Jleduur Buramuna K
X 70-140 ® AHTAaroHucThl BuTammuHa K e CocrostHue nocne BBegeHys ButamuHa K
e [latomorus nevenn
e [ -acmaparuHasa
e AMMIOWIO3
e Jleduuut surtamuna K
X1 70-130 e JIBC-cungpom e [unepToHuA
e [laronornsa nevyeHun e Acrtma
e ['nnepthubprHOIM3
XII 70-130 » Tpombo3 e JluaGer
e JIBC-cuHapom * GepeMeHHOCTE
s ['mmepdubpunonus
L]

Hedporraeckuii cuaapom
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TMpuHyun dughghepeHyuposaHuUss UCMUHHO20 deghuuuma ¢hakmopos u delicmeausi UH2ubumMopos

Y umunenne AUTB n/vmu [1B MoxeT ObITh BbI3-
BaHO J1epUIMTOM (PaKTOPOB CBEPTHIBAHMS WIIU TIPU-
CYTCTBHEM MHIMOUTOPOB, B YaCTHOCTU ayTOAHTUTEJ,
BOJTYAHOYHOTO aHTUKOATryJstHTa U 1ip. s nudde-
peHImpoBaHus AeunuTa (GakTOpOB CBEPTHIBAHHS
OT MPUCYTCTBUSI CIEIM(UUECKOr0 UHIMOUTOpa MITH
BOJTYAHOYHOTO aHTHUKOATYIHTa HEOOXOIMMO Mpo-
BECTH CKPUHUHIOBOE HCCIIEOBaHUE (KOJIMYECTBO
tpombormToB, AUTB, I1IT), uccnenoBanue Koppek-
IIMM AKTUBHOCTH (haKTOPOB WM CKPUHUHTOBBIX TEC-
TOB IIPU CMEIIMBAHUU TECTUPYEMOH IUIa3MbI C HOP-
MAaJIbHOM, KOHTPOJIBHOM IUIa3MOU U TECT Pa3BEACHMS.
Oco0eHHOCTH TPOBEACHHSI CKPUHUHIOBBIX TECTOB
OBbLIM ONMCAHBI BHIILIE.

HccnenoBanue KOppeKIMK aKTUBHOCTU (haKTOPOB
CBEPTHIBAHMSI IIPOBOIUTCS ITyTEM CMEILIMBAHUS UCCIIe-

JyeMOM IUIa3Mbl ¢ KOHTPOJIBHOM HOPMaJIbHOW ILIa3-
MO#l. COOTHOIIEHUS! KOMIOHEHTOB MOTYT OBITh
pazmunbIMH. Yarre npumensiercs cmenmBanne 1:1
(1 gactp uccnemyemoii miasmel / 1 4acTb KOHTPOJIb-
HOI), 3TO COOTHOIIICHUE YIOOHO JUIst IOJICYeTa 1 00J1a-
JIaeT HEIUIOXOM 4yBCTBUTEIBHOCTBIO. [Ipy HU3KOM ak-
THBHOCTH MHTMOMTOpPa MOKHO HCIOJIB30BaTh COOTHO-
IICHHE: 2 YaCTH MCCIeTyeMOi Tu1a3Mbl / 1 4acTb KOHT-
posbHOM. IIpy BBICOKON aKTMBHOCTH MOKHO HCIIOJIb-
30BaTh cooTHOMIeHHe 1:4 1 Gosee 1 1o CTeneHn KOppeK-
MM KOCBEHHO CYUTh 00 aKTMBHOCTU MHTHOUTOpA.
ITocne cmermBaHus HEOOXOAUMO MIPOBOJUTH Te-
CTBI HEMEJJIEHHO U uepe3 1 yac mHKyOarmu, 4to mo-
3BOJISIET ONPEJIENUTH Xapakrep MHruouTopa (tadim. 24).
Jlns 6onee TouHOM M epeHIMATBHON THarHo-
CTHKH MEX/Ty UCTUHHBIM U BTOPHYHBIM JA(UIIUTOM

Tabnuua 24

Jugpgpepenyuanvrasn ouacnocmura epodicoentozo depuyuma gpaxmopos VI u IX,
cneyughuueckoeo uHUOUMOpPa u 6014AHOYHOLO AHMUKOA2YIAHMA

Bpoxnennniii teduumuT Cnennduyecknii =
Lol ) ; Boauanounsrif
lectTor takrTopos BHyTpeHHero | wHrnburop paxropos
AHTHKOATY/ISIHT
nyTH BHYTPEHHEro nNyTH €
Konuuectso tpombonuton H H Hum
Bpems kpoBoTeueHHs H H H
AYTB T T T
nT H H I H wm T
Tect cmemmeanus. Mccnenosanne " I
Koppekius OObIYHO KOppeKuHs | Her koppexuuu
cpa3y nociae CMCIINBaHNA |
Tect cmemmBanns. HMccenenosanne i
. & Koppekuus Her koppekuuu Her koppekuunu

1nocJie 4acoBoi HHKyOalmm

MOYKHO IIPOBECTU MPOOY € pa3BeeHHEM, M0 Kpai-
Hel Mepe, 10 3 pa3HBIX KOHIEHTparwid. [1po6sI ¢
Ne(UIIMTOM TMOKa3bIBAIOT NP Pa3BEACHUN OMHAKO-
BBII PAacYETHBIN MPOIIEHT (haKTOpa B LIETBHOM IJ1a3-
Mme. IIpo0bl, B KOTOPBIX MPUCYTCTBYET UHTHOUTOP,
NPU pa3BEACHUU TOKa3bIBAIOT OTHOCUTEIHHOE YBE-
aryeHue (pakTopa, 4To CBSA3AHO C AUCCOLMAIUCH

Puc. 102. MeToa pa3BeaeHusi NPo6bLI NO3BONSAET pa3nu-
YUTb UCTUHHBIA AednLNT haKTopa U ero MHrMbupoBaHue.
Mpw nctmHHOM Aedmumte pa3seaeHne He MeHSIET OTHOCUTENb-
HON aKTMBHOCTW hakTopa, a Npv NOAaBMEHUN aKTUBHOCTM
hakTopa MHIMBMTOPOM pasBedeHVe COMPOBOXAAETCA OTHO-
CUTENbHBLIM MOBbILLEHNEM aKTMBHOCTY dhakTopa

KOMIUIEKCa (PaKTOP-MHIUOUTOP U OCBOOOKAECHHEM
(akropa u3 OokupoBaHHOTO coctosHus (puc. 102).

120
90 b WHrnbutop
60 |
| ; Necbuuur
0 r T T T '
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Pa3seneHue npolbl
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OnpedeneHue ¢hubpuHO2€eHa

Omnpenenenne GuOpUHOTEHA - OJH U3 PyTHH-
HBIX TECTOB KOAryJIOrpaMMBbl, BBITIOHAEMBINA Pa3HbI-
MU METOJIaMHU.

Onpedenerue no Knayccy

Omnpenenenne ¢udpuHorena mo Kmayccy cunra-
ercst HanOoJjiee aJeKBaTHBIM TECTOM, BBITOJHACTCS
Ha KoaryiaoMeTpax. OH OCHOBaH Ha OIpeJeNICHUN
BPEMEHH BBITA/ICHHS CTYCTKA MPH OOABIICHUN OYEHb
BBICOKO KOHIIEHTpAIMK TPOMOMHA K pa30aBIeHHOM
B 10-20 pa3 mnasme. [pu 3ToM sorapudm BpemeHn
BBINIAJICHHSI CTYCTKA MPSAMO IPONOPIMOHATIEH JIoTa-
pudmy KoHneHrpauuu ¢pudpuHorena. B stux ycino-
BUSIX KPUTUYECKOW Ul CBEPTHIBAHMS CTAHOBHUTCS
KoHIeHTpauus (pubpunoreHa. KamubpoBounas kpu-
Basl MOKA3bIBACT YKOPOUCHUE BPEMEHU CBEPTHIBAHMS
NP YBENTMUYCHUM KOHLIEHTparmu (pubdpunorena. Eciu
BpeMsl CBEPThIBaHUsI O4YeHb KOpoTKoe (<5 ¢), To TecT
IIPOBOJUTCS Ha Pa3BEACHHOM Iniasme. ['emapun He
OKa3bIBaeT BIMSHUS HA pe3yibTaThl ONpeeNCHUs
¢ubpuHorena. OCHOBHBIMH OTPAaHUYEHHUSMH METO-
na onpezeneHus pudpuHoreHa o Knayccy sissier-
Csl UyBCTBUTEIBHOCTh PE3YNITATOB K TUIO-, AUC- U
runepdudpuHorenemuy, a taoke kK I1JI®, kotopsie
BIMSIIOT HA MPOILIECC MOJMMepU3aliiy (PruOpUH-MOHO-
MEpOB U MOTYT OBITh MPUYMHON JIO)KHO HU3KHUX pe-
3ynbTaToB (puc. 103).

Typ6udumempuyeckuii Memod

Omnpenenenve GuOpUHOTeHA MO W3MEHEHHIO
MYTHOCTH TUIa3MBbI C HUCTIOB30BaHUEM OATPOKCOOU-

KOHUEHTpMpOBaHHbIN TPOMOWH ]

'

dubpuHoreH

Puc. 103. Ha pe3ynbTathbl onpegeneHusa ¢oubpuHoreHa no
metoay Knaycca moryT okasbiBaTb BMSIHWE MPUCYTCTBYIO-
LMe B cUcTeMe LMpPKynauMn NpoayKTel Aerpagauum ubpu-
HoreHa/dmbpuHa (MAP), a Takke mno-, guc- 1 runepdno-
pyvHOoreHemMus

Ha OIMPOKO MCTIONB3YETCS Ha aBTOMATHUECKUX KO-
aryJioMeTpax M KIMHHYECKHX aHajau3atopax. B pyd-
HOM HCIIOJIHEHHH OH MAJONPHUTOJIeH, TaK KaK M3-
MEHEHHE MYTHOCTH HEJIMHEHHOe, He0OX0AUMO Ku-
HETUYECKOEe M3MEpeHHe Mporyckanus. B yactHocTy,
dupmoii «Instrumentation Laboratory» (IL) pa3pa-
00TaH KMHETWYECKUH MeTo| onpesneneHus Gpuopu-
HOT€Ha Ha OCHOBE HCIIOJB30BAaHUSI KOMMEPYECKOrO
TpOMOOITIACTHHA U Hepa3BeieHHO Tuia3mbl (PT-Fib-
rinogen Recombinant). Onpeneneno, 4to B TypOUIH-
METPUYECKOM Tecte «rpoTpoMOuHoBoe Bpems (I1B)»
CKOpPOCTh HapacTaHWsi MyTHOCTH (IIPOM3BOHAS W3-
MEpeHUs: MyTHOCTH) TIpH BbINajieHnH (GpuOprHa mpo-
NOpPIHOHAIbHA KOHIEHTpauuu (GpudOpuHoreHa B
wiazmMe. DakTHYECKH CTAaBHUTCA TypOHIUMETpUYec-
kuit meron onpenenenus [1B, u B aTom ke tecte on-
penensercs KoHueHTpaius pudpunorena. OgHako
JUISL 3TOT0 HE0OXO0MMO, YTOOBI PUOOP, PerucTpu-
PYIOLIMIA M3MEHEHHE MPOITYCKAHUsI, UMET BO3MOXK-
HOCTh  aBTOMAaTHYECKH OIpENIEIAT
MIPOU3BOTHYIO

dT
dr

B sToM ucnomnne-
M3MEHEHUsI IPOITYCKaHUs
HUU pe3ylbTaThl MEHEE MOABEP KEHBI BIUSIHUIO
[TD u muchubprHOreHeMHUsIM.

MMMyHOXUMU'-IeCKUG mMemoobl

NMMmyHOXHMHYECKHE METOAbI st (puOpUHOTre-
Ha OCHOBaHbI Ha TYpOUIAMMETPUYECKOM WU Hede-
JIOMETPUYECKOM Croco0ax perucTparyu, MCIOIb-
30BaHUM TOJIMKJIOHAIBHBIX aHTUTEN U aJalTHPO-
BaHbl Ha UIMMYHOXMMHUYECKUE aHaIu3aTophl. Kak
NPaBWIO, VIS KaXJI0T0 MMMYHOXHMHUYECKOTO aHa-
JM3aTopa MpUMEHseTCs cHeuupUUecKuil TecT-Ha-
60p Ha (ubpuHOreH. HegocraTkoM UMMYHOXUMU-
YEeCKMX METOJIOB SIBJISIETCS TO, YTO OHU He audde-
PEHLMPYIOT HATUBHBIA (PUOPHMHOTEH U MPOIYKTHI
ero Aerpagaiyu. 3To 0COOEHHO CYIECTBEHHO MpPHU
BEJICHUU OOJIbHBIX Ha TPOMOOJIUTHUYECKOW Tepa-
nuy, obmupHbBIX Tpombo3ax u JABC-cunapome,
KOT'JIa IPOUCXOJAUT 3HAYUTEIbHOE YBEJIUYCHHUE B
mwrazme [1J]D.

ELISA-memoo ocHOBaH Ha MPUMEHEHHUH CIIELU-
(b1ueCKUX MOHOKJIOHATBHBIX aHTUTEN. OIHAKO 3TOT
METO/]] OYEHb JIOPOT U IOKa HE HalleNl IIUPOKOTO
NpUMEHEHHs B J1Ja0OPaTOPHOI MpakTUKe sl Orpe-
neneHus puOpHHOreHa.
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WHmepnpemayus pesynsmamoe

Pegpepenmuviti ouanazon nns puOpuHOTEHA B
wiasme B Hopme coctapsiet 1,8-3,5 /i (vacto npu-
BOJISIT 3HAa4YCHUS 2-4 T/I1), MPAKTUYECKU HE 3aBHCHT
oT Bo3pacTa u nona. [leyens cunresupyet 2-5 r puo-
pUHOTeHA B JICHb, BpeMsl MOTyBbIBeIeHHs (PUOpHHO-
reHa U3 KPOBH COCTaBJISIET OKOJIO 4 THEHA.

Qubpurnocer - ocmpogasuviil 6enrok. KoHieHt-
parys ero MoxxeT npeBbiath 10 1/ npH TsHKENbIX
OakTepuabHBIX MH(EKIUIX, IPU TpaBME U TPOM-
603e. [loBbinieHue ypoBHs (puOpuHOTEeHa B OCTPOii
¢aze BocmaneHus, KaKk MpaBUiIo, UMEET TPAH3UTOP-
HBIM XapakTep. Y KypsALMX JoAeld ypoBeHb (HO-
pPHHOTEHA B IJIa3Me KPOBU HECKOJIBKO BBILIE, YEM
y Hekypsmux. K 3HaunrensHomy pocty ¢pudpuno-
reHa MPUBOJAT 3a00JIeBaHUS IMOuYeK (muenoHed-
PHT, TIOMEPYJIOHE(PPUT, TeMOJIUTUKO-YpEMHYEC-
KUW CHHJPOM), KOJUTareHO3bl (PEeBMATOUIHBIN ap-
TPHUT, Y3€JIKOBBIH MEPHAPTEPUUT), HOUHAS TapO-
KCH3MaJlbHask TeMOTTIOOMHYpUs, HOBOOOpa30BaHUS
(pax Jierkoro).

ITpn arepockiiepo3e HaOMIOAACTCS YCTOHUMBOE
yBenuueHue (puOpUHOTeHa, TPYIHO KOPPUTHPYEMOe
JIEKapCTBEHHBIMHU TIpenaparamu. B pesynbTare puck
CEePIECUHO-COCYUCTBIX 3a00JI€BAaHUI MOBBIIIAETCS C
BO3pPAcTaHUEM HCXOJHOTO YpOBHS (huOpuHOreHa B
unrepBaie 3,0-4,5 r/n. OGHapyKeHO, YTO MOBBIIIE-
HHE ypoBHsI ()HOPHHOTEHA B TIa3Me KPOBU OONBHBIX
CEepJIeUHO-COCYIUCTHIMH 3a00JICBAHUSIMHU TIpEIILIe-

CTBYET pa3BUTUIO MH(APKTa MUOKap/a U UHCYIbTA.
Koppemnsis Mexxay ypoBHeM (UOpHHOTEHA W pa3-
BUTHEM 3THUX OCJIOKHEHHI OCOOEHHO YEeTKO MpocIie-
JKUBACTCSl y MAIMEHTOB MOJIOZIOTO M CPEIAHETrO BO3pa-
cra. Onpenenenue ypoBHs (GpuOpHHOreHa - Hanbonee
YYBCTBUTEIbHBIN TECT I BBISBICHHUS OECCUMII-
TOMHBIX CTaaui 3a001eBaHus TepudepudecKux ap-
TepHAIbHBIX COCY/IOB.

Hucubdbpunocenemus - OTHOCUTEIBHO YacTo
BCTpevarorieecs: 3a00/eBaHue, MPUYEM 3TO COCTOS-
HHE MOYKET ONpPEIEIATHCS HECKOIBKUMH MYTalMSIMH,
OJIHU U3 KOTOPBIX HE COIPOBOXKIAIOTCS, APYrHe CO-
HpsDKEHBI C KPOBOTEUEHUSIMH, @ MPH HEKOTOPBIX -
Pa3BUBAIOTCS TPOMOO3BI.

CHudiceHue KoHyeHmpayuu Quopunocena B
1a3Me HaOmoaeTcss Ipu BpOKACHHOM Aeduiu-
Te (UOpPHHOTreHa, NMEeUYCHOYHO-KJIETOYHOW HeloCcTa-
tounoctd, JABC-cunapome, ocTpbix (GpuOpuHOIMU-
TUYECKUX COCTOSHMSAX, NOPAKEHUAX KOCTHOIO
Mo3ra (JIefiKo3, OImyXoJieBble MeTacTasbl), IPU HH-
(eKMoHHOM MOHOHYKJeo3e. I 'unogubdpruHoreHe-
MHIO MOTYT BbI3BaTh TaKHe JIEKAPCTBEHHBIE Ipe-
napaThl, KaKk BanblpoaT HaTpus, ¢puodparsl, GpeHo-
OapOuTan, cTpenToKMHa3a, ypoKuHa3a, L-acnapa-
ruHaza. dusnyeckas neperpyska cHiwkaer Gpuopu-
HoreH. JlekapcTBeHHyI0 NepuOpUHU3ALUIO T1J1a3-
MBI MOKHO JIOCTWYb, UCHOJB3YS (DEPMEHTHI 3Meu-
Horo sizia (Reptilase® wmu aHKpOI), KOTOPBIE TIPH-
MEHSIIOTCSL JUTSL YITy4IIICHUS PEOJIOTUH KPOBH 33 CUET
CHIDKEHUSI BA3KOCTH.

OnpedeneHue ¢hakmopa BunnebpaHda (VWF)

Omnpenenenrie VWF ipoBoMTCst B OCHOBHOM [T
*  JMAarHOCTHKHU M TIOCJICAYIOIIEr0O MOHUTOPUHTA

BPOXKJICHHOM WM MPHOOpeTeHHOM Oote3nu B

nebpanna,

*  MArHOCTHKH TpoMOo iy,
e mihdepeHINATEHON qUarHOCTUKY TeMOPUITH A.

Hmeercst HECKOJIBKO METOJJMYECKHUX MOIX0I0B
JUISl TMarHoCTUKYU OonesHu BumneOpanma. OmuH U3
AJITOPUTMOB JIMarHOCTUKK OoJie3Hn BuiuieOpanna
MIpeICTaBJICH B Ta0I. 25.

Konnenrpanust VWF omnpenensiercst MmeToaamu
uMMyHOTYpOuaumeTpun, ELISA, «pakeTHbIM» 371eK-
Tpodope3om. CBs3bIBaIOIIAs CIOCOOHOCTH (hakTopa
BuiieOpania ¢ KoyuiareHoM onpe/iessieTcsl B MUK-

poIuTamKax, TOKPBITHIX KOJIJIar€HOM, METOI0M
ELISA. PesynbraT BbIpaxaercs Kak % OT HOPMBI.
CocraB cyObeIMHUILL OMpeeNseTcs eKTpodopesoM
B TeJIe arapo3bl WIM UMMYHOOJIOTOM. DYHKIMOHAIb-
Hasi aKTHBHOCTb OIPEACISACTCSI METOJIOM arTIIFOTH-
HaluKM (PUKCUPOBAHHBIX WM OTMBITBIX TPOMOOIIU-
TOB WM arperaiymu B 0oraroi TpoMOOIMTaMu Ti1a3-
Me TPU UHAYKIMHA pucToMHuImHOM (Puctoretnn®).
MeroJ1 ¢ XpOMOTEHHBIMU CYOCTpaTaMH B HACTOSIIIEE
BpEeMsI PEKOMEH/IyeTCsI HCIIOJIB30BaTh TOJBKO KaK
OPHEHTHUPOBOYHBII.

Anroputmbl U QepeHIaTbHON THarHOCTHKH
TIPUBOIATCS B paszieiie, MOCBSIIICHHOM Oomne3Hn Brut-
neOpaHza.
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Tabnuua 25

Aneopumm ouacnocmuxu 6onesnu Buniebpanoa

| OcHoBHBIE METO/IbI IHATHOCTHKH
¢ Bpems KpoBOTEYEHHSA
¢ Yucno tpombounTos
* AYTB
¢ AxruHoctsb dakropa VIII

"0.’['['3&‘9“\?[3 HOHIHE TECThI

» PucrouernH-kopakTopHas aktuBHOCTL VWF

o Anrurc pakropa Buuiebpana (VWF:Ag) wim onpeseneraue VWF ummyHoTypOHanMeTpueii

b PIiL"I'UIlCI'Illi—lilI,'l\"ll_ilpl'll!ii[lli'dﬂ EH'PL‘I alns ]'p().\lt‘){)llli'l'UB

_ CuenmaibHbie TECThI

¢ KosnareH-cBa3biBalonias akTHBHOCTE Gaktopa BuaneGpanaa

* HccnemoBanne MyasTHMEPHOToO coctaBa vIWF
e Onpenenenne rpombounrapHoro viwF

* MoekyspHO-reHeTHYeCKas AHarHocTHka MyTatuii resa gaxropa Buiebpania metoaom [P

* OnpenencHue ¢ HUCTIOJIb30BAaHUEM XPOMOT'CHHOI'O cyocTpara

OnpedeneHue ghakmopa X ¢ Ucrnosib308aHUEM XPOMO2eHHO20 cybcmpama

Omnpenenenue dakropa X - OIUH U3 CaMbIX
pacipoCTpaHEHHBIX METOJOB C HCIOJIh30BAHUEM
XPOMOTEHHBIX CyOCTpPaToB. DTO OOBSCHSIETCS TEM,
9TO MO aKTUBHOCTH (hakTopa Xa B MOCIenHee Bpe-
Msi Bce OOJIbIle M OOJbINEe KOHTPOIUPYIOT aHTH-
KOAryJIstHTHBIM 3(QEeKT HU3KOMOJIEKYISPHBIX Te-
napuHoB (Tabu. 20). [MosBuIKMCH MpEIIOKCHHS
KOHTPOJHUPOBATh JICYCHHE HEMPSIMBIMU aHTHKOA-
TYJISIHTaMH TaKXKe C TIOMOIIBIO onpeaeneHus (ak-
Topa Xa.

B Ttecte ucnonb3yroT depMeHT sia raaroku Pac-
cena, akrupupyroruii pakrop X (RVV-X - factor X
activation enzyme from Russel viper venom), wm sina
TIOP3bl OOBIKHOBEHHOM - JIEOETOKCOBBIH TECT. AK-

THUBHBIN (pakTop Xa OnpeAessoT B MPsSMOM peakiuu
C XpOMOTEHHBIM cyOcTparoM, B yacTHocTu ¢ Pefa-
chrome® FXa (pupma «DADE Behring Marburg
GmbH», T'epmanus). [Ipunimn Merona mpeacTaB-
nieH Ha puc. 104.

AKTHBALMA AN rantokn Paccena

h.X t.Xa

3mepenue | t.Xa + XpOMOreHHbIA cy6eTpar ———s PNA

Puc. 104. NMpuHumn onpeaeneHns coaepxaHus ¢pakropa X
C MCMnonb30oBaHWeM XpoMoreHHoro cybctparta. pNA-napa-
HUTPOAHWUIMH. VI3mMepeHue npoBoauTCs Npw AnvHe BOSHbI (A)
405 HM POTOMETPUYECKUM METOAOM

OnpedeneHue ¢hakmopa VIl ¢ ucnonb3oeaHuem xpoMmoz2eHHo20 cy6cmpama

Omnpenenenue ¢akropa VIII ocHOBaHO Ha TOM,
YTO KOJIMYECTBO oOpa3zyromierocs (akropa Xa B pe-
AKX aKTHBALMU IJIA3MEHHOTO TeMOocTasa Mpo-
NOPILHOHATIBEHO coepxkanuto (axropa VIII B mpoGe
(puc. 105).

DTOT TECT BBINOIHACT HE TOJIBKO aHATMTHYEC-
Kyl0 (DyHKIMIO, HO M Xapakrepu3yeT (pyHKIMOHaIb-
HYIO aKTUBHOCTb, TaK Kak (aktop VIlla onenusa-
€TCs B IMPUCYTCTBUHU (DM3UOJIOTUYECKUX KO(aKTOPOB
docommmino 1 noHoB Ca’. Tect MOXKET BBIION-

HATHCSI KaK Ha CIINUAM3UPOBAHHBIX (POTOMETpax
JUISL KICCIIEIOBAHUS TeMOCTa3a, Tak U Ha OOBIYHBIX
doTomerpax U OMOXUMUYECKHX aHanmm3aropax. Ka-
JTMOPOBOYHAsL KPUBas JUIs 3TOrO TECTa, KaK IpaBU-
JI0, UMEET JIMHEWHBIN Y4acTOK B IIMPOKOM JHAIa3o-
He KoHLeHTpawuii pakropa VIII.

HccnenoBanue ¢ XpOMOTEHHBIMU CYOCTpaTaMu
TMIO3BOJISIET HAZIEKHO KOJIMUYECTBEHHO ONPEENISATh HE
TOJIBKO Je(HIUT, HO U M30bITOK akTuBHOCTH ¢.VIII.
3T0 1MO3BOJISET IMArHOCTUPOBATH U ITPOrHOZUPOBATH
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BUH
Axrusauua ¢b.VIIl, Vill L Villa
Vllla-3aBucumelil karanus ®-VWaposs ®.
akTueauuu thaktopom IXa @.Villa, @, Ca2*
thaktopa X d.1Xa + ih.X ————— (D3
3mepeHne .Xa + XPOMOFEHHBII CYOCTPAT s DA

Puc. 105. MpuHuun onpegeneHns cogepkaHusa dpaktopa VIl ¢ ucnons3oBaHmem xpomoreHHoro cyoctpata. ®J1 - chocdo-

nunnuapl

Pa3BUTHE MATOJOTUYECKUX TPOMOO30B, MOCKOJBKY
yBeNMYeHHE B 1azme aktuBHoCTH (haktopa VNI pac-
cMaTpHBaeTcs Kak (hakrop TpoMOouIiHy.
Meromideckre 1 aHaTUTUYECKIE MOMEHTBI (00-
pasoBanue komiuiekca Mexy daxkropom VI 1 dax-
TopoM Busuieopanna (VWF) B nedurmtHO# 11a3me,
pasHble TUTBI POCHOIUITIIOB, UCTIOIb30BAHUE TUIa3-
MBI WM KOHIIEHTPATOB U T. JI.) MOTYT MPUBOJHUTH K
CUCTEMaTUYECKUM PA3IUYUsAM PE3YJIbTaTOB MEXKITY
KOAryJSILIMOHHBIMHA METOJIAMU 1 METOZIAMH C XPOMOTEH-
HBIMU cyOcTpatamu pu onpezieneHun ¢axropa VIII.

Bonee Toro, ogHa TEXHOJIOTUSI MOXKET BBISBIIATH Ta-
TOJIOTHIO, a JIpyras CBU/ICTEIILCTBOBATh O HOPMAaJIb-
HoM cozepxkannu (paxropa VIII. ITostomy B HacTo-
s111ee BpeMsI IPOBOJISATCS aKTUBHBIC TOMBITKU CTaH-
JApTU3aLY KaK KOAryJsIHOHHBIX, TAK U XPOMOTEH-
HBIX MeTosi0B onpenenenust paxropa VIII. [lo BBe-
JIeHUsl CTaHIAPTH3ALUK PEKOMEHIYETCsl METO € XPO-
MOT€HHBIMH CyOCTpaTaMM HCIOJIb30BATH TOJIb-
KO KaK OpMEHTHPOBOYHBIA U MPEANOUTHTEIBHO IS
OLIeHKU KoHLeHTpartoB ¢akropa VIII, a ve ¢ quar-
HOCTHYECKUMU LIEIISIMHL.

OnpedeneHue ¢pakmopa VIl ¢ ucnosnb3oeaHueM XpoMo2eHHoO20 cybcmpama

@axrop VII sBasiercst cnaboit aMuaazoil U He
CIIOCOOEH THJIPOJIM30BaTh CHHTETUYECKUE CyOcTpa-
Thl B a3me. [Tosromy omnpenenenue dakropa VII
MIPOBOJUTCSI C MOMOILBIO COMPSKEHHBIX PEAKIHi
(puc. 106).

®aktop VIl B nmpobe akTMBUpPYETCS] TKAaHEBBIM
axropom, (ochomummamu i nonamu Ca”*. OGpa-
syrorruiics kommeke ¢.VII-TO-DJI-Ca** axrusn-
pyet akrop X, akTUBHYIO (hOPMY KOTOPOTO OIpe-
JICISIIOT TecT-cucTeMol, anartornanor Pefachrome®.
B 10 e Bpemsl crieyeT yuuThIBaTh, 4YTO METO/ CO-

NPsDKEHHBIX PEaKIMil B Ciiyyae ompeseneHus (axro-
pa VIl xapakTepuzyercst CyIleCTBEHHbIM YCHJICHHEM
curHana, Tak kak Qakrop VIla npuoaur k aktuBa-
IIUM HE OJTHOTO, & HECKOJBbKHUX JIECSTKOB MOJIEKYI
¢axropa X.

CoomHowenue KoazyIAYUOHHO20 U XPOMOSEHHO2O0
memooos. KoaryiasiMOHHBI METOJl He Bceraa
MO3BOJISIET I0CTATOYHO TOYHO OLIEHUTh AKTUBHOCTh
¢axropa VII B mna3me. D10 CBSA3aHO € TEM, YTO TKa-
HEBBIMH TPOMOOIUIACTUHAMHU aKTHUBUPYETCSI TOJBKO
yacth (haktopa VII. Kpome Toro, pasusie Tpom60-

AxTusauma taktopa Vi
1 obpa3oBanue thaktopa Xa

DVl poga + TO-DN-Ca”" et b VIl

d.Vlla-To-N-Ca’* + h.X

—- (D). X2

N3mepenne

(.Xa + xpomareHHslii cy6erpar

—_—

Puc. 106. MpuHuun onpegenenuns cogepxaHus cpaktopa VIl ¢ MCNonb30BaHMEM XpPOMOreHHoro cyoctpaTa. T - TkaHeBoW

cakTop
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MJIaCTUHBl 00Jaal0T Pa3HbIM AKTUBHPYIOIIUM (-
¢exToMm, xoTs monaHoi akTuBanuu Qakropa VIl B
npobe He yJgaeTcsi JOCTUYb HU OJHUM M3 TPOMOOII-
nactTuHOB. Eiie ogHoON mpUYMHON OMIMOOK MOXKET
ObITh criocoOHOCTh ¢.VIIl K HECTUMYNTHPOBAaHHOH U
XOJIOAOBOM aKTHBALIMH.

[To-BuauMoMy, TIpH OLEHKE aKTUBHOCTH (aKTo-
pa VIl c ucnonp3zoBaHneM XpOMOTE€HHBIX cyOcTpa-
TOB BBIABIISICTCS OOJIbIIEE KOIUYECTBO 3TOTO (PaKToO-
pa, 4eM IpU UCHOIb30BAHUU KIIOTTUHTOBBIX TECTOB.
KnoTTuHTrOBBIE TECTHI HPAKTUUECKH HE BBIABISAIOT

noBeleHus ¢pakropa VII, a TeXHONIOTUS ¢ XPOMO-
TeHHBIMH CyOCTpaTaMH CIOCOOHA ONMpEeNeTUTh €ro
MOBBIILICHHOE COAepXaHue B muasme. Mcxons us
TOro, 4To moBbimenne ¢akropa VIl B miasme yse-
JUYUBAaET PUCK TpoMOo3IMOonnueckoil Oone3Hu, a
JiedeHne cTepouaaMu, OepeMeHHOCTh, CaXapHbId TU-
aber, cocTogHME Mocie HHPApPKTa MHOKAapa U THU-
NEePTPUTIULEPUAEMHUS COMPOBOXKAAIOTCS TOBBIIIE-
HueM akTUBHOcTU ¢aktopa VII, meroasl ¢ xpomo-
TeHHBIMU cyOcTpaTaMd HE0OXOAMMO BHEAPSTH, YTO-
OBl OLICHUBATH PUCK TPOMOO30B.

OnpedeneHue npompombuHa (¢ghakmopa ll) ¢c ucnonb3oeaHuem xpomoc2eHHo20 cybcmpama

[IpoTpoMOMH JOCTATOUYHO HAJEKHO ONpEaessi-
eTcsl KOaryJsIHMOHHBIM MetoaoM. OmHako ompexe-
JIeHUE MPOTPOMONHA C HCIIOJIB30BAHUEM XPOMOIEH-
HOTO CyOCTpaTa OTHOCHUTENIBHO XOPOLIO CTAaHIapTH-
3oBaHo. Kpome TOro, u3amMepurenbHbil Auana3oH
CYLIECTBEHHO PAaCLIMPSETCS MPU CKPUHHUHIE MAIEH-
TOB ¢ npoTpoMOuHOBOi MyTtauueir G20210A, mpu
KOTOpOH yBenumueH puck TpomOosmbOonuu. Ilpo-
TPOMOMH aKTHBUPYETCSl METAJIONPOTEa30il dKapH-
HOM ((epMeHT siia 3Bl MHOTOYCIIYHYaTol) 10 Me-
30TpOMOMHA - MPOU3BOAHOE, KOTOpOE HE OJIIOKUPY-
eTcs renapuHOM M KOMIUIEKCOM aHTUTPOMOWH-Tena-
PHH, HO CIOCOOHO THAPOJIM30BATH XPOMOTECHHBIN
cyocrpar (puc. 107) u cBepTHIBaTh HE TOJBKO OOBIK-
HOBEHHBIH (UOPUHOTEH, HO U HEKOTOpBIE TPOMOUH-
pe3ucTeHTHBIE ero mpousBoausie (PKM®).

PIVKA-ipoTpoMOMH aKTUBHPYETCSl 3KapUHOM,
MO3TOMY 3TOT XPOMOT€HHBIH TECT MOXKET AaTh JIOKHO-

3aBBILICHHBIE PE3YJIbTAThl 10 AKTUBHOCTH MPOTPOMOU-
Ha y MalMEHTOB, NPUHUMAIOLMX HENpsSMbIE aHTHKOA-
TYISHTBI WIN CTpPaAarommx AepunntoM ButamuHa K.
Ipumeuanue. PIVKA - Proteins Induced by Vitamin
K Absence or Antagonists - mpoTeuHsl, CHHTeE-
3UpyeMble NIEYCHBIO TIPU OTCYTCTBUU BUTaMuHA K mim
B TIPHCYTCTBUH €r0 AaHTArOHUCTOB (HEMPSMbBIX aHTH-
koaryistHToB). PIVKA He crocoGHBI y4acTBOBAaTh B
npolecce CBepThIBaHMs KpoBH (CM. pasnen «JleueHue
AQHTUKOATYJISTHTAMHU HETIPSIMOTO JeHCTBHS».

3KapuH

AKTnBauuA —s  MEW3OTPOMOMH

MpotpombuH

W3mepenne |MeiR3oTpomMOKH + XpPOMOreHHBIA cyBcTpar —s pNA

Puc. 107. MpuHUUN onpeaeneHus NpoTpoMGMHa C UCMoMb-
30BaHMEM XPOMOreHHoro cybcTpaTa

OnpedeneHue ghakmopa Xll|

Uccnenosanue dakropa Xl ciexyer mpoBoanTs
B TeX CIyd4asxX, KOrJa y OOJIEHOIO UMEIOTCS MpOsiBIIe-
HUS KpOBOTOYMBOCTH, HO nipH 3ToM [IB, AUTB u Tec-
THI HA TIEPBUYHBINA remMocTa3 HopMaibHble. Cpenu opu-
CHTUPOBOYHBIX U CKPUHUHI'OBBIX TECTOB Ha HEJOCTA-
toynocth ¢.XIIl MoxeT yka3zaTb TOIBKO TpoMOo3mac-
Torpamma, Ha apyrue tectol aepunut ¢.XI npaxru-
4yecku He BiusieT. B To xe Bpemst medummt ¢. X111 nme-
€T BBIPaKCHHBIC KIIMHUYECKHE MPOSABICHUS U MOXET
OBITh MPUYMHON KPOBOTEUEHHI HESICHOM STHONOTHU Y
4eJoBeKa Ha (POHE MOTHOTo 3J0pOBbsI, TeMOpparuiec-
koro cuaapoma npu ABC, runeppudpunonmze, mocmie

yIaleHus] MUHAAIWH, TIPU MaTOJIOTHH TIEYeHU U KOCT-
HO-Mo3roBoro kposerBopenus. Hepumur ¢. X1 mo-
JKeT OBITh BPOXKJICHHBIM U MIPUOOPETEHHBIM, B TOM YHC-
Jie B pe3ysbTaTe MOsBJICHUS ayToanturen. Omnpenene-
uue nepunura ¢. X u ero npuanHBEI HEOOXOAUMO IS
HA3HAYEHHS aJCKBATHOTO JIEYEHUS, B YaCTHOCTU HC-
NoJb30BaHus KoHLEeHTpaToB ¢akropa XIII. Jna om-
penenenus: BpoxkaenHoro aepunuta . X1 ncnonssy-
I0TCSl IMMYHOXHUMHYECKHE METOJIbl, B TOM YHCIE
ELISA, mpumensiercs [11[P-auarHocTuka s T€HOTH-
NUpPOBaHUA BpOXAEHHBIX MyTauuid. Ognako ¢.XIII -
3TO BBICOKOMOJMMOP(HBINA OENIOK, OnpeeeHue ero
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CTPYKTYPHBIX KOMIIOHEHTOB 4acTo ObIBacT HeJ0CTa-
TOYHBIM, TTO3TOMY TpeOyIOTCs (DYHKIIMOHAIBHBIC TEC-
ThI ¢ onpezenenreM akruBHoct ¢. X111

®domomempuyeckuti Memod

@akrop XIII - dpepmeHT TpaHCIIIOTAMHHA34,
KOTOpast 00pa3yeT MOoIepeyuHble CIIMBKH MEXTY I1el-
tunamu. [Ipu 3ToM H30menTHIHbIEe CBSI3U 00pa3yroT-
Csl MEXK/Ty OCTaTKaMH IIIIOTaMHMHA U JIU3HMHA, B PEaK-
MM OCBOOOXKIaeTcs aMmmuak. [locnemauii ompene-
nsieTcss B (DEpMEHTHOM peakluy C TIroTaMaTaerui-
porenazoit (Im/Il) u o-kerorirorapatoM, Kohakro-
pom peaxuun sasisercs HAJIH, oxucnsronmiics 1o
HAJL (puc. 108). U3mepenne npoBoautcst poToMer-
pudecku nipu uHe 340 HM, METOZ MOXKET BBINOJI-
HSTHCS HA OMOXMMUYECKUX aHATU3aTOpax.

Unkopnopupyrowuii Memod

Pa3paboTtan HOBbII MeTOA onpeneneHus (ak-
topa Xlll, ocHOBaHHBII Ha BBEeIGHHH CyOCTpaTa B

MMMOOWIM3HPOBAHHBIN OEJI0K, KOTOpoe obecreun-
Baerca ¢akropom Xllla. Panpme nummoounuzo-
BaJICA Ka3enH. B HOBOM MeTO/€ HCIONb3yeTCs
¢duznonormyeckuii cyocrpar-pudprs. Paxrop Xllla
UHKOPIOpUpYeT cyocTpar 5-(0noTHHAMUIO)-TIeH-
tunamul (BAITA) B ¢puOpuH, KoTOpBI onpenens-
eTcsl KOJIMYECTBEHHO C KOHBIOIaTOM CTPEITaBU-
nuH-enoyHas gocdarasza (puc. 109). Muakopno-
PUPYIOLINI METO/I MO3BOJISIET OLIEHUBATh (PU3HOIIO-
rudeckyto poib myrammu Val34Leu daxropa XllI,
KOTOpasi COYETaeTCs C PUCKOM BHYTPHUYEPEITHBIX
KPOBOMBJIMSIHUM M KPOBOTEUEHUH M3 BHYTPEHHHX
opratoB. B To e Bpems1 OOJIbHBIE € 3TOM MyTaIu-
eit paxtopa Xl mpakTHuecku He CTpaAarOT HH-
(bapKTOM MHOKap/aa U BEHO3HBIMH TPOMOO3aMHu.
Myramuro Val34Leu ¢akropa Xl He BbIsIBISICT
doromerpuueckuii meron. Mukopropupyrommit
METOJT MOKET C YCIIEXOM HCIIOJIb30BaThCS U1 MO-
HUTOPHUPOBAHUS OOJIBHBIX C OYEHb HU3KUM YpPOB-
HeM ¢.XIIl, uto ObIBaeT pM HACIEICTBEHHBIX JI€-
bunurax.

npoTpoMGUH / Ca’" |
AKTUBaLMA DXl 062 » DXl .
DepmeHTHanA peakuma . rnunHaTinossiil  .XIHa MnonepeYHbIe
o6pasosanita NH, EMMR+ 5qhup —> cumekn nenmuga + N3
WHonkatopHas mar 4
DeaKLWA NHs + a-ketornytapar + HADIH - ——,  rnyTamar + HAJ + H

Puc. 108. NMpuHumn onpenenenus cakropa Xl doTomeTpmnyiecknm Metogom

2+
npoTpombuH / Ca
AxTrBaumA Xl p06a > {Xllla
2+
iHkopnopauusa bubpuH + BANA M (hnbpuH-BAIA
WNHoukaTopHan = g LiBeTHaA
e GnopuH—BAIA + cTpenTaBuaNH-LUD + CYOCTPAT — —— P

Puc. 109. MpuHuun onpeaeneHus cgpaktopa Xl nHkoprnopupytowmm metogom. BAMMA - 5-(6uotnHamuao)-

neHTunamuH, LW d-wienouHasa docdartasa
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Tecmbi Ons onpepeneHua ecenapuHa

AHTUKOATYJSIHTBI TIPSAMOTO JICHCTBHS ITUPOKO
UCHIONB3YIOTCS IS PO(UIAKTUKY U JICYCHHS TPOM-
60smOo0nmueckoil 6one3nu. TpaauIIMOHHBIA TeCT
AUYTB nosneseH i KOHTPOIIA 32 JIEYEHUEM Tenapy-
HOM, KOTJ]a rerapuH MPUMEHSETCS B OTHOCUTEIIHHO
HHU3KUX KOHIIEHTparmsx (ormucad Beie). [Ipu BbI-
COKHX J103aX TelapHuHa, HalpuMep IpHu ONeparusix
Ha OTKpBITOM cepaue win npu guanuse, AYTB He
TIO3BOJISIET CIIEUTH 3a 3P eKTamu renapuHa. AHTU-
KOAryJIsIHTHOE JCHCTBHE HU3KOMOJICKYJISIPHOTO Tema-
puHa AYTB He ynaBnuBaer.

OnpedesieHue 2cenapuHa
C MoMouwb10 XPoMo2eHHbIx cy6cmpamoe

Cunrernueckue cyocTparbl IPUMEHSIOTCS IS
OTIpeZIeNieHHs! TerapruHa, 0COOEHHO IMPH MCHOIb30Ba-
HUU HU3KOMoueKyisipHoro renapuna (HMI). Iena-
PUH OIpEIeNIeTCsl OOCPEIOBAHHO: UCTIONB3YETCsl €ro
CIMOCOOHOCTh YCHJIMBATh KOMILIEKCOOOpa30BaHHE
¢.Xa um TpoMOUHa ¢ aHTUTPOMOMHOM M TEM CaMbIM
TMIO/IABJISITh AKTUBHOCTH THX MPOTEas3, MOcje Yero orl-
pernensercs ux ocratoyHasi akTuBHOCTH (puc. 110).
Tect ¢ omnpe/ielleHHEM OCTaTOYHON akTMBHOCTH (.Xa
(«aHTH-Xa-aKTUBHOCTB») TIPUMEHSICTCSI TIPH KOHTPO-
Jie 3a JIEYeHHEM KOPOTKOILEMOUYEYHbIM (hpaKIMOHHU-
POBaHHBIM T'eMIApUHOM, KOTOPbI oOnagaer Gomnbiieit
TPOIHOCTHIO K (p.Xa, yeM k TpomOuHy. Kpome Toro,
¢.Xa - OTHOCHTENBHO CTAOMIIBHBIN (PePMEHT, MO3TO-
MY T€CT C UCIIOJIb30BAaHUEM ATOTO (haKTOpa TEXHH-
YyecKH 0oJiee HaJCKHBIH, YeM TeCT C aKTUBHBIM TPOM-
OUHOM.

TecT MOXET BBINOJIHSTHCS B Pa3HBIX MOU(U-
KalUsAX: KaK KUHETUYECKUH METOJ|, OnpezeeHe
M0 HayaJIbHON CKOPOCTH WJIM METOJ] IO KOHEYHOU
TOYKEe. B HEKOTOPBIX TeCTax MCHOJb3YeTCs HAChI-
mraromas konuentpamus AT, Toraa tect o0o3Ha-
qaeTcs KaK «O0IIni remapuH», B JPYTUX - UCIOb-

3yercs sHAOreHHbI AT mpoObl, B 3TUX Clydasx
TecT o003HayaeTcss Kak HaboOp AJs OmpeaeneHus
KoMIUIeKca renapuH-AT, WM «akTHUBHBINM remna-
pun». OnpeneneHue remapuHa ¢ UCHOJIb30BAaHUEM
XPOMOTEHHBIX CYOCTpPaTOB JIETKO aJaNTUPYETCs
JUIS aBTOMAaTHYECKUX OMOXMMHYECKUX aHAIM3aTo-
poB. Ha pe3ynbTrarsl Tecta ¢ XpOMOI'€HHBIMU CYO-
CTpaTaMH HE OKa3bIBAIOT BIMSHUS MPOIYKTHI JIeT-
pamatmuu Guopuna (I1/1P) u noBbIIeHHOE COnEp-
xanue ¢.VIII, koTopble MEHSIOT pe3yabTaThl MpU
onpenenenun AYTB.

Jliis TeCcTOB Ha ompejelieHNe renapiuHa paspa-
00TaHbI M MPOMBIIIICHHO BBIITYCKAOTCS Kanuopa-
TOPBI - JTMO(PUIBHO BBICYIIEHHbIE MpenapaThl Mia3-
MBI CO CTaHJAPTHBIM COZepKaHHeM renapusa. Ka-
JIMOpaTOpbl JOJKHBI OBITH TECTUPOBAHBI 10 CTaH-
napty BO3, kotopomMy npuaaHo 3Ha4eHHE aKTHB-
HoctH 1,0 antu-Xa-En/mn. TepaneBrudeckuii nua-
Ma30H JJIS JIeYEHHsI TeNapuHOM PEKOMEHIYeTCsl B
npenenax 0,3-0,7 antu-Xa-En/m.

OnpedesnieHue 2enapuHa
C MoMouwb10 Koa2ysisiyUOHHbIX Memodoe

[TpuHMn ompezaeneHus remnapuHa ¢ UCIOJB30-
BaHHEM KOaryJsILIMOHHBIX TECTOB MOJO0OEH TaKOBO-
My B TeCTax ¢ XpOMOTeHHbIMHU cyOcTparamu. Orpe-
JIeTIeHHe OCHOBAHO Ha WHTHOMPOBAHUU CBOOOTHOTO
¢.Xa Ha nepBoM dtare. [locie HHKYOAIIMOHHOTO
TIepHO/Ia BBITIAJICHAE CTYCTKA BBI3BIBACTCS JI00aBIIe-
HHEM PEaKTHUBOB, COACPXKAIMX (ochHOoUuIb! ¢ aj-
copOupOBaHHBIMU Ha HHUX (PakTopoM V, IpOTPOM-
OuHOM, (rOprHOreHOM M3 Obrubeit Tiasmel u CaCl,
(puc. 111). ABroMaTu3alysi 3TOr0 METOja 3aTpy/-
HEHA, TaK KaK CHTHAJ JOCTATOYHO CIA0bIi Ui Om-
TUYECKOT0 MeTOo/a. TeCT MOXKET BBIOJHATHCS Ha
IETIBHOM KPOBHU HA KOAryJIOMETpax ¢ MEXaHUUECKOU
CHCTEMOU PETHCTPAIIUH.

WHrubutopHan crapua DX, 5000 + AT
U30LITOK

renapt s,

X'ATHeaKT. * [b'xaomamn

M3amepeHue

.X8yrarox + XPOMOTEHHBIIA CYOCTPAT st DA

Puc. 110. MpuHUun onpepeneHusi coaep:XaHusl renapyHa c UCTorb30BaHNEM XpoMOreHHoro cybcTpaTa, AT - aHTUTPOMOUH
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WHrunbutopHan ctagua X2, 36,70k + AT

renapitH, o,

X'ATHeam. + cb'xaocmmx

WNamepenue

X2y grarox + D-V-0.11-DUOPUHOrEH—DI1-Ca’ -DEArEHT  mmmmmips  CIYCTOK

Puc. 111. NpuHUUN onpeaeneHus copgepXaHusl renapyHa KoarynsuyoHHsIM METOAOM

lMpeananumu4yeckue hakmopnl, enusiroujue
Ha pe3ynbmamsi onpedesieHusi 2enapuHa

KauecTBO moaroroBku mpoObl - CyIIECTBEHHBIN
¢daxTop, BIUSIOMUNA Ha PE3yNbTATHl ONpEeTeHHs
renapuHa. Hapymenue B3iTHs KpOBU M3 JOKTEBOH
BEHBI MOXET CONPOBOXKIATHCS aKTHBAaLMeH TpomOo-
UTOB IN VItro, 4To MpUBEAET K JOKHBIM pe3yJbTa-
TaM C HEJOOIEHKOH comep aHHs renapuHa B KPOBH
OonbHbIX. [Ipn akTHBauMu TPOMOOLHMTOB OCBOOOXK-
naercst pakrop 4 tpombouutoB (PF4). PF4 BeicTy-
MaeT KaK eCTECTBEHHBIN aHTUTeNapuH, HeHTpanusy-

0N KaK HeQpPaKIMOHUPOBAHHBINW, TaK U HU3KO-
MOJICKYIISIpHBIA (paKIUOHUPOBAHHBIA TeEMapuH
(HMT), xoTs ciaeayeT oTMeTuTh, utro HMI' menee
YyBCTBUTEJICH K MOJIaBsIoNEeMy neiicteuto PF4.
Jns mpenynpexaenus 3toro a¢pdexra u moas-
JICHUSI aKTUBAIlMHd TPOMOOIIMTOB MPHU TPAHCIIOPTH-
POBKE KPOBU PEKOMEHAYETCS HCIIOJIb30BaTh CIEIIU-
anpHBle poOUpKH s Kposu, Hanpumep CTAD
tubes, B KOTOpBIX COAEPKUTCA MUTPAT, TEODUIIIHH,
aJICHO3WH, JEKCTPO3a - KKOKTEHIb», KOTOPBIA Tpe-
IYIPEXKJAeT aKTUBAIIUIO TPOMOOIIUTOB.

Memodui dnsi onpedesieHus pe3ucmeHMHOCMU K akmueupoeaHHOMYy rpomeuny C,

akmueHocmu npomeuHa S, aHmump0M6UHa, aHmu4)0c47onunu6Hblx aHmumen

Pe3ucmernmHocms K npomeuHy (03

TepMHH «pe3UCTEHTHOCTH K mpoTenHy C» BBe-
JIeH TIpY ONHMCaHUuU (peHOMEeHa MPaKTHYECKOIO OTCYT-
creus yununennss AUTB mocne mobGaBneHus aktu-
BupoBanHoro nporerna C (puc. 112). YcroitunBocTs
(pesucrenTHOCTB) (.Va K MHrHOUpYOIEMY BO3/CH-
cTBUIO akTuBHpoBaHHBIM npoTrenHoM C (PAIIC) -
OJIMH U3 Cepbe3HBIX (PaKTOPOB PUCKA MATOJIOTHYEC-

120
- Hopma _—
s 100 s
3 i
2 80 //
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% 60/ fffi@"mmmnq
s 40
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(s m]
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0 20 40 60 80 100
KoHueHTpauwa AMC, HMonb

Puc. 112. Pe3UCTEHTHOCTb K aKTUBUPOBaAHHOMY MPOTENHY
C (AMC) npu myTauum B reHe, KOHTPOMUPYIOWEM CUHTE3
dakTopa V, KoTopas npuBoAWT Kk obpasoBaHuto chakTopa
JlerigeH. TecT ocHoBaH Ha onpegeneHun AYTB

kux Tpom0030B. PAIIC - HapyuieHue GyHKIMOHH-
poBaHus cucTemsbl npotenHa C.

®axtopsl, kKotopele BiuAT Ha PAIIC, npeacras-
nensl B Ta0n. 26. PAIIC mMoxer ObITh KaK BpOXKJICH-
HOH, Tak U mpuoOpeTeHHOU. B ciiyuae HacienoBaHUs
PATIIC rerepo3uroTsl UIMEIOT PUCK Pa3BUTHS TPOMOO-
30B MPUMEPHO B 7 pa3, a ToMo3uroTHl - B 80 pa3 BhIlIE,
yeM B cpenHeM no nonyssiunu. PAIIC Obia obHapy-
skeHa cpean 20% OONBHBIX ¢ MEPBUYHBIM TPOMOO30M
rmy0okux BeH Oenpa u cpeau 40% GoabHBIX TpoMOO-
¢unmeii. 1o pazaeiM ganabM ot 20 1o 60% GonbHBIX
¢ TpoM0O030M ITyOOKHX BeH Oenpa umetor PATIC.

Tabnuua 26
Daxmopet, erusaiouue Ha peaucmenmuocms k AIIC

Hacaencereenusie pakTopsl

®@axrop V Jleiinen (Apr 506 — ')

@akrop V Kembpuuk (Apr 306 — Tup), penkas myraums
I'omosurorHocTs 1o HR2-ramnoruny 8 rese daxropa V,
peKas MyTallHs

IMpuobperennas naroaorus

Bonganounsie AHTHKOArYJIAHTEI

bepemennocts

Henons3osanue AHTHKOAryJISHTOB HENPAMOI0 JIeHCTBHS
Yeenuuenue axropa VIII
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Cxpununarossie Tectsl Ha AIIC pazpaGotansl Ha
ocHoBe MouduimpoBanHoro tecra AUTB, koto-
polit mpoBoauTest ¢ u 6e3 AIIC, unu Ha ocHose [1B
CO 3MEUHBIM SJIOM.

Tecm pe3ucmeHmHocmu ¢hakmopa Va k AlC
Ha ocHoee ModughuuyuposaHHoz2o AYTB

JHo6asnenne AIIC B HOpMe BBI3BIBACT y/IMHE-
nue AUYTB 3a cuer nnaktuBaimu ¢axropos Va u
Villa B ia3me. [Toaromy B TecTe cpaBHUBaETCS Bpe-
M BbINaieHus cryctka B tecte AUTB ¢ mo6aBnenu-
eM u 6e3 nobasnenuss AIIC u paccuuTbiBaeTcs OT-
HomieHue (puc. 114). Pedepenrasic 3HaueHus Tecta
3aBHUCAT OT UCIIOJIB3yEeMbIX PEAKTUBOB U MPHOOPOB.
Tem He MeHee, HeCMOTPs Ha pa3Hble METOIbI U TIPU-
6opHyro 0a3zy, o0braHO nobaBnenue AIIC k muazme
NPUBOAMT, IO KpaltHeH Mepe, K 2-KpaTHOMY YIUTH-
Henuto AUTB (tab6m. 27).

Henocrarounoe ymmnenne AYTB (maronoru-
YeCKHH pe3yJibTar, cBujeTeNnbcTBytommii o PATIC)
HaOmoaaercs y manueHToB ¢ gakropom V Jleiines,
BOJTYAHOYHBIM aHTHUKOATYJISTHTOM, TpU OepeMeHHO-
CTH, yBeIMUYeHHOM coiepkanui (pakropa VI v mpu-

eMe OpaIbHBIX KOHTPALETITUBOB. DTOT TECT UMEET
crier(pMYHOCTH /TS BbIsIBIeHUs (akTopa V Jleiinen
npumMepHo 80%, HermomHas CrenM(pUIHOCT CBsI3aHa C
BIIMSTHUEM Ha pe3yJbTar JIpyrux (akTopoB, B yacT-
HOCTU ¢ TofiaBiieHueM axktiBHocTH (haktopa Vllla Ha
pe3yabTaThl TECTa OKa3bIBAIOT BIMSIHUE IIPUEM He-
NPSMBIX aHTHKOATyJSHTOB M BBEJICHHE TeMapHHa.
Tect noneseH /U1 BBISBICHNUS MALMEHTOB C BHICOKHM
PHCKOM TPOMO0IMOOTNUECKOH OOJIE3HH.

Tecm ansi duazHocmuku ¢hakmopa V JlelideH

Myranus rena ¢gaxropa V (dakrop Jlerinen)
OLICHMBAETCsI KaK HanboJiee pacipoCTpaHeHHas! TPU-
yyrHa PATIC. DTy naTonaoruto MoKHO BBISIBUTH IIPU
nposenennn Tecta Ha PATIC ¢ nna3moii marueHTa,
pazbasnenHoit 1:5 ma3moii ¢ aedurmrom ¢.V. Itot
TecT 00JaiaeT BHICOKOHW CHEUM(PUYHOCTBIO U YyB-
CTBUTEJILHOCTBIO Ha BbIsiBIIeHUE (pakropa V Jleiinen
(Tab. 28).

Tect na PAIIC npoBoguTCsl TakKe € UCTIOIB30Ba-
HHEM 3MEHHOTO 1713, 0003Ha4aeMoro Kak rpotak (Pro-
tac), cnemduuecku akTuBupyromero nporeuH C.
ITpu BHeceHnu akTuBaropa nporerHa C B cMech HOP-

Tabnuua 27
Ipumepywr pesucmenmuocmu k akmuguposannomy npomeury C
[Mokazarean 3n0poselii 1oHOp MMaumenr 1 Manuent 2 Manwenr 3
AYTB 6e3 AIIC (c) 84.9 57.8 47.1 36,1 .
AUYTB ¢ AIIC (c) 314 32,3 31.0 31,6 !
Otnomenne ATIC 2,70 1,79 1,52 1.14
3akioueHue Hopma Pesucrentnocts k ATIC yacTuunas m 1oJnas |
Tabnuua 28

Ipumepul onpedenenus pesucmeHmHocmu K akmusuposaniomy npomeury C memodom be3 pazeedenus u
Memo0oM pazeedeHUs UCHbIMYemMoll niazmsl niazmou ¢ depuyumom ¢. V

it Otnomenne ATIC Otnomenne ATC
ey | B TECTE 0e3 pazBejeHns | B TecTe ¢ pa3BejleHHEM Jlaboparoproe 3aka0uenne
(nopma >2,15) l (Hopma >1,90)
I 2,67 242 Hopma
2 2,06 L2 Y naumenToB 2 u 3 wactuyHas pe3uctenTHocTs K ATIC,
3 1,52 1,54 y nanmenTa 4 — no/Has pesucreHTHoctsh Kk AINIC
+ 1,15 1,23
5 2,24 1,82 Hanuuwe pesucrentnoct k ATIC 6e3 nposiiienus B Tecte ‘
6 2,30 1,69 AYTB 0Ges3 passelieHus
# 1,54 2,19 Orcyrereue neduunta ¢.V JleiineH, Ho HaTHYHE pe3uc-
8 1,92 2,32 | TentHOCTH K AlIC, KOTOpOE onpenensercs NPUCYTCTBHEM |
| HHI'MOUTOPA (BEPOATHO, BOIHAHOYHOTO AHTHKOATYISHTA)
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MaJbHOM U feuITHOM 1o ¢.V 11a3Mel Bpemsi CBEp-
ThIBaHus B Tecte AUTB yumHsaeTcs npumMepHoO B
2 paza. Ecrm umeercs PAIIC, ynmnenne AYTB BbI-
Pa’KE€HO B MAJIOM CTEICHU.

OnpedeneHue npomeuHa C

Jns onpenenenus nporenHa C paspaboTaHo
HECKOJIbKO METOJ0B. MMMYHOXUMUYECKUHA METOL,
METOJI C XPOMOTEHHBIM CYOCTPaTOM U KOAryJIsILHOH-
HBII BapuaHT. {1 (QYHKIMOHAIGHBIX METOJIOB HC-
NOJIB3YeTCsl criel(MUecKuii akTiuBarop nporenHa C
U3 A7a 3MEeU LIIMTOMOPAHUKA, 0003HaUYaeMblid Kak
IIPOTAK.

Onpeoenenue npomeura C ¢ UCOTL308aHUEM XPO-
MO2eHH020 cybcmpama

OrpenieneHrie OCHOBAHO HA AKTHBALIMU ITPOTEU-
Ha C aKTHUBATOPOM MPOTAK C MOCJIEIYIOIUM OIIpe-
neneHueM (KHHETUYECKUM METOJIOM MM METOJIOM
KOHEYHOM TOYKH) W3MEHEHHUSI ONITUYECKOM TIOTHOC-
TH TPOOBI M3-32 00PA30BaAHUs MMAapaHUTPOAHWIMHA
(puc. 113). Drot MeTox npocT, crenrduyeH, Jerko
apromarmsupyercs. Tak kak npoteud C - BUTaMUH-
K-3aBHCHMBIN TTUKONPOTEHH, TO MPHU JICYEHUH He-
NPSIMBIMH aHTHKOATyJISTHTaMH (QHTarOHUCTaMH BU-
tamuHa K) nosieisrorest PIVKA-dopmbr iporenna C,
KOTOpBIE HE O0JIaal0T aHTUKOATYJISHTHOM aKTHB-
HOCTBIO, HO OTIPEAEIISIOTCS METOJJAMHU C XPOMOT€H-
HbIMH cyOcTparamu. [1o3ToMy y GONBHBIX, IPUHU-
MAlOLIUX HETpsSMbIe aHTHUKOAryJSIHTBI, MOTYT OBITh
3aBBIILIEHHBIMHU PE3YJIbTaThI onpeeneHust nporerHa C
XPOMOTE€HHBIMU METOJIaMH.

AxTuBauua npotak

MpotenH C AMNC

N3amepenue| AMNC + XpOMOreHHbIA CYOCTPAT mmm————s PNA

Puc. 113. MpuHuun onpeaeneHus npotenHa C ¢ ucnonb3o-
BaHMeM XpoMoreHHoro cybcTtparta, AlMNC - akTMBMPOBAHHbLIN
npoteuH C

Onpeoenenue npomeura C KoazyIayuoHHbIM Me-
mooom

[TpoObl MALMEHTOB COMOCTABIAIOTCA C JeH-
LIUTHOM 1o npotenHy C 1uia3Moi, KOTOPYrO MOIy-
4aloT MeToA0M uMMmyHocopOuu. [lporenn C B 06-

pasiax UccieayeMoi Iu1a3Mbl aKTUBUPYETCS MPO-
TakoM. /{7151 KOHTPOJIsL TECT MPOBOAUTCS C U 0e3
npotaka (puc. 114). AxtuBupoBaHHbIi npoTerH C
BBI3bIBACT MPOTEOJIN3 U COOTBETCTBEHHO MHAKTHBA-
uto paxropo Va u Vllla B masme (puc. 115).
[ocnemnee comnpoBOXKIAeTCsl YUTMHEHHEM BPEMEHH
cBepThiBaHus B Tecte AYTB, o kotopomy o1ieHu-
BAeTCsl aKTUBHOCTH NpoTenHa C B Iu1a3Me MalueH-
ta. Ecnu aktop Va HedyBCTBUTENEH K AKTUBHOMY
npoteuny C, To AYTB He yanuHsercss B NpUCYT-
cTBUU akTHBaTOpa nporenHa C. PaccuurbiBaioT
orHoutenne AYTB ¢ nporakom/AYUTB 6e3 nporta-
Ka, BEJIMYMHA KOTOPOTO OINPEIENACTCS B KOHKPET-
HOM 1abopaTopyy, Tak Kak TECT 3aBUCHUT OT UCIIOJb-
30BaHHBIX NMPHUOOPOB M PEAKTUBOB. TeM He MeHee
3TOT KO3 urmeHT 030K K 1 mpakTHyecku y Bcex
60sbHBIX ¢ (akTopom Jleiinen u ¢ nedurmTom mpo-
tenHa C U cyliecTBeHHO BbIe 1 B ciayyasx 6e3 ne-
¢unmTa akTuBHOCTH npoTerHa C U npu AUCPYHK-
MU poTerHa S. MeTo JIerKo aBTOMATH3UPYETCs.

KoarynsuuoHHbI METO/ OILEHMBAET AKTHB-
HocTh npoTtenHa C, (ukcupyromerocss KapOOKCHIU-
poBaHHOH YacThio Ha pochommuaax. PIVKA-hop-
MBI HE (P)YHKLIHOHUPYIOT B 3TOH CHCTEME, M TECT HE
JaeT JIOXKHBIX PE3YNIbTATOB y MAIMEHTOB, IPUHUMA-
IOIIMX HETPsSMbIe aHTUKOArYJISTHTHI WIIM UMEIOLIUX
nedunut ButamuHa K.

Mcka3uth pe3ysbTaThl TECTa MOTYT Takue (ax-
TOpHI, KaKk Hammuue myrauuu ¢.V Jleiinen, npucyr-
CTBHE B IUIa3Me BOJYAHOYHOTO aHTUKOATYJISIHTA,

v v

| +nporak | | —nporak |
Y v

| a8 | | A4 |

\/

A4YTB ¢ npotakom
AYTB 6e3 npotaka

Pacyer

Puc. 114. MpuHUNN CKPUHUHIa Ha PE3UCTEHTHOCTb K aKTu-
BupoBaHHoMy npoTteuHy C (PANC). AktuBatop npotemHa C
13 3MenHoro sga (npotak), gobaBneHHbIn k Nnpobe, B HOpme
cywecTBeHHO yanuusiet A4YTB, Ecnu xe nmeet mecto PATC, 1o
yoanuHeHus AYTB B npucyTCTBMM NpoTaka He NPOUCXOANT

Obecne4veHne gnarHoCTMKN HapyLleHun remoctasa B KO4J1




Cranua aktusauum /

B: npotenH C
NHaKTUBALWMN P npoGa

A: (hakTopbl KOHTAKTa + AYTB-peaKTUBLl =g (h.Xla
+ NIPOTAK == A[C
B:AMC + O.VIlI-D.Vipos, ==t DVl 50 + DV,

Namepenne

¢.XI, npyrve thaktopel ceeprTbiBaHuA + PJl + Caz+ —- CTYCTOK

Puc. 115.MpuHumn onpeaeneHus nportemHa C koarynsiuMoHHbIM meTtoaoM. AlC - akTMBMpoBaHHbIN NpoTenH C, ®Jl

pocchonmnuapl

Tepanus renapuHoM. i1 momydeHnus 10CTOBEPHBIX
pe3ynbTaTOB OUYEHb BAKHO KaUE€CTBO MCIOJIb3yeMON
nporenH-C-nepuuUTHON MIa3MBbl.

VY HEKOTOpHIX NALMEHTOB, NPUHUMAIOIIUX He-
NpsMble aHTUKOATYJISIHTBI, BBIABIISIOTCS Ype3BBIYAITHO
HU3KMe UUQpH coxepxaHus mnporemHa C. Otu
pe3ynbTaThl MOT'YT OBITH CBSI3aHBI HE TOJBKO C HC-
TUHHBIM JepunuToM npotenHa C, HO U C pa3BUTHEM
pesuctenTHoCcTH akropa Va k AlIC.

Onpeoenenue npomeuna C UMMYHOXUMUYECKUM
Memooom

NmmyHOXMMEIYeckoe ompeneneHue mnporenHa C
MPUMEHSETCS pexe, 4eM (YHKIUOHAIBHBIE METOJIBI.
DT0 00BICHIETCS TEM, YTO JAHHBIM CIIOCOO BEIABIAET
TONBKO KJIACCHYECKOEC CHIDKCHUE KOHI[CHTPAINH
nporerHa C U He ompenensier ero (yHKIMOHATbHYIO
HEMOJIHOLIEHHOCTh. MeTOOHYecKUM oOecmeueHueM
ATOTO OMpENEICHUs 4Yalle BCEro CIyXaT aBTOMaTH-
3UPOBaHHBIH TYpOUIMMETPUYESCKUN METOA WU
ELISA-TecT.

Ouenka pe3ynomamog

B HopMme aktuBHOCTH mporenHa C y B3pOCHBIX
cocrasisietr 70-140%.

Heb6onpmoe moBbimenne nporenHna C oTrmeua-
ercsi BO BpeMsi OepeMeHHOCTH, a YMEHbLIEHHE - B TOC-
JIEpOJIOBOM U MOCIIEON ePallMOHHOM MepHoax.

CHuorcenue codepoicanusi (AaKTHBHOCTH) MPOTEHMHA
C naOmromaercs npu:

*  BpOXKICHHOM (HacJEICTBEHHOM) JAe(UIIUTE HITU

aHoMmanusx nporeuHa C;

* TreMopparuyeckoil 00Ne3HH HOBOPOXKICHHBIX;
*  3a00JI€BaHUsIX [IEYCHU C HAPYIICHUEM (YHKIIHH;
*  CHHApPOME OCTPOH JBIXaTEIbHOH HEJOCTATOYHO

CTH,

*  MCHHHI'OKOKKOBOM CEIICHCE;
* JIBC-cunapowme;
*  TEeMOIHUaJH3E,

* seveHuu L-acnmaparuHaszoi;

*  JICYCHHUU MEPOPaTbHBIMU (HEIPSMBIMU) AHTHKO
arynsatamu (aedpunut BuramuHa K).
OTaenpHbIC pe3yAbTAThl MOTYT KOJIeOAThCS B

3aBHCUMOCTH OT HCIOJB3YeMbIX METOOB M TECT-Ha-

00poB, TeM 0oJIee YTO MHOTHE U3 HUX Pa3pabOTaHbl 70

TOr0, Kak CTaja M3BECTHa MyTalus resa ¢axropa V

Jleitnen. B oOmiem cnydae pa3zBeneHue npoObl MOXKET

MUHUMH3HpOBaTh BhusHue ¢akrtopa V JleiineH B

KOAryJIsIIHOHHBIX TECTaX.

B HEKOTOpBIX Ciydasx MpH JEYCHHH OOJBHBIX C
nepunutoM nporernHa C HENMPSIMBIMUA AHTHKOATYJISTH-
TAMH Y HHX MOTYT BO3HHKHYTh HEKPO3bI KOXH B pe-
3yNbTATe PUKOWIEmMHbIX mpomoo306. Ecnu aHThKOAry-
JSIHTBI HAa3HAYAIOTCS B BBICOKOM 03¢ 0€3 MOMICPKKH
rermapyHoM, TO BO3HHKAeT COCTOSIHHE, MPH KOTOPOM
nporend C o4yeHb ObICTPO CHMXKaercs (Bpemst ero mo-
JTY)KH3HH B CHCTeMe IUPKyIsiuun 4-6 1). B 1o ke Bpemst
BuTaMuH-K-3aBUCHMBbIC (aKTOPbl CBEPTHIBAHHS, B
TOM 4YHCIIe MPOTPOMOMH, OCTAlOTCS elie B Mpeaenax
HOpMBI (y HUX riepuo] monyxusau 16-20 1) (puc. 116).

Mepuon ycuneHHoro
Tpomboo6pa3zosaHua

Mpotpombux

AKTMBHOCTB

MpotewH C

0 6 12 18 24 30 36
BpemA NeYeHnA KyMapuHoM, 4

Puc. 116. BbicTpoe cHuXeHue npoTenHa C, npesbiaioLLee
yMeHbLUeHVEe BuTaMUH-K-3aBUCUMBIX (DaKTOpOB CBepTbIBaHUS,
MOXeT ObITb MPUYMHOM BO3HUKHOBEHUS TPOMBOTUYECKOro CO-
CTOSIHMST (PUKOLLETHBbIE TPOMOO3bI) NPWU Hadane rfievyeHust BbiCo-
KUMMW J03aMW HEMPSIMbIX aHTUKOAryrnsiHToB
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DTa cuTyalus MOXKET yCyryOnsThCsi TeM, YTO HEnpsi-
MbIe aHTUKOATYJISHTHI HAYMHAIOT Ha3HAyaTh B CIIy-
Yyae pa3BUTHS TPOMOO30B WIIM YrpOXKAIOUICH CUTya-
UM 110 TpoMO00Opa3oBaHuIO (MIpH BOCHAICHUH, HH-
(ekuusax, TMxopaake), Korja CucTeMa IMpOKOAryJIsH-
TOB aKTHBHpOBaHa. beicTpoe cHkeHue nporernna C
MPOBOLUPYET B 3TOM cllydyae MacCUBHOE TpoMO000-
pa3oBaHUeE, MPOSBISIONICECS BIUIOTH J0 HEKPO30B
KokH. HenmocpeacTBEeHHO B NEpHOA JICUCHHS HEIpsi-
MBIMH aHTHKOAryJssHTaMu (KyMapHHaMH) OIpeaese-
Hue nporenna C 3aTpyaHeHo. Onpenensrts ero cie-
JyeT JI0 Hayaja JICYCHHs] KyMapuHaMH.

OnpedeneHue npomeuHa S

[Iporeun S - BuTtamuH-K-3aBHCHUMBIN 0eNOK,
KoTOphli sBHsieTcs kogakropom AIIC. Dra dyHk-
LM TOJIOKEHA B OCHOBY BCEX HM3BECTHBIX KOMMEp-
YEeCKUX TECT-CUCTEM OIpenesieHus mporenHa S. Onu-
caHbl clyyad Kak (yHKIHOHAJIBHOIO, TaK M KOJIHYe-
cTBeHHOro Aedunuta nporenna S. Ilpu npoBeneHnn
TECTOB Ba)KHO MOMHHTB, YTO MPOTEUH S MPHUCYTCTBY-
eT B IJIa3M€ YaCTUYHO B CBOOOJHOM COCTOSIHHH, Ya-
CTUYHO B KoMIuiekce ¢ C4-CBS3bIBAIOIIUM MPOTEHU-
HoM (C4-CII), HO aKTHBHA TOJIBKO CBOOOAHAs (op-
Ma [poTerHa S.

Onpedenenue npomeuna S KOA2YIAYUOHHbIM Me-
mMooom

[ns onpeneneHus nmpoTeuHa S HeoOX0IUMO
WCIIOJIB30BaTh TECT-CUCTEMY, COAEPIKAIIYI0 OUYMIIIEH-
HBIA akTHBHBIN npotenH C, ero cyocrpar - ¢axtop Va
u aepuIUTHYIO IO poTenHy S muasmy. [locne un-
KyOamuu ucciienyeMon Iia3Mbl C TECT-CUCTEMOH
ONpENENIIOT BpeMsl CBEPTHIBAHMS, BBIIOJIHSA TECT
AUYTB unu uHaynupysi akTUBALUIO 3MEUHBIM $J10M,
dochommuaamu u Ca™ (puc. 117). Y mnenne Bpe-
MEHHU CBEPTHIBAHHS MPOMOPIMOHAIBHO aKTUBHOCTH
nporeuHa S. CnennuUUHOCTH METOJA OTHOCHUTENb-
Had, Tak Kak ¢akrop V JleiineH, BBICOKHI YpOBEHb

¢. VI u BonmyaHOYHBIH aHTUKOATYJISIHT MOTYT Cy-
LIECTBEHHO BIMATH HA PE3YJIbTAThl TECTA, @ UMEHHO!
¢ 3TUMH (paKTOpaMu 4acTo NpoBOAAT AU depeHn-
albHYI0O OUATrHOCTHUKY, ompeneiss nporenH S. Ha
pe3yabTaThl BAUSIOT Ka4eCTBO Ne(UIUTHON MJIa3Mbl
u npenapatoB AIIC, a taxxe cocraB dochonumnu-
JIOB, TIOSTOMY 3HAYCHHs TECTa 3aBHCIT OT KOHKPET-
HOT'O MPOU3BOAMTENSA. Tak Kak KOaryisiHHOHHBII
METOJ MOJBEPKEH ACHCTBHIO MHOTUX HHTEpGepupy-
omux (HakTOpoB U HE CTAHJAPTH30BaH, TO MPEIo-
YUTAIOT MCIOJB30BATh MMMYHOXHUMHYECKUH METOX
JUTSL OTIpe/ieICHUs IpoTenHa S.

Onpedenenue npomeuna S uUMMyHOXUMUYECKUM
Memooom

NMMyHOXUMHUYECKUH METOJ AOCTATOYHO IIUPO-
Ko pacnpocTpaneH. IlepBas renepauust Tect-Habo-
POB ompenessia OO IPOTEnH S», BKIIIOYas CBO-
6oanyo ¢hopmy u popMy IpoTEHHA S, CBA3AHHYIO C
6enkom C4-CII. HaGopsl mocnegHux reHepamui
MO3BOJISIIOT ONpPENENsITh «CBOOOIHBIH MPOTEHH S»
npsMo 0e3 mpeABapUTENbHON 00paborku. Yame Bce-
0 UCHOJIB3YIOT TYPOMAMMETPHUYECKHHA METOA C I10-
JTHUCTHPOJOBBIMU 4dacTullamMu mwiu meton ELISA.
HenocraTkoM MMMYHOXMMHYECKOTO METONA SIBIISIET-
Csl TO, YTO OH BBISBIIAET MPOTCONUTHYECKH HEAKTHB-
HbIe (POPMBI IPOTENHA S, KOTOPbIE WHOTJA MOSBIIS-
IOTCS B IJIa3Me.

Oyenka pe3yrbmamos
Vmenvuenue codepocanusi (aKTHBHOCTH) TPOTE-

WHa S HaOJrOIaeTcs IpH:

*  BPOX/ICHHOM (HACJICJCTBEHHOM) ACHUIINTE;

*  BPOXJEHHOM (HACJICICTBEHHOM) YMEHBIICHUN
cBOOOHON (ppaknmu mpoTenHa S;

*  3a00yeBaHUSX MEYCHH C HAPYIIEHUEM CHHTETH
4ecKol (pyHKIHH,

*  HeppOTUYECKOM CHHAPOME;

ABC-cunnpowme;

npoTenH §
KRR | AIC 4 ) e e 9V,
AKTUBALNA bX AR ragiokn Paccena .Xa
i Lpyrue akTopbl CBEPTLIBAHNA + PfT + ol = CryCTOK

Puc. 117. MpuHumn onpegerneHus npotemMHa S koarynsiiMoOHHbIM METOA0M
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*  CHUCTEMHOW KpacHOM BOJIYAHKE,

* neyeHuu L-acmaparunazoii,

*  JICYCHUH NEPOPATILHBIMU (HETIPSIMBIMH) aHTUKO
aryJsHTaMH,

*  TpHeMe 3CTPOreHOB (EPOPATBHBIX KOHTpALICIT
THBOB);

*  OepeMEHHOCTH, B IOCJIEPOI0BOM IEPUOJIE;

*  HAJIMYUU ayTOAHTHUTEIN K MPOTEUHY S.

OtHocutenbHbIH Aedumt nporenHa S Habo

naercst mpu noseimennu C4-CI1. C4-CII - 6enok

OCTpOil (ha3bl, €ro KOJIUYECTBO MOBBIIIACTCS B

IU1a3Me KPOBH NP BOCTIAJIEHUH, AyTOUMMYHHBIX

peakiusx, 6epeMEHHOCTH, y )KeHIIHH, IPUHUMA

IOIIMX cTepouHbie KoHTpauentussl. C4-CII on

penensoT METOI0M UMMYHOTYPOUAUMETPUH UITH

ELISA.

OnpedeneHue aHmMumpomM6uHa

B KIMHUKO-AMAarHOCTHYECKUX J1TaOOpaTOpuUsiX
AT onpenensroT UMMYHOXUMUYECKUMUA METOIaMHU
(ELISA, TypOumumerpusi, He(enoMeTpHs), TeCTaMu
C XpPOMOTEHHBIMH CyOCTpaTamMy WIJIM KOaryJsiMOH-
HBIMH METO/IaMH.

MeTtosioM ¢ xpomoreHHbIM cyoctpatom AT or-
penensercst yepe3 ¢axtop Xa unu [la npu Hackl-
IIaroe KOHIEHTpalyy renapuna. [IpuHiun or-
penenenus AT npencrasieH Ha puc. 118. ITpu BbI-
Oope MpeArnoyTeHue OTIAIT METOAY C MCIOJIB30-
BaHMeM ¢.Xa, Tak Kak OH Oosiee cTaOuieH U MoJI-
BEP)KEH MEHBILIUM BIIUSHHUSIM CO CTOPOHBI MHTEP-
(depupyromux Bo3AeHCTBU, yeM TpoMOuH ((axk-
Top Ha).

Hopmaibaelii ypoBenb aktuBHocTH AT B 1uias-
Me B3pOCIBIX KoJieOneTcst B auarnazoHe 75-125%,
3TOT JMANa30H MPAKTUYECKHU OJJMHAKOB MPH HCIIONb-
30BaHMHU pa3HbIX TecT-HabopoB. leduimr AT - ce-
pbe3HbIA (DaKTOp pHCKa pa3BUTHUSI BEHO3HBIX TPOM-
0030B.

Y HOBOpPOXXJEHHBIX ypoBeHb AT cocTaBiser
okosio 50% u gocTUraeT ypoBHs B3pOCibIX K 6 Mec.

Hebonbimoe camkenne AT HaOIrOmaeTcs B cepey-

HE MEHCTPYaJIbHOTO LUKJIA, B TIPEI- U IOCIEPOI0-

BOM TIEpHOJIe, PH TOKCHKO3aX BTOPOH MOJOBHHBI

OepeMEeHHOCTH, B TOCJIEONEPALIIOHHOM IEPUOJIE.

Otu crpury Ooliee BHIPKEHBI Y MAIMEHTOB C IPYII-

noii kposu A (l1), a Takke y HOKUITBIX.

Chuorcenue cooepocanus (axmusnocmu) A T ot-

MeYaeTcst MpH:

*  BPOXK/ICHHOM (HACJICICTBCHHOM) JIC(HHIUTE UIN
aHomarmn AT (CHWKEHHE aKTUBHOCTH WJTH 1yB
CTBUTENILHOCTH K I'€IIAPUHY);

*  3a00NeBaHMSIX MIEUCHH (OITYXOJIH, IUPPO3, ATKO
TOJILHBIN TeMaTHT);

*  HeppOTUYECKOM CUHIPOME (IIPOTCHHYPHSI CBBI
tie 5 r/m);

*  KapUUHOME JICTKHX,;

»  JIBC-cunapowme;

*  MHO)KECTBEHHBIX TPaBMax, TSDKEJIBIX pojiax, o
3[HUX TeCT03aX;

*  TpHeMe CTPOreHOB (EPOPATBHBIX KOHTpALICIT
THBOB), KOPTUKOCTEPOU/IOB;

* seuenun L-acnaparunasoi;

*  MHOTHE [POTEea3bl, BKIIOYAs IPaHyJIOIUTaPHYFO
aJIacTa3y, MOTYT BBI3bIBaTh Jerpananiio AT,
Tect MOKET MPUMEHSATHCS 11 MOHUTOPHHTA

Je4eHHsl TenapuHoM. JmurenbHas remapuHOTEpa-

U MOXKET IPUBOJAUTH K CHIDKCHUIO aKTUBHOCTH

AT B mia3me. JleueHne BHICOKUMU JI03aMU TeIapH-

Ha, 0COOCHHO He(PaKIMOHUPOBAHHBIM TEIIAPHHOM,

NPHUBOJIMT K TPAH3UTOPHOMY CHIDKeHHIO AT 1o me-

xaHmMy notpednenust (puc. 119), ocobeHHo y 6oIb-

HBIX C TSDKEJIOHW MaTOJNIOTHEH, B KPUTUYECKUX CIY-

vasx, npu JIBC-curapome, cercuce, 310Ka4eCTBEH-

HBIX OITyXOJISIX.

Veenuuenue cooeporcanus (axmuerocmu) A T ot-

MEYaeTcsi BO BPEMsI MEHCTpPYalliH, a TaKKe TIPH:

*  OCTPOM BUPYCHOM I'€IIaTHTE;

*  XOJIecTase;

*  TpueMe aHaOOJIMYECKHX CTEPOHIOB;

*  JICYCHUH NEPOpAIbHBIMU (HENPSIMBIMH) aHTHKO
aryJIsiHTaMH.

renaput
i il q)'xamﬁthOK AL ——— m-xa”ATHeam. t {D'xaucmmx
3mepeHne . X8y crarox + XPOMOTEHHbIIA CYOCTPAT — e DNA

Puc. 118. MpuHUun onpeaeneHus aHTMTpom6uHa (AT) XpOMOreHHbIM MeTo40oM
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Mepnon neveHna
renapuHom

BDEM;i

Puc. 119. CHwkeHuve ypoBHa AT B nnasme B Nepvos akTMBHO-
ro nevyeHus HedpakLIMOHUPOBAHHBLIM renapuHoOM

JlabopamopHasi duaecHocmuka
aHmugpocgonunudHozo cuHOpoma u
80/14aHO4YHO20 aHMuKoazysisiHma (CM. makxe
«TpomM603b1. Borr4aHOYHbIU aHMUKOA2Y IsIHM)

IIpn antudochonunuaHoM CHHAPOME B KPOBHU
UUPKYJIUPYIOT aHTHUTENa MpOoTUB (pochonunumoB uimm
¢dochonunua-cBs3anHbIX OenkoB. [Ipu 3TOoM cuHApO-
M€ BO3HHMKAaeT Ja0opaTOpHBIA ()eHOMEH, MpU KOTO-
POM MPOUCXOIUT YIUIMHEHHE BPEMEHH CBEPTHIBAHUS
KPOBHU B TECTax, BBINOJIHAEMBIX Ha (ocomununax
(AYTB, IIB). Otor (eHOMEH BrepBBIC OBUT OMHCAH Y
MallMEHTOB C CUCTEMHONW KpacHOW BOJYaHKOW W IO-
3TOMY MOIYYHJI Ha3BaHUE BOTYAHOYHOIO AHTHUKOATY-
JasiaTa. Kimanvecku, onHako, npu aHTrdochomunu-
HOM CHHJIPOME U BOMTYaHOYHOM aHTHKOATYJSHTE HET
reMOpparnyecKux MPOsBICHUH, HO €CTh BBIPayKCHHAS
TEHJICHIIUS K MaTOJIOTUYECKH YCUIIEHHOMY TPoM0000-
pazoBanuio. Henb3st cTaBUTh 3HAK PABEHCTBA MEXKIY

BOJTYaHOYHBIM AaHTUKOATYJISHTOM M aHTU(Oc)oIu-
MUAHBIM CHHAPOMOM. B HEKOTOpBIX cilydasix MpH Ko-
aryJoJIOrn4ecKuX MpU3HAKaX BOMYAHOYHOTO aHTUKO-
arynsHTa HE HaXOJSIT UMMYHOJIOTHYECKUX MPH3HAKOB
aHTH(POCHONUIUIHOTO CHHAPOMA, B CBOIO OYepenb
aHTU(QOCPOIUNUIHBIA CUHAPOM HE BCErJa COIMPOBOXK-
JIaeTcsl KOaryJoJOorHyecKuMH MpU3HaKaMH BOJTYAHOU-
HOTO aHTUKOATyJIsSHTA.

AnTrdochomunmuaHbI CHHAPOM, COMPOBOXKIAIO-
LIMACS BOTYAHOYHBIM aHTHKOATYJSHTOM, BBISBISIOT
KoMOuHanuen (Hocomunua-3aBUCUMBIX KOAryJIsiy-
OHHBIX 1 UIMMYHOXMMHYECKUX METOJIOB, MIPUYEM Ha-
JIEeKHasl TUarHOCTUKa 00ECTIEYMBACTCS TOIBKO KOMII-
JICKCHBIM MCIIOJIb30BaHUEM Tpynmbl TecToB. Kak mpa-
BUJIO, BOTYAHOUHBIM aHTHKOAryJISIHT PACIIO3HAETCS IO
YATUHEHUIO (OoChOIUIHUI-3aBUCUMBIX KOATYIISILIMOH-
HBIX TECTOB. BOIYaHOYHBIM aHTHUKOATYJISIHT SIBIISCT-
cs HecrequduueckuM HHruOuTopom. Ilpu momospe-
HUU Ha BOJYAHOUYHBIM aHTHKOATYJISHT HEOOXOIHMMO
Ha4YMHATh JabopaTopHbIC aHAJIM3bl CO EKPUHUHIOBBIX
TECTOB M TecTa cMelmMBaHus. B tabn. 29 npencrasie-
HBI JaHHBIE EKPUHUHIOBBIX TECTOB MPH BPOXICHHOM
nedunute pakropos VI u IX, mpu Hanuuuu cnenu-
(uvecKkoro MHrHOMTOpa M BOJYAHOYHOM AHTHKOATY-
nsHTe. BakHO MOMHHTB, YTO HE BCE PEAKTHBBI AJIS
nposeneHnss AUTB ognHakoBO 4yBCTBHUTENBHBI K
BOJIYaHOYHOMY aHTHKOAarysisHty. [nsa anamuza AUYTB
IPH MOAO3PEHUH HA BOJYAHOYHBIM aHTUKOATYJISHT
HEOOXOMMO NPUMEHSATh PEaKTHBBI, COAEPKAILUE Ka-
OJIMH, HO HE 3JIJIarOBYIO0 KHCIIOTY.

BrisiBeHHE BONMYAaHOYHBIX AHTHUKOATyJSIHTOB
NPOBOJAT MOCJIEAOBATENbHO. CHadalla B €eKpUHHH-
rOBBIX METOJax, a 3aTeM B MoATBepxaaromux. Ha
puc. 120 npepcTaBiieH alrOpUTM BBISBICHUS BOJ-

Tabnuua 29

Usmenenus ekpununz08bix mecmog npu 8podxcoentom oedpuyume gpaxmopog VI u IX,
HATUYUU CReYUDUUECKO20 UHSUOUMOPA U BOTUAHOYHOM AHMUKOA2YIAHME

|' Bpoaaenubiii jepuunt

T T
Hurnburop dpaxtopor Boauanounbii

nocie YacoBoil HHKyOau |

Tecrbr .
(haKTOpOB BHYTPEHHEr 0 MY TH BHYTPEHHEI0 NYTH | AHTHKOATY.ISIHT
KonnuaecTso TpoMOOIHTOB | H | H | H wm L
Bpems kpoBoTeuyeHHs H H H
AYTB T T 1
[T H ; H { H nmn T
Teet cmemmpauug. Mceneaosanne n ' ¥ |
Koppexims OO0BIYHO KOPPEKLIHS Het xoppekumun
CEEJ"]\" 1nocjie CMCIINBAHMWSA 4 3
Tecr emewmBanus, Mecnenosanne . |
Koppexums Her koppekunu ‘ Her koppekunn
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OcHoBHbIE [lononxwuTensHele
runokoarynauma Benywwe MMMYHHas naTonoruna
TPOMO03bI, MILEMMN MPU3HaKK TpOMOOUNTONEHNA
akyuwepckan natonorua l noautnsHaa RW

CKPUHUHIOBbI@ TECThI

i i e

e,

KaonuHoBbiii . paa;g;;eaznﬁnu;mou C passeneHHbIM C nnarenuHom
Falijost Paccana TpomGonNacTMHOM LS
. MoaTBEpXAAOWME TECTDI -
Neberoke/ 2 Koppekuua cTpomoii
IXWTOKCOBBIM Mp:?:om? TpomGouwToB NN
WHAEKC aputpothocarngom

Puc. 120. Anroput™ BbISIBIIEHUSI BONTYAHOYHbBIX aHTUKOArynsiHToB

yaHouHoro antukoaryisura (bapkaran 3.C., Mo-
Mot A.IT., 1999).

Eme ogHuM noATBep K IaronIuM TECTOM IS OIpe-
JIeTICHHSI BOJTYAHOYHOTO AHTUKOAryJISIHTA SIBISIETCS TECT
pasBeneHus. B cepum mocnenoBaTenbHBIX pa3BeleHU
aHaJIM3UPYeMOol I1a3Mbl OydepoM akTHBHOCTH (ak-
TOPOB CBEPTHIBAHUS KPOBH, ONpenenseMas Koaryis-
LHUOHHBIM METOJIOM, OTHOCHTEIBHO BO3pacTaeT MpH
HAJIMYUH BOIYaHOYHOrO aHTUKoaryisHTa (tadi. 30).

Ta6nuua 30
Dghexm pazsedenuss Ha aKMUBHOCMb PAKMOPOE
CBEPMBIBAHUS 8 NPUCYMCMEUU BOTYAHOYHO20

AHMUKOA2YNAHMA
i fid
ejibHad |
Pazsenenns u_ 1:2(1:4|1:8
1a3mMa
| AktisHocTs . VIII B cmecn (%) 12 |5 | 4167
| Iepecuer Ha nenBHYIO IIA3MY x| X3 | %5 | x9
Pacqm‘uaf aK'rl!BHDT‘b 12 15120 | 60
| B uenbHoi muasme (%)

I[.TISI MOATBCPIKACHU A JUAarHo3a BOTYaHOYHOT'O aH-
TUKOATYJIIHTA HCO6XO,I[I/IMO OpOBECTU MOATBCPKIAAI0-

LIME TECTHI, HAIIPUMEP TeCT HEUTpaTu3alud Ha TPOM-
oormrax. [lpoBomurcs ompenenenne AUTB u aktuBHO-
ctu (haKTOPOB BHYTPEHHETO IIYTH I1a3Mbl OONBHOTO /10
W TIOCIie MHKYOAuu ¢ TpOMOOIMTaMHU 340pOBOTO J10-
Hopa w sputpodocatuaoM. [Ipn Hanuaum Bomya-
HOuHOro aHtukoarynsarta AUYTB cokpamaercs, a ak-
TUBHOCTH (p)aKTOPOB BO3PACTAET 32 CUET CBSI3BIBAHUSA
9acTu aHTU(HOCOTUNUAHBIX aHTHTEN HA TPOMOOLUTAX
37I0pOBOTO YeJIoBeKa. B rpymmy moaTBep:KIaronix BHe-
CEeHBI TaKKe MHJCKCHI, OCHOBAaHHBIC Ha CPaBHEHUH pe-
3ynbTaToB (hocdommmua-3aBUCUMBIX 1 (ochonmnma-He-
3aBHCHMBIX TECTOB (J1€0ETOKC/3XUTOKCOBBIH HHIEKC).

st yrouHeHus: nuartosa anTu(ocGOIUINAHO-
ro CHHApPOMa HEoOXOIUMO MPOBECTH OINpEICICHUE
KapJUOJIUIMHOBBIX aHTUTEN C MCIIOIb30BAHUEM Me-
tona ELISA. B tabn. 31 npencraBieH nepevyeHb aH-
THQOCHOTUNMUIHBIX aHTUTEN, KOTOPbIE BBISBISIOT-
ca UDA 1 KoarynsanroOHHBIM METOOM.

OnpedeneHue aHMugocgonunudHbIX
aHmumer1 (AQA)

ADA, BrisiBisiemble TBepaodasueiM DA, mpen-
CTaBISIIOT c000 pa3nuyHble KOMOMHAIIMM UIMMYHO-
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Tabrmua 31

Cnexmp anmugpoc@orunudHvlx aumumer, npUCYmcmeyioumux @ colgopomie 6ovibvix A ©@C

Anrndochonunuanbie aHTHTENA, BhIABISCMBIC KapanoaunnHoBbIE aHTHTENA 1R ‘
tRepaodasusiv MDA, B KoTOpoM B KauecTse _Anrnrena k Bo-rmukonpotenty I (B,-GPI)

AHTHI'CHA HCTOJIL3YeTCA KapAHOINITHH Anturena K ApyraM ochonunui-cea3bBalomUM Oenkam .
Autndochonunuinbie aHTHTENA, BLIABISEMBbIE AHTHTENIA K IPOTPOMOHHY —Ii 4
¢ nomouibio hochoanu-3aBUCHMBIX Aururena K Bo-rimkonporenny I (B,-GPI)

KOAryJAalHOHHBIX TECTOB

Anturena k pakropy V

( BOT9aHOMHBIHN i.ll-lTHl\'(Jill')'.'lHli'l'}

AntHrena K paxtopy X

ri100ynuHOB, MpUHaMIeKamuX K kinaccam 1gG u
IgM, pexe IgA. Ompenensior ayToaHTHTeNIa NPOTUB
KapAHoIunuHa, QochaTuanuiIcepuna, [,-TIMKOIpO-
tenHa |. Cnennu4HOCTS AMATHOCTUKU MO aHTHUTE-
JlaM pa3nyHa: aHTUTeNa IPOTHB P,-TIIMKONPOTEH-Ha
| meMoHCTpHpYIOT OONBUIYIO CHEUU(UIHOCTH, HYEM
aHTUTENa K KapAWOIUIUHY WIH IpyruM Qocdonu-
nugam. JlabopatopHslii Auarno3 antudoconunu-
HOTO CHHJIPOMa MOXXHO CTaBUThH TOJIBKO B TOM CIIY-
qae, €CIM COJCpKaHHE NTUArHOCTUYECKUX ayTOAHTH-
TeJ B CHIBOPOTKE KPOBH, BBISBICHHBIX UMMYHO(Dep-
MEHTHBIM METOAOM, MOATBEPKAAeT NaTOJOTUIO TO-
BTOPHO C MHTEPBAJIOM, I10 KpaiiHell Mepe, B 6 Hememb.

Anturena k @J1

Pesynpratel onpenenenuss APA MOryT cCUMTaThCA
MOJIOKUTEIBHBIMH JIMIIb NIPH MX MOBBIMEHUH B 2 U
OoJiee pas3a 1Mo CpaBHEHMIO C BEpXHEH rpaHHIed HOp-
Mbl. Kpome Toro, Heo6X0IMMO UMETHh B BUAY, UYTO
A®A mpuCyTCTBYIOT BCEr/la B CBIBOPOTKE 3J0POBBIX
JI0/IeH, HO OHHM 3a0JOKMPOBAHBI THCTOHAMHU H UX
TUTP NOCTATOYHO HU3KUH.

Onpenenennto ADA MoOXeT MemaTh peBMaTo-
UIHBIA (hakTop, MO3TOMY, eciiu Ha (OHE KIMHHUYEC-
KHX MPU3HAKOB 3a00JIeBaHUSI UMMYHOXMMHYECKHUE
TecThl Ha ADPA n1ar0T OTpULATEIBHBIA PE3YNBTAT, TO
HE00XOAMMO MPOBECTU KOATYJISIHTHBIE TECTHl Ha Ha-
JIMYME BOITYAaHOYHOI'0 aHTUKOAryJIsHTA.

Tecmbl Anisi uccriennogaHusi 4)u6pUHonumuquKoﬂ cucmembi

OcHOBHBIM (pyHKIIMOHAJIBHBIM (epmeHTOM puod-
puHONIK3a sBiIsAeTcs miasMuH. [lpu nusuce pudbpuHoO-
BOTO CTYCTKa IUIa3MHUHOTEH M €ro akTUBaTOpbl (hUK-
cupyoTcs Ha (uOpHHE, Tl UIeT aKTHUBHOE pacllel-
JeHue cyocTpara, Torja Kak B ruiazMe GuOpHuHOIN3
c11ab0 BBIpaXKeH, IJIa3MHUH OJOKUPOBAH ap-aHTHILIA3-
MHHOM.

CrioHmaHHbIl 3y2r106ynuHo8bIl NU3UC

CrnoHTaHHBIH 3yr100yJIMHOBBIA JIM3KUC - TPagu-
LUOHHBIN MeToa oueHku GudpuHonusa. B xucnoi
cpele IMpH HU3KOW TeMIepaType MPOUCXOIUT OCaX-
JEHHE 3>YrIo0yInHOBOWH (pakimuu OENKOB IIa3MBI,
coxepameil GuOpuHOreH, (GakTOpsl CBEPTHIBAHMS,
IIa3MUHOTeH U ero aktuBatopsl (puc. 121). UHrutu-
TOpB! (UOPUHONM3a BHINAAAIOT B 0CAJOK B HE3HAUH-
TenbHOM KonmmdecTBe (okono 2%). Ilocie pacTBope-
HUS 3yrI100yInHOBOM Qpakuuu u oOpa3oBaHus Gpuod-

PHHOBOT'O CTYCTKa OIPEACIISIOT BPEMS €ro JIM3HCa, YTO

oTpaxkaeT GUOPUHOTUTHYECKYIO AKTUBHOCTD IJIa3Mbl.

Ykopouenue epemenu nuzuca syenobyrunog (ak-

TUBalUs GUOPHHOIN3A) OTMEUACTCS MPH:

* yYMEHBIICHUH KOHIEHTpanuu GuOpUHOreHa -
rumno- u aucuOpuHoOreHemus;

*  YBENMYCHHUH COACP)KaHMS IUIa3MHHOI€HA M €ro aK
TUBATOPOB - MAHKPEATHUT, TAHKPEOHEKPO3, METa-

ubpuHoBbIi
CrycToK

AKTUBATOPLI
nnasmuHorexa

MnasmuHores —= nasmux —-l

nao

Puc. 121. KoMnoHeHTbl (ouBpUHONUTUYECKON CUCTEMbI, KO-
TOpble OnMpedensitoT pesynbTaTbl MEeTOAAa «CMOHTaHHbIN Jyro-
OYINMHOBbIA NN3NC>»
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CTa3UPYIOIIMK PaK MpeACTaTeIbHOM KeJe3bl, JErkoro,
SWYHUKOB, METacTa3bl MEITaHOMBI, OIEpaluk Ha
JIETKUX, TPEACTAaTEeNbHON, MOMKETYIOYHOH Kelnese,
THIIEpKaTeXoJaMUHeMHst  (CTpecc, THUPEOTOKCHKO3,
THIIEPTOHUYECKHI KpU3, BBEACHHE aJpCHAJIMHA),
LIOK, MaTOJOTHsl OepeMEHHOCTH, TEpMHUHAIIBHBIE W
JIpyTHE COCTOSHUS, COMPOBOXKIAIOMINECS pa3BUTHEM
JABC-cunngpoma, nMppo3, pak, METacTaTH4eCKoe
NOpaXEHHE TeUYeHH (CHM)KCHHE aH-TUIUIa3MUHOBOM M
AHTHAKTUBATOPHOW (YHKUUM). Yeenuuenue epemeHu
ausuca ayenodyrunos (yruerenue (HuOpHHONU3A)
OoTMeuaeTcs Mpu:
* runepdpuOpUHOreHEMUH,
*  BPOXICHHOMH a-, TUIO- WU AWCIIa3MHUHOTEHEMUH;
*  neduIMTE MIA3MHUHOTEHA U €r0 aKTUBATOPOB - Pe
LUUMBUPYIOIINE BEHO3HBIE TPOMOO3bI, CHCTEMHBIE
BACKYJIUTHI, CETICHC, HeppOTUUECKUI CHHAPOM, TH-
nokoaryssuuonHas craaus JIBC-cunnpoma, mup
po3 neyeHu (HapyIIeHue CHHTE3a TIa3MUHOTEHA).
Tect MOXeT IPUMEHATHCS TP GUOPUHOIUTHYEC-
KOW Tepanuu Ui KOHTPOJsl 3(GEKTUBHOCTH JICUEHHUSI.
Metox TpeOyer ydera HCXOOHOTO COIEPKAaHUSA B
wiasme GuOpuHOreHa, Tak Kak MpH CHUXKEHUHU (uO-
pUHOTEHa BpeMs JIM3HMCa YKOpaduBaeTcs, 4TO TpakK-
Tyercst omnO0YHO Kak runeppudpunonus. [lpu ru-
neppuOpUHOreHEMUH BpeMs JIM3Uca YIJIUHICTCS.
[TosTOMy mpH OTKIOHEHHAX conepxaHus (GuOpuHo-
reHa B IUIa3Me, a TaKKe HENOJHOLEHHON MOJIMMEpH-
3aunu (GUOpPHHA U TemapuHEMHH BO3MOXKHO ITOTy4e-
HUE OMMOOYHBIX Pe3ylIbTaToB. B cBs3M ¢ opueHTHpO-
BOYHBIM XapaKTEpOM M HEIOCTATOYHOH CIEHH(PHIHO-
CTBIO B MOCJIEAHEE BPEMsI BMECTO TE€CTa CIIOHTAHHOTO
JIM3HUCa 3YrIIO0YIMHOBOTO CTyCTKa HA4ald HUCHONb30-
BaTh OIpENENICHUE OTACIbHBIX (PakTopoB (HUOpUHO-
JM3a, B IEPBYIO OUepeb Ia3MUHOTEHA.

OnipedeneHue nna3muHozeHa

JeduuunT niaasMuHOreHa - OJUH U3 MOTEHIHAIIb-
HBIX (aKTOPOB pUCKa TPOoMOO3a, XOTS KIMHHYECKH

[Tpu nobaBineHUU CTPENTOKUHA3BI (OaKTepUab-
HBIHA TpenapaT, KOTOPBIH HCIONIb3YeTCsl Kak TPOMOO-
JMTHK) K pa3BeICHHOMY o0pasily MCCleqyeMoi IJia3-
MBI 00pa3yercsl IIa3MHHOI'€H-CTPENTOKHHA3HbBI KOM-
IJIEKC, KOTOPBIA obnanaer epMEeHTATUBHON AKTHB-
HOCTBIO M CIIOCOOEH pacUIenIsTh XPOMOT€HHBIN CyO-
crpat (puc. 122). depMeHTATHBHASI AaKTUBHOCTD KOM-
IUIeKca IJIa3MHHOT'CH-CTPENTOKMHA3a HE IMOAaBIIACT-
CSl Olp-MaKpOIJIIOOYJIIMHOM M 0-aHTHILIa3MHHOM. Tec-
TBI, B KOTOPBIX CHa4aJia MepeBOIMIIN TUIA3MUHOTCH B
IUTa3MHH, a 3aTe€M IBITAJIHCH ONPEICIHTh aKTHBHOCTh
TUTa3MHHA, HE MOTYYMINCh HAaJISKHBIMHU, TaK KaK CBO-
OOJHBIN TUTA3MHH MTHOBEHHO MHAKTHBHUPYETCS Op-aH-
TUIJIA3MUHOM, TIPHCYTCTBYIOIUM B ITpo0e.

OnpedeneHue Oo-aHmunia3MuHa

02 -AaHTHIIA3MHH - CaMbIil OBICTPBIN «PEaKTUB-
HBI» WHTHOUTOp IJIa3MHUHA, OH HE MO3BOJSET NpH-
CYTCTBOBATh IUIA3MUHY B KPOBU B CBOOOJHOM BHJIE.
0 -aHTUIUJIA3MUH, TOMUMO IJIA3MHHA, HHTUOHPYET
aKTHBATOPbI [UIA3MHHOreHa - ypokuHasy (U-PA) u Tka-
HeBo aktuBatop (t-PA). JlehunuT op-aHTUIIIa3MHHA
BCTPEYAETCSI OTHOCUTEIBHO PEIKO, HO €CIIM BO3HHKAET,
TO 3TO CONPOBOXKAACTCS TSDKEIBIM T'€MOPPAarn4eCKUM
CHHJIPOMOM, HPOSIBISIOIIUMCS THareIe3HBIMU KPOBO-
TedeHUusIMA. OCHOBHOM NPUYMHON KPOBOTEYEHUH SIB-
JSIeTCsl IPUCYTCTBHE CBOOOIHOTO TUIA3MHHA, KOTOPBIN
paspyiaer Bce TpoMOBI U ierpaanpyer GuOpHUHOTeH.

OmpeneneHue op-aHTHIDIa3MHUHA BMECTE C OIpe-
JIeTICHUeM MHTHOMTOpa TKaHEBOT'O aKTHBATOpa ILIa3-
muHorena tuma 1 (PAI-1), Xl ¢pakropa MmoxHO pac-
CMaTpHUBaTh KaK TECTHl 2-TO YPOBHS, KOTOpPBIE HEOO-
XOIMMO BBIMOJHSATE, €CITU CKpUHUHTOBBIE TecThl (I1B,
AYTB, TB u onpenenerue GyHKIHHA TPOMOOIIHUTOB)
HOPMAJIBHBI, a OOJBHOM CTpaJaeT KPOBOTCUCHUSIMH.

Vmenvwenue cooepowcanus (akmusHocmu) Op-aH-
muniazmura HaOIIoNaeTCs TIPH:

*  BPOXICHHOM (HACJICICTBEHHOM) Ne(HIINTE;
*  3a00NeBaHMUSIX MEUYCHH (HApYIIACTCsl CHHTE3 Op-aH-

9TO MOATBEPKIACTCI HE BCEraa. THILIA3MHHA);
AkTusayuna MNASMNHOTEH + CK  se—-  [T1a3MUHOreH-CK-KOMNNEKC
Namepenne MnasmuHoreH—CK-KOMNNEKE + XPOMOTEHHbIA CYOCTPAT s )\ A

Puc. 122. MpuHUMn onpefeneHus nnasmMmuHoreHa XxpomoreHHbiM MeTogoM. CK - cTpenTokvHasa



Ob6ecneyeHne gnarHOCTMKM HapyLeHui remoctasa B KOJ1

*  JIBC-cungapome;

*  JIeMKO3aX,

*  HeppPOTUYECKOM CHHPOME;

*  MHTEHCHBHOW TPOMOOJIUTUYECKOMN TEPAInH, KO
TOpasi MOXKET BBI3BATh MOTPEOICHHE 0-aHTH-
TUIA3MUHA.

[Tocne skcTpakopropagbHOTO KpoBOOOpare-
HHs ¢ ucnonb3oBanrneM AUK mMoxer HaOmomarscst
UCTOIICHUE 0-aHTUTUIA3MHHA, YTO MPUBOJHT K TH-
nepuOPUHOU3Y, COYETAIOIIEMYCSI C UCTOIICHHEM
¢ubpuHoreHa, Aerpajanyeil ia3MUHOM IDIa3MeH-
HBIX 0eiKoB (B TOM umciie pakTOpoB remMocrasa),
pa3pylieHreM TPOMOOIIMTOB U KPOBOTEUCHUSMH.

[TpyHIMI OnpeneneHnsl o,-aHTHIIa3MIHA 1010~
O€H TEeXHOJIOTUSM ONpe/IeNIeHUs APYTUX UHTUOUTO-
poB (puc. 123). Tak Kak MPOUCXOIUT ObICTpast NHAK-
TUBAIMA IJIA3MHUHA 0p-aHTUTUIA3MUHOM, TO CTaJIHsI
WHTUOUPOBAHUS M CTaJUsl U3MEPEHHS CTAPTYIOT
NPAKTUYECKH OJHOBPEMEHHO (YTO MO3BOJIIET TIOBBI-
CUTb CHIELM(UIHOCTH METO/1a MIPH CHIKEHHOM aKTHB-
HOCTH MHTHOUTOPA B TUIA3ME).

OnpesneneHue uH2ubumopa akmueamopa
nnasmuHozeHa muna 1 (PAI-1)

PAI-1 B kauecTBe OCHOBHOTO MHTHOUTOpA ypo-
kuHa3bl (U-PA) u TkaHeBoro aktuBatopa (t-PA) ur-
paeT BaXHYIO pOJIb B KOHTPOJIC 32 aKTUBHOCTHIO
bubpunommsza. Onpenenenue PAI-1 gacto Bimrova-

eTcsl KaK OJJMH U3 TECTOB NpoQuiist (TTaHEeNH) OLEHKH
TpoMOOpUIHH. Y GONBHBIX ¢ KPOBOTECUEHUSIMU He-
SICHOTO T'eHe3a ¢ HOPMaJIbHBIMU CKPUHUHTOBBIMU
tecramu iepurut PAI-1 Moxxer ObITh IPHUIMHON Ma-
Tostoruu. McTuHHBINA neUIUT BBIABISETCS OTHOCHU-
TEJIBHO PEJIKO, HO COIPOBOXKIACTCS TSHKEIBIMU KpO-
BOTCUCHUSMH.

[ToBbmmenne PAI-1 BcTtpedaeTcst JOCTaTOYHO Ya-
cro, Tak kak PAI-1 - 6enok octpoii ¢a3bl. 10 MMe-
eT KIMHWYECKOe 3HaUeHHe, TaK KaK SIBISETCS Mpu-
YUHOM PelMANBUPYIOIIETO BEHO3HOIO TpomOo3a U
OTMEUACTCS YaCTO y MY)KYMH B MPEKJIOHHOM BO3pac-
te. PAI-1 noBbiaercs npu:

MH(EKIMOHHBIX U BOCTIAJIMTEBHBIX MPOLIeCccaXx;

MOCJICONEPALIOHHOM TEPUO/IE;

3710KauE€CTBEHHBIX OIYXOJISIX;

OXKUPEHUH,

TUNEPTPUTITULEPUIIEMUY,

JIEYEHHUH JIEKCAMETa30HOM.

VY G0nbHBIX ¢ MH(PAPKTOM MHUOKap/a MEPCUCTH-
pytomit nogsem PAI-1 paccmarpuBaercst Kak He-
071aronpHUATHBIN IPOrHOCTUYECKUHA MPU3HAK.

Omnpenenenne PAI-1 cocToUT U3 HECKOIBKUX
sranoB. Ha nepBoM sTane HE0OXOJMMO MHAKTHBH-
pOBaTh MHTMOUTOPBI IIA3MHHA - 0-aHTUIUIA3MUH U
0l,-MaKpOIJIOOY/IMH. 3aTeM HCHOJIb3YeTcs  OOIHiA
NPUHLIMIT ONPEIENIEHNUS] OCTATOYHON aKTUBHOCTH JI0-
0aBJIEHHOTO B M30BITKE (haKTOPa, KOTOPBINA JOKEH
TIO/IABIIATHCS HCCIEyeMbIM HHTHOUTOpoM (pric. 124).

WHrnbuposaHwe

MNa3MUH, 36, rox + 0Al o - [TATT + NNA3MUH 7270k

W3mepexne

MNA3MIH 1210 + XPOMOTEHHBIA CYOCTPAT s DNA

Puc. 123. MpuHuun onpeaeneHus oo-aHTMNIa3MUHa XpOMoreHHbIM MeToaoM. Al - koMnneke NnasMuMH-aHTUNNa3MMH

E:f:;&ﬂ;apummpﬂy il 06paboTka Npobbl KNCNOTON 1 BMENHBIM ALON — se————
UHFUBATODOB WHAKTVBALINA 0,~aHTUNNA3MUHE U o, -MakpornodynnHa
WruGuposanye U-PA uni t-PA + PAI-1 == HeakTUBHbIN KOMMNEKC € UHFWBUTOPOM +
0CTATO4HAA akTUBHOCTH U-PA unu t-PA
VHauKaTopHan Octarok U-PA nni -PA + MNaSMUHOTEH sl [1133MIH +
peakuua XPOMOTEHHBIN CYOCTPAT e pNA

Puc. 124. MpuHuMn onpegeneHnss UHrMOGMTOpPa TKAHEBOIrO akTMBaTopa nnasmuHoreHa Tuna 1 (PAM) XxpoMoreHHbIM

MeToAoM. U-PA - ypoknHasa, t-PA - TKaHeBOW akTuBaTop
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ITpu ucnons3oBanuu U-PA meron B TeXHUYEC-
KOM HCIIOJTHEHHH HECKOJIBKO TPOIIE, YeM TPH UC-
MOJIb30BaHUM U30bITKA t-PA, 11 MOXKET OBITH aBTO-
MaTU3UPOBaH HA COBPEMEHHBIX aHATIM3aTOPAX.

Coneprxanne PAI-1 B cucreme IMPKYISILIAK 1101
BEP)KEHO CYTOYHBIM PUTMaM, IO3TOMY MpoOBI MpH
CHCTEMHOM aHaJIM3e HeoOXOMMO OpaTh B OTHO Bpe-
M, Jyduie o yrpam. Kpome toro, PAI-1 - onun u3
CaMbIX HEYCTOWYMBBIX OCJIKOB IJIa3Mbl, TIOATOMY
onpesienieHne HeoOX0MMO MPOBOUTH CPa3y MOcCie
B3ATHS KPOBHU, TPAHCIOPTUPOBKA MOKET IMPUBECTU
K motepe aktuBHocTH PAI-1 B mpobe.

3aBbIIICHHBIE PE3YJIbTATHl TECTA MOXKHO IOJY-
YUTh MPU yBeIM4eHUH aktuBHocTH PAI-2. OTO0T MH-
TUOUTOP TOBBILIACTCS TIPU OEPEMEHHOCTH, TIO3TOMY
B JIaHHOM ciy4ae uccnenoBanue PAI-1 ommcaHnHbIM
BBIIIIE METOJIOM MOXKET JaTh JIOXKHBIE PE3YJIbTaTH.
B nocnennee BpeMsi akTHBHO HCIIONB3YeTCs ONperie-
steanie PAI-1 metonom ELISA mm komOuHammen nm-
MYHOXUMHUYECKHX U ()YHKIIMOHAJIBHBIX METOJIOB.

OnpedeneHue mKaHeg8020 akmusamopa
rnnasmuHozeHa (t-PA)

TkaneBol aktuBarop ruiasmuHoreHa (t-PA) oc-
BOOOXKTAETCSI B KPOBOTOK M3 SHIOTETHATBHBIX KIle-
TOK COCYIMCTOM CTEHKH, Te OH cuHTe3upyercs. [lo-
TOMY auarHoctuka naeduimra t-PA ocHoBbIBaeTcs
HE TOJIKO Ha OMpEICIICHNU KOoHIeHTparmu {-PA B
KpOBH, HO M Ha CIIOCOOHOCTH OCBOOOXKIATHCS U3 CO-
CYIUCTOW CTEHKH MPU CTPECCOBBIX BO3JIEHCTBUSX, B

YaCTHOCTH IPU MaH)XETOYHOU mpode (103mupoBaH-
HOM riepeskaTu BeH). CHauaa onpeiensoT 6aso-
BbIif ypoBeHb t-PA, norom Ha 10-15 MunyT Ha npea-
TJIeYbe HAKIIAIBIBAIOT JKT'YT WM Pa3lyBalOT MaH)KeT-
Ky, BbI3bIBAIOIIYIO BEHO3HBIH CTa3, 3aTeM OepyT BTO-
PYIO HOPLUIO KPOBH, B KOTOPOM MOBTOPHO OMpe/e-
msitoT t-PA. CpaBHHBAIOT pe3ysbTaThl 00E€UX Mpoo.
N3-3a OBICTPOl MHAKTUBAIIMM TKAaHEBOTO aKTHBa-
Topa masmuHorena PAI-1 u npyrumu uHrubuTopa-
MU MpoObI KPOBU HEOOXOMMO HEMEIJICHHO 3aKUCIUTD,
4TOOBI MPEAYNPEIUTh HHAKTHUBANUIO {-PA In Vitro.
B Hacrosiiee Bpems BBITYCKAlOTCS CIElMaIbHbIE
NPOOHPKH C KUCIBIM aHTHKOAryastHToM. t-PA nme-
€T CYTOYHBIH PUTM, IOITOMY €ro HEOOXOAUMO OIl-
penensTh Tak xe, kak PAI-1.

t-PA 00i1aiaeT BEICOKOI aMUAA3HON aKTHMBHOC-
TBIO, TO3BOJISIONIEH S(PEKTUBHO MCIONB30BATh IS
€ro OINpEeAeTICHHs METO]I XPOMOTEHHBIX CyOCTpParoB.
OnHako npy HU3KKX KoHIeHTparusx t-PA B mazme
TpeOyeTcs MPOBEACHUE JOMOTHUTENBHBIX IPOLETYD
HENpsIMOTO ONpEZIeNIeHNs] aKTUBHOCTH (hepMeHTa de-
pe3 IUIA3MUHOTEH U MCHOJIB30BaHHUE PACTBOPHMOIO
¢udpuna (puc. 125).

Omnpenenenue t-PA npoBoautcst y GONBHBIX €
TpoMmOo(HMelt Kak 4acTh TIAaHEM TECTOB HA BbIsBIIE-
HME NPUYHHBI TPOMOO(MIIHHK, 0OCOOEHHO NPH Harpy-
30YHBIX MaHXeTO4HbIX Mpobax. IloBbimeHue t-PA
nocsie uH(papKTa MHOKap/a paccMaTpUBAETCS Kak
HeOnaronpusTHeIN (hakTop. Hapyienue ocBoOoskie-
HuA t-PA mocrie BEHO3HOTO CTa3a OMMCaHo y 00Iib-
HBIX C TPOMOO03aMH1 U N1ATOJIOTUEN MOYEK.

WHakTuBauna
Kl
Y y— 3akucnenue npobbl KPOBW Cpasy nocne B3ATUA OT NauKeHTa
' pacTBOpUMbIiA hnbpuH
= + NNasmMnUHOreH nn H
Onpenenexne Anpoga + NN1a3MuHore 2 azmu
XPOMOTEHHBIN CYOCTPAT = - DNA

Puc. 125. MNprHUMN onpeeneHunst TkKaHeBOro akTneBaTopa nnasMmuHoreHa (t-PA) XpoMoreHHbIM METOA0M
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Tecmbl akmusauyuu ceepmbieaHUsA Kposu

OnpedeneHue D-0umepos

D-mumveps! - 310 crienuduyeckie mpoayKThl Jer-
panmanu (puOpHUHA, BXOJMBIIETO B COCTaB TPOMOa.
OHu 00pazyroTcst B IpolLiecce JU3Uca CrycTka KpoBU
IO BIIMSIHUEM IUTa3MHHA U HEKOTOPBIX HECTeU(H-
yeckux GpuopuHonuTukoB (puc. 60). Konmenrparms
D-mumepoB B CHIBOPOTKE MPOMOPIMOHATBHA AKTHB-
HOCTH (PUOPHUHOJIM3Aa U KOJIMYECTBY JIU3UPYEMOTO
¢ubprHa. DTOT TECT MO3BOJISET CYUTh 00 MHTCH-
CHBHOCTH IPOLIECCOB 00pa30BaHUs M pa3pyLICHUS
(UOPUHOBBIX CT'YCTKOB.

Onpenenenrie D-numepoB MpoBOAUTCS UMMYHO-
(bepMEHTHBIM METOZIOM C HCIIOJIb30BaHHEM MOHOKJIO-
HAJIBHBIX QHTHUTEN, IMMYHOAU(}Y3HH, METOIOM TYyp-
OumuMeTpuy, JaTekc-arrmoTuHarmu (tadn. 32). Bo
BCEX METOJAX MCCIIEIOBAHMS MCIOJIb3YIOTCSI MOHO-
KJIOHAJILHBIE aHTUTENAa K snuronaMm Ha D-mumepe,
KOTOpbIe 00pa3ytoTCs MPU pacIleryIeHUH HepacTBO-
puMoro (pubprHa TIIa3MUHOM. DTUX SMUTONOB HET
Ha (PMOpPUHOTeHe M PAaCTBOPHMBIX (PUOPHUH-MOHOME-
pax, mostromy D-mumepsl - okazaTenb TOro, 4To B
niporiecce (HOPUHOIM3A paCIIeTUIseTCss UMEHHO (hHO-
puH, a He ¢pudprHOTeH WM GuOpUH-MOHOMEpBL. [1o-
CKOJIBKY 3TH aHTHUTEJIa HE B3aUMOJIEHCTBYIOT ¢ (pub-
PHUHOT'€HOM, UCCIICIOBAHUSI MOTYT IIPOBOJIUTHCS KaK
B TIa3Me, TaK U B CBIBOPOTKE.

[Tpunimn Tecta, ocHOBaHHBI Ha MeTonie ELISA
Ha TBepoH (hasze (CTpUNIHMpOBaHHbIE TUIAHIIETHI), C
HAHECEHHBIMH Ha TIOBEPXHOCTh TIACTHKA MEPBUYHbI-
MU aHTHTEJIaMH, MoKa3aH Ha puc. 126. Tak kak D-au-
MEpBI - HE CTAHIAPTH30BAHHBINA aHAIUT, TO Pa3HBIE
METOJIbI MOT'YT MOKa3bIBaTh Pa3HbIE PE3yIbTATHI,

HECMOTPSI Ha TO, YTO MCTIOJIb3YIOTCS CIEIU(pUUeCKre
AHTHTEJIA U KATMOPaTOPHI.

Ha onpenenenue D-numepoB MpakTUYECKH HE
OKa3bIBACT BIIMSIHME TEXHHUKA B3ATHSI KPOBH, TIPHMECh
TPOMOOIIMTOB, HE TpeOyeTcsi UCTIOIb30BAHUS UHTH-
OUTOPOB /IS TTOJIABJICHUS IPYTHX (DAKTOPOB.

[ToBbimenne ypoBHs D-muiMepoB B KpOBH OII-
penensieTcs Mpyu BOSHUKHOBEHUH BEHO3HBIX TPOM-
00308, arepoTpoM0O03e, TPOMOOIMOOIUHU JIETOYHOM
aprepun, JIBC-cunapome, mocie onepaimii, oco-
OCHHO MpH OOJIBILIOM OTIEPAIIMOHHOM TIOJIE U JIPY-
T'MX COCTOSIHUSIX C IMOBBIIIICHHBIM 00pa30BaHUEM

RO=D=

D

Puc. 126. MpuHuun metopa ELISA ana onpeaeneHusa D-au-
MepoB. Crieuunduryeckne aHTMTENa HaHeCceHbl Ha TBEPAYHO
dasy (nnactuk). C HMMK B3avmogencTByeT cybbeanHmua D ns
npobbl 1 OCTaeTcs MMMODMNM30BaHHOM Ha TBepadon dhase, Jo-
6aBnsOTCA MPOSIBNSIOLLME aHTUTENA, KOHBIOMMPOBaHHbIE C dep-
MEHTOM, KOTOpbIE MOMYT B3auMOAENCTBOBaTbL TONbko ¢ D-au-
Mepamun. HecBszaBlumecs aHTUTena oTMbIBalOTCs, AobaBnseT-
csa cybeTpaT Ansa depmeHTa, No M3MEHEHU0 OKpacku PacTBo-
pa onpegenseTcsa konndectso D-ammepos, D-moHomepsl, dhop-
MupytoLLmMecs npu gerpagaumv pubprHoreHa u Bxogsiine B
coctas NOP, He onpegenstoTca TecToM Ha D-anmMepbl

Tabnuua 32

Xapaxmepucmuxu memo0oog onpedenenus D-oumepos

MeTtoa onpeaenenns

IpeamymecTsa T

Henocrarkm

DA

Bricokas YYBCTBHTCIBHOCTE

Boicokas LeHa e IMHHYHBIX
HCCIIEI0BAHMI, MPH MIAIIEYHOH
TEXHOJIOIHH — 3a/1€P/KKa aHATIH30B

ATTIHOTHHALHA YPHTPOLHTOB 1ETbHOH KPOBH
lﬂ\)}\tllfﬂ ArTITOTHHALINA

Huskas uena, 6pictpoe
BBINOJIHEHHE

HyBCTBHTENBHOCTDL HIAE, Cepas
30Ha, CyOBbeKTUBHBIH (akTop

MemOpannas ummynoaH(pdy3us

BhIcoKkasi 4yBCTBHTEIBHOCTS,
PYTHHHBIC aHATH3bI CAHHHYHBIX
o0OpasiioB

Heobxoaumo cnenmansroe
obopynosanue

Typbouaumerpus, GpoToMeTpHYECKas perucTpaius
arrJIOTHHALIHH JIATEKCHBIX YACTHLL

JIoboii aHanH3aTop, pyTHHHbIE
| aHATH3BI € AHHHYHbIX 00pa3IoB

| Bosiee HU3Kas YYBCTBHTEIBHOCTD,
|uem y MDA
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¢ubpuna. D-mrMeps! 10CTaTOYHO JOJTO LUPKYITH-
PYIOT B KPOBH, BpeMs UX IOJIyBBIBEACHUS COCTaB-
nsier Oonee 24 4, noBeieHne D-1uMepoB MOKeT
NEPCUCTUPOBATh B TEUCHHE HECKOJIBKUX HEAETh
1ocJie 0CTporo Tpomoo3a.

VYpoBenb D-aumepoB MOBbIIEH Y OOJBHBIX €
TpoM0O030M ITyOOKHX BeH Oefpa, ¢ TpomMO03MO0IIH-
€ JIETOYHOM apTepHUr, OH MOXKET IMOBBIIATHCS 110C-
Je OOIIMPHBIX XUPYPTUYECKUX BMEIIATENbCTB,
TpaBM, TIPU OHKOJIOTMYECKHX 3aboreBaHusx. Ha 3Ha-
yeHue D-umepoB BIUSIOT Takue (akTopbl, Kak Be-
IUYuHa TpoMmOa, BpeMs OT Haydana KIMHUYECKUX
IIPOSIBJICHUI 10 HA3HAYCHUS aHTUKOATYJISTHTHOM Te-
panuy, MpueM aHTUKOAryJIsiHTOB, Ha (JOHE KOTOPBIX
ypoBeHb D-mumepoB noctosHHO cHipkaercst. 11oaro-
My OoJiee BaXKHOH JUISl HCKJIIOUSHUS JUArH03a TPOM-
003a sBJIAETCS OTpHUIATENbHAs JUArHOCTUYECKast
3HAYUMOCTb TecTa. [Ipudem s pasHbIX TECTOB OT-
puLaTenbHas JUarHoCTUYecKas 3HaYMMOCTh KOJieO-
nercs ot 78 no 100%, ona BbIe y Oojiee UyBCTBH-
TENBHBIX METOJOB, 4TO XapakTepHo Juisi UDA-mu-
arHoCTHKU. D-1uMeph! onpeiesnsitoTest B Moue, HO MX
TIOSIBJICHHE MHTEPIIPETUPYETCS KaK MapKep MOYEUHOM
JTUCHYHKITUH.

lpodykmbi deepadayuu
gubpuHa/pubpuHoeeHa (MN4D)

[Tponykrs! nerpapatmm $pubpuHa/pudbpUHOTEHa
OTPEJIENISIIOTCS TPAAULIMOHHO B OOIIEH IpyIie ¢ uc-
M0JIb30BAaHMEM MOJIMKIOHAIBHBIX aHTUTEN. [Ipu
HTOM aHTHUTENA MOTYT B3aUMOJEHCTBOBATH C 3IUTO-
naMu (pUOpHHOTreHa, OATOMY TpeOyeTcsl He TOJIBKO
UCIIOJIb30BAaHUE CHIBOPOTKHU, HO U TIOJTHOE YaJeHHe
¢ubpunorena ¢ noOaBieHHEM K KPOBU TPOMOHMHA
WINA 3MEUHOTO 5i/1a ¢ TPOMOMHOMOAOOHBIM S deK-
ToM. B nocnennee Bpems s meroga ELISA crammn
UCII0JIb30BaTh MOHOKJIOHAJIbHBIE aHTHTENA K HEO-
SMUTONAM, KOTOpble 00pa3yloTcsi MPH Aerpajaliuu
¢ubpuHa unm GuOpHHOreHa Mo BIMSHUEM IUIa3MHU-
Ha. Tem He MeHee TpynHO oTaUG(EepeHINPOBaTh
[T1®D, obpazyromuecs npu aerpagayy GuOpUHa U3
TpoMOa, ot 11D, chopmupoBaBIIMXCS MTPU JIeTpa-
Jarmu (pUOpPUHOTEHa, OCOOEHHO TPU MCHIOIb30BAHUI
akTUBaTOpOB (ubpuHoAU3a. [ns onpeneneHus
[T/I® mmpoko pacrnpoCTpaHeH METO]I JIaTeKC-arTyIro-
THHALMK. JTOT METOJ JIETKO aBTOMATU3UPYETCs Ha
TypOuaUMeTpax, HO XapaKTepU3yeTCss OTHOCUTEIIb-
HO HU3KOH CHeU(PUUHOCTHIO.

[TonoxurensHas npoda - conepxxkanue 111D B
I1a3Me/ChIBOPOTKE CBbIILIe 0,5 MKI/MII - yKa3bIBaeT Ha:
*  JIBC-cungpowm;

*  TpoM0O03 IITyOOKHX BEH;

*  TpoMOOIMOOJIHIO JIETOYHOH apTEepHH,;
*  MeTacTa3sbl B JIETKHE, PAK IMYHUKOB;

*  (pUOPUHOIUTUYECKYIO TEPAITHIO.

TpombuH-aHmumpombuHosbiti komrrekc (TAT)

Onpenenenne TAT - HOBBIN TECT B TMATHOCTHKE
JABC-cunapoma, OH aKTUBHO BHEIPSETCS B NIPAKTH-
Ky KIMHUKO-JMarHOCTHUYECKUX Jabopatopuid. Kim-
perc TAT u3 cucteMbl IMPKYISIMA TOCTAaTOYHO ObI-
CTpbIii, OH yJAIAETCS B TEYEHHE HECKOJIBKMX MUHYT.
IToaromy npucyrcrBrue TAT B miazme CBUIETENBCTBY-
et 00 00pa3oBaHKK TPOMOKHA iN VIVO HENOCPEICTBEH-
HO B MOMEHT B3SITUSI KPOBU HA MCCIIEIOBAHUE U O BO3-
MO>KHOCTH UCTOLLIEHHUS aHTUKOATyJISTHTOB.

B merone ELISA na TBepmyro a3y HaHeceHbI
aHTuTena K TpoMOuHy. [locne OTMBIBKH TPOSIBIISIO-
IIME aHTUTENA CBS3BIBAIOTCS C AHTUTPOMOMHOM, TIPU-
cyrcrByronieM B TAT, onenka kommyectsa TAT mpo-
BOJUTCA 1BETHOU peakuueil. Onpenenenne TAT
OoueHb UH(GOPMATUBHO B OCTPOM CUTYalluH, HEMOC-
PEICTBEHHO MpH TpoMOooOpazoBanuu. B 3Tom mia-
He omnpezeneHne TAT no nmuarHocTiyeckoMy 3Haye-
HUIO CXOXKE C ompeseneHueM (uopuHonentuaa A
(®ITA), ognako mis TAT MeHee KPUTHYHBIMH SIB-
JSI0TCS TpeOOBaHMsI K MPOLIEAYPE B3ATHUS KPOBH.
Huorma tecT ¢ HEKOTOPBIMU MOAU(DUKAIIUSIMH HC-
HOJTIB3YETCS ISt OTpeiesieHus anTuTpomOuHa (AT).

®pazameHmsl npompombuHa F1 +2

F1+2 - Taxxe HOBBIN TECT, OH OTPAKACT aKTHB-
HOCTb TIPEBPAIIICHHS IIPOTPOMOUHA B TPOMOMH C y4a-
CTHEM IPOTPOMOMHA3ZHOro Komiuiekca ((akrop Xa,
daxrop Va, docdommmmer u Ca?"), kotopsiit dop-
MUPYETCs NPU aKTHUBAI[MH CHCTEMBbI IIA3MEHHO-
ro remocrasa (puc. 127).

Onpenenenne F1+2, Tak sxe kak TAT, npoBoautcs
C LI TMArHOCTUKK COCTOSIHHS THIICPKOATYIISILIUH,
KOTOPOE MOYKET OBITh 3HAYMMBIM IPH OCTPOM M XPOHH-
yeckoM JIBC, Tpom603e TiryOoKuX BeH Oepa, SMOoin
JICTOYHOM apTePHH, 3TOKAYSCTBEHHBIX OITYXOJISIX M OCT-
PBIX MHUEOM/IHBIX JIEHKO3aX (IPOTEKAIOMINX C aKTHBa-
IM€eil CHCTEMBI CBEPTHIBAHNS), HATMYKMH (PAKTOPOB PHC-
Ka TpoMO0AMOOJIHH, OCTPOM HH(pAPKTE MUOKAP/IA U
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cunapoma. F1+2, B otmmune ot TAT, umeror oTHOCH-

TEITFHO MTPOIODKUTEIEHBIN TIEPHOJT IIUPKYJISIIUN B CHC-

Xa Xa TeMe KpoBOTOKa. COCTOSHUE THIIEPKOATYJISIIUA MOXXHO
NpOTPOMBNH 3aperucTpupoBaTh ¢ momombio kak TAT, tak u F1+2,
TOTJa KaK COCTOSHUE THITOKOATYJISIIIMA MOXXHO BBIIBHTH
TONBKO MO yMeHbleHHto F1+2. Tlosromy ompenenenue

Xa Xa
npoTPOMGIH

F142 NpOTPOMGWH 2 M85'1$30TDOM5“H F1+2 mnpoBoguTcs wWHOrga C MEIBI0 MOHUTOpPUHTA
[ | L3 v i i laHTI/IKoaI‘YJBIHTOB HEMPSMOTO JISHCTBUS, 3(PPEKTUBHOCTH
é_é ._.é MPOGHIAKTHYECKOr0 MOAKMKHOTO MM BHYTPHUBEHHOI'O
TpOMOUH F1+2 TPOMOUH pperorys renapuHa.
@I_I B_| | JLT - Omnpenenenne F1+2 MOXHO HMCHONB30BATH IS
i e pellieHusT BOMpOca O Ha3HAYCHWU/HCHA3HAYCHUH Te-

PaneBTUYCCKUX BMCHIATCIILCTB Yy IMAIMCHTOB C I[e(l)I/I-

Puc. 127. O6pa3oBaHue hparMeHTa NpoTpoMBuHa F1+2, [HTOM aHTHKOAIYIIHTOB 1 HPH GepeMEHHOCTH B cITydae

MPOTPOMBUH PaCLLENMSIETCH NPOTPOMBMHAHBIM KoMMekcom PHCKA BO3HUKHOBEHHS TpPoM0O030B (Tab. 33).
B 2 yyacTkax B 2 aTana ¢ o6pa3oBaHueM pasHbIX MPOMEXy-

TOYHbIX MPOAYKTOB, HO 0BsA3ATENbHBIM POPMMPOBAHMEM TPOM-

6uHa 1 coparmenTa F1 + 2. Mexay konudecTeoM parmeHtos PubpuHonenmud A (®I1A, FPA)

F1 + 2 1 konn4ecTBOM OBpasytoLLierocsi TPOMBUHA CyLLLECTBY-

€T CTEXMOMETPHYECKOE COOTHOLLIEHME @OIIA ormenusercs OT MOJEKYJbl (QuOpHHOreHa

TpoMOuHOM (puc. 44), Mo3TOMY NpH TPOMOWHEMHH

konuuectBO DITA B mnasme yBenuuuBaercs. Onpene-
nocneayromer TpomoonuTiueckoil Tepanun. Mcecneno- neane ®PIIA nmocTaTodHO JaBHO HMCIONB3yeTCs Kak
BaHue F1+2 mone3Ho uCIonp30BaTh MPYU MOHUTOPHHIE MApKEp aKTHUBAIMK TeMocTa3a. B coBpeMeHHBIX Habopax
JIEKAPCTBCHHOW KOPPEKIIUK COCTOSHHSI TUIIEPKOAryiisi- uconb3yercss merox ELISA ¢ MoHOKIOHaIBHBI-MH
UM, B YaCTHOCTHU TIPH JICUCHUH T'eApUHOM U KOHIICHT- anTuTeNiaMu. DITA - oyeHb 4YyBCTBUTEIBHBIH TECT Ha
paramu antutpombuna. Onpenenenne TAT u F1+2 xa-norpebiienne  (QuOpUHOreHa, €ro KOHLEHTpaLus
pakTepu3yeTcs BBICOKOH aHAMTHYECKOH UYBCTBUTENb- OBBINIACTCS MPU PA3JIMYHBIX 3200JIEBAHUSIX C TPOM-
HOCTBIO, TIOATOMY MX YBEIHYCHUE MOXKHO 3apPETHCTpPH-

pOBaTh A0 MOSBICHUS KIMHUYECKUX npu3HakoB JIBC-
Tabnuuya 33

Ilpumepul pewienuss 0npoca 0 HaA3HAYEHUU AHMUKOASYISAHIMHOU mepanuu 'y 3 nayuenmos ¢
oepuyumom anmumpombura (pepepernmmusie snauenuss AT > 80%, F1 +2 < 1,4 umonw/n)

THoxssaress (NOCACAORSNRY Maumnent 1 Maunent 2 Maunent 3
NoBTOPSINCH 4 pa3ia)

1. AT (%) 41 48 49

F1+2 (uMoib/m) 3.70 1.36 2,82

2. AT (%) 43 52 -

F1+2 (amone/n) 2,83 1,53 4.60

3. AT (%) 46 49 -

F1+2 (amosne/n) 391 1,26 5.77

4.AT (%) 4 5 e~

F1+2 (Hmosb/1) | 341 6,83

JlaGoparopHoe 3aKi04eHHE | VBesnuenne F1+2 Her min MuHuMansHoe | [TocTosnHoe yBennyeHue

nossitenne Fl+2 {F1+2

Knunuveckne qanHble 2 cayyas Tpombo3a He GsL10 TpOMOO30B BepemeHHOCTE
3a 1oc/eiHee BpeMs

PexomeHaannm 1o JIeUeHnIo Iposomkats npuem Her neobxoaumocTy ITpodunaxTuueckoe
HENPAMBIX AHTHKOATYIAHTOB | B JICUYCHHH HA3HAYEHHE rernapuHa

HO.TIy)KI/IpHBIM H.IpI/I(l)TOM BBIJICJICHBI ITOKA3aTCIIN, BBIXOAAIIUEC 3a I'PAHULIBI IIPUHATOIO B J'Ia60paTOpI/II/I pe(l)epeHTHO-
IO Juaria3oHa.
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060oMOonueil. PesynbraTel Tecta 0YeHb CHIIBHO 3aBH-
CAT OT MPOLENyphl B3ATHS KPOBH, Ja)ke HEOOJbIINE
OTCTYIUIEHHUS OT MPONHCAHHON CXEMBI MOTYT BBI3BAaTh
3HaYUTENbHBIE cCABUTH B ypoBHE PIIA B mpobe.

Pacmeopumbie ¢hubpuH-MOHOMEPHBIE
komnnekcol (POMK)

[Ipu psine ¢popm maTonoruu, XapakTepu3yOIHXCs
akTuBanen cseptbiBaHus kKpoBu (IBC, TpomO603bI,
TpoMOODUITHH), TIPOUCXOAUT pacIupeHHe Mmyia Gpuopu-
HoreHa. B Hopme B kpoBH U3 myna (GHOpUHOreHA MTPUCYT-
CTBYET MPAKTHUECKU TOJIBKO caM (UOPHHOTEH B KOJIH-
gecte 1,8-3,5 1/11. Bee ocranbhbie npoaykTsl (puc. 128)
HaXOAITCSl B MUHUMAIBHOM KOJIMYECTBE, KOTOPOE MpaK-
TUYECKHU He onpeensiercs JabopaTOPHBIMU TECTaMH.

[Ipu IBC-cunnmpome 3a cder cBOOOJHOIO TPOM-
OuHa MPOMCXOAUT TMOCTOSHHBINA Hporecc TpaHcdopma-
uuu GuOpuHoreHa B GUOPHH C MOSIBICHHEM B KPOBU
¢ubpunonenTuaoB A u B, HakorieHHEM MOHOMEpOB
¢ubpuna. AktuBanusi GpuOpUHONHM3a COMPOBOKIACT-
cs moBbleHHBIM oOpa3oBanueM [1J1D. 11D Bzaumo-
JIEHCTBYIOT ¢ (pUOpHH-MOHOMEpPAaMH, YBEIHUUBAs KO-
JIMYECTBO PACTBOPUMBIX (HOPUH-MOHOMEPHBIX KOMII-
aekcoB (POMK). POMK - s3to ¢puOpruH-MOHOMEpHI U
OJIUTOMEpHI, a Takke Ux Komruiekcs! ¢ [1IJ1D (puc. 129).

[Mapakoa2ynsiyuoHHbIe mecmbl

Jlns BBHIABICHHS PAcTBOPUMBIX (UOPHUH-MOHO-
MepHbIX KommiekcoB (POMK) B KJJI tpaauuuoH-
HO MCIOJIb30BaJH TaK Ha3blBa€Mble Mapakoaryisiu-

OHHbIE («Teb00pa3yIoNIne») TECThl - IMAHONIO8bLU T
npomamurcyavgpamuoii. OQHAKO M3-32 KaueCTBEHHON
OLIEHKH pe3yJbTaTOB OHU MajouH(OpMaTUBHEL. Pa3-
JTMYHBlE MOJU(PUKALUU NPOTaMHUHCYNb(AaTHOTO Te-
CTa ¢ KOJMYECTBEHHBIM U MOJYKOJHMYECTBEHHBIM
HpeAcTaBICHHEM pe3ylbTaTa MalOTOYHBl U MIOXO
BocTpon3BoAuMBL. [IpoTamuHCyIbhaT CBA3BIBaEcTCA
C TEHapuHOM, T03TOMY y OOJBHBIX, TONyUYaBIIUX Te-
HapuH, NPOTaMUHCYNb(QATHEIH TecT AaeT OTpULa-
TeNbHBIA pe3yibTar. B HacTosAmee BpeMs 3TU TECTHI
MOXHO CUUTATh YCTaPEBIIUMH.

B nocnennee BpeMms cTal akTHBHO HCIOJIB30-
BaThCSl MapaKkoaryJIALHOHHBIA opmogenanmponuno-
gviti mecm. C MOMOIIBIO OPTO(HEHAHTPOIMHOBOTO
TecTa BO3MOJKHO HE TOJBHKO KauyeCTBEHHOE, HO H KO-
nuuecTBeHHOe ompenenenne POMK. I'emapunoTtepa-
sl ¢ coAepKaHWEM renapuHa B Iia3Me KPOBH 10
kKoHIeHTpanuu 10 ex/mMn He BIMSAET HA Pe3yNbTaThl
tecta. OpToeHaHTPOIUHOBBIN TecT 0oJiee UyBCTBH-
TENEeH, YeM Jpyrue mapakoaryislmHOHHBIE TECTHI.
OaHaKo mpu OCTPO MPOTEKAWINUX (KaTacTpoduduec-
kux) ¢popmax JABC ¢ rny6okoit rumodubpuHOreHe-
MHEH TOKa3zaTenu MapakoarylsMUOHHBIX TECTOB
MOTYT cHHXaTbcA. KpaTkas xapakTepucTHKa W JH-
arHOCTUYECKOEe 3HAYEHHE MPEACTABICHHBIX BBHILIE U
JOMOJHUTENbHBIX TECTOB AKTHBALMU CUCTEMBI T'€MO-
cTa3a gadbl B Ta0i. 34.

B tabn. 35 cymmupoBaHnbl Haubosiee BEpOSATHBIE
MU3MEHEHHs 1ab0paTOPHBIX TECTOB NPH HEKOTOPBIX
HaTOJOTHYECKHX COCTOSHUSAX.

— [®ubput-moxomep| + [SMA] u [GMB]

| PuGputoren| —=[PuGpus-moromep| + [GMA] n [MB]

Xllla

| Hepacraopumbiit chuGpmH

PaC

Puc. 128. Myn meTtabonutoB pmbpuHoreHa B Hopme. U3
0603Ha4YeHHbIX NPOOYKTOB B KPOBU MPUCYTCTBYET TOMNMBKO Cam
GmbpuHoreH, Bce octanbHble METabONUTLI HAXOOATCA B UCHE-
3atoLLe MarbIx KOnm4ecTBax

Alla
POMK
e

PubpuHoNu3 | nao . T

Puc. 129. Nyn metabonutoB ¢mbprHoreHa npu OBC-cuH-
Apome. KonnyecTtBo hmbprHOreHa CHUXAETCs, MOsBNAOTCA
npoayktel aerpagauum cpubpuna (MNAOP), dpmbprHonenTuabl
(PI1A n ®IB), pacTBOpUMbIE (PUOPUH-MOHOMEPHBLIE KOMMIIEK-
cbl (POMK), POC - peTnkynosHaoTenmnaneHas cuctema
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Tabnuua 34

Mapkepvl akmusayuu cemocmasa

MMokazarens XapakTepucTuKa Jduarnocruyeckoe 3HaYeHne
D-aumepsi [Ipoaykrel, obpasyroumecs npu iausuce (pubpuna | Boasnenne/nekmovenne [IBC, tpombosa riy6o-
[0/ BIHAHKEM IU1a3MuHA. HakammBaroTes IpH | KHX BeH, 3MO0IIMH JIeroYHOH apTepnu, OLeHKa
AKTHBALMN FeMOKOAryIMIUHH H GHOpHHOII3A 3 ek THBHOCTH TPOMOOTHTHHIECKOI Tepalliy
TAT - Komittekcs! szaumoeiicTsus tpombuna u anti- | Bemsrnenne/uckmouerue JIBC, tpombosza riybo-
TpoMOHH-aHTH- tpombuHa. OTpakaoT KONHYecTBO obpa3syiolile- | KHX BeH, IMO0JIMH JIETOUHOH apTepHH, KOHTPOIIb
TPOMOHHOBBIEE rocs TpPOMOUHA B CUCTEME HUPKYIISITHN 38 KO- 32 JIEYCHHEM aHTHKOArYIITHTAMH
KOMILIEKC POTKHIf epHozL
F142 - VKa3bIBaIOT Ha akTHBAUMIO nporpombuHa (ax- | Beusenenne/nexmouenne JIBC, tpombosa raybo-
thparmenTh! Ipo- [ TopoM Xa i Ha oOpa3loBanue TPOMOMHA in vive. | KHX BeH, IMOOIMH JIeroYHON apTepyH, KOHTPOJIb
TpoMOHHA OTpakanT KOIHYECTBO 00pasyIomerocs 33 JICYEHHEM TernapHHOM U HEMPAMBIMH aHTHKOA-
TpoMOHHA B CHCTEME ITUPKYISIHHA rymaaTamMu. Hacienc teeHHbIH
32 JUTNTeNEHBIH TIEpHO WM MPHOOPETEHHbIN AehUIIAT HHTHONTOPOB
POMK DubpHH-MOHOMEPL! H OJTHIOMEpEL. a Takue ux | Bemsaenne/mexmouenue IBC, Tpombosa raydo-
komIekes! ¢ TIMD. OTpaxkaoT akTHBHOCTD KHX BEeH, SMOOIHH IErOYHOM apTepHH, KOHTPOIb
TpoMOMHA in Vivo 3a JIeYEHHEM AHTHKOaryasHTaMu
DIIA - [poaykr nporeonusa GubpuHoresa, Brsemenne/nexmouernue JABC, tpombosa rnydo-
Gudpuno- OTtpasaer akTHBHOCTh TPOMOWHA in vivo KHX BeH, 3MO0IIHH JICroYHOI apTepiH, KOHTPOIL
HenTHa A 38 JIeYeHHEM AHTHKOATY/ISIHTAMH
naie [Mpoaykrer nerpagauun hubpuna/dubpunorena | Onperensior coctosiuue rutephubpuHoNusa,
101 BIHAHAEM TIa3MHHA MOBBIIAIOTCS Y BONLHBIX ¢ TPOMOO3aMH
(peaxrusHelll Gubpunonus) u JIBC, nipu nedenun
(pHOPHHOIHTHKAMH
ITAIl - Otpasaer obpazopaHue NAa3MUHAa in vivo Beisenenue runep@uoprHOIN3a Wi PeakTHBHOTO
M7a3MHH-0-aHTH- (pubpunosmsa, ABC, undapkra MuoKapia, Hecra-
TIa3MHHOBBIH OUIBHOM CTEHOKAPAHA
KOMITTEKC
PF4 — paxrop 4 | Merabomntsi, ocBobok1aeMsle u3 TpoMOonuTos | JInarHocTHKa rUNepakTHBHOTO COCTOSHHMS
TpoMBOIHTOB, B r1asMy. OTpamaroT akTHRaHO TPOMBOIHTOR | TPOMDONHTOB, apTepHaThHOTO TPOMOO3a, MoBpe-
B-TG — B-tpombo- | in vive JKACHUS COCYI0B, HHCY/IBTA
ra00ynuH
vWF — OcBOBOKTACTCS W3 DHAOTEANAIBHBIX KIETOK, JnarHocTika nopaxkeHns COCYIHCTOH CTeHKH,
thaxTop Buure- Mapkep noBpexIeHHs YHA0TEIHANBHLIX KIeTOK | (hakTop pHcKa uH(apkTa MHOKapaa n WHCYITETA
Opanza
™ MembpansIit 0enok B SHAOTENHAIBHBIX KIeTKaX, |/lparHocTHka moBpekIeHns COCYIHCTOH CTEHKH,
B I143ME — MapKep MOBPEXK/ICHNA YHAOTCIINS JIBC-curgpoma
¢.XIIa Axruenbii (axrop XII, ykaseisaer DaKTOp PHCKA CEPACYHO-COCYIHUCTRIX
HA AKTHBAIIHIO KOHTAKTHOMH (assl 3abosesanuii
Tabnuua 35
Hsmenenue nexomopulx noxazameneu akmusayuy 2eMocmasa npu namoio2uu
3aboneBanie TAT | F1+2 | ®IIA | D-numepsr | PF4 ™ ITATI
JABC-cruapom T i T T i 1 il
Axtusanys hubpuroIM3a = - = T = T T
Cocrodmnue rHIepKOATYIAIHN i T 3 T T = =
[pearpoMBoTHYECKOE COCTOAHHE T o = 1 T i =
Wudapkr muokapzia i T i T i i T
MamnHraH3atms =T =T =) il =1 = <
AntidochoUIIIHEI CHHIPOM =i i B il T i =
Wmmynnxas Tpombonmronennygeckas nypnypa (MTID) | — = - = Eh - 20
Tpomboruyeckas TPOMOOIMTONIEHMYECKAs MyPITypa i T i i fe = =




ObecnieueHue TMarHOCTUKY HapylieHuit remoctasa B KJ[JI

Ob6ecneyeHne kayecTBa flabopaTopHON OLEHKM CUCTEMbI reMocTasa

KonTposb kayecTBa B KOAryaoJoTuu sIBISIETCS
LEHTPaJIbHBIM 3JIEMEHTOM obectieueHus dPQexTrs-
HOCTH JUAarHOCTHYECKUX HuccinenoBanui. [lomumo
HEMOCPEICTBEHHOTO KOHTPOJISL 3a CaMOW aHAJIUTH-
4eCcKOW Mpoueaypoid, HeoOXOMMO CTaHAAPTHU30-
BaTh U KOHTPOJIMPOBATH B3STHE M MOATOTOBKY 00-
pa3loB Ha NpeaHanuTuyeckoM 3tare. OleHka mno-
JYYEHHBIX JAHHBIX JOJDKHA MPOBOJUTHCS C YYETOM
COCTOSIHMSI MAIIMEHTa, UCIOJIb3yEMbIX UM JIeKap-
CTBEHHBIX MpEnapaTroB, 0COOCHHOCTEH MOATOTOBKU
oOpa3iia Ha MpeaHATMTUYECKOM JTare, METOIUKU
BBITNIOJIHEHUSI AHAIN3A, UCIIOJIBb3YeMbIX MHCTPYMEH-
TOB U peakTuBOB. O BBICOKOI CTENEHU KaueCTBA U

JMAarHOCTUYECKON 3P PEeKTUBHOCTH J1a0OPATOPHBIX
MCCJIEIOBAHNI MOYKHO TOBOPUTH JIMIIb TOT/A, KOT-
71a IOl KOHTPOJIEM HaXOJUTCS BECh MPOLIECC OT Ha-
3HAYEHMsI UCCIIeIOBAHUS U B3ATHS OMOJIOTHUYECKO-
ro Marepuaa JIo MOJy4eHHs JOCTOBEPHOIO PEe3yiib-
taTta. Pemaronm (pakTopoM NMpaBUIBLHOCTH BbI-
TIOJTHEHUS UCCIIIOBAHMS SIBJISIETCS TIPOBEJICHHE BCe-
00BEMJTIOIIET0 BHYTPUIA00PATOPHOTO KOHTPOJIS
Ka4yecTBa BCEX BBINOJIHAEMBIX TecToB. OnTUMalib-
Hasl CUCTeMa KOHTPOJIS MpeArosaraeT OUeHKy Ka-
YyecTBa JIAOOPaTOPHBIX MCCIIEIOBaHNA HA BHYTpH-
71a00paTopHOM, (eaepaTbHOM U MEXITyHApOTHOM
YPOBHSIX.

CmaHdapmHbie obpasusi (kanubpamopsi)

KammbpaTops! TpeOyroTcst 11 MHOTHX TECTOB.
YacTto Ui IpaKTUYECKUX Leiel UCTIONB3YeTCs CBe-
»Kasi CJIMBHAS TJIA3Ma OT HECKOJIbKHX (He MeHee 5, jxe-
narensHO Ootee 20) 310pOBBIX JOHOPOB (ITyJIMpPOBaH-
Has TU1a3Ma, WM Myi-11azma). OCHOBOH MPHMEHEHHS
MYJ-TUIa3Mbl SIBISIETCS IPECTABIICHHE O TOM, YTO IPH
CMEIIMBAHUU TUIa3Mbl 3HAUUTENBHOTO KOJIMYECTBA
3I0POBBIX JIOHOPOB (B MMITOPTHBIX ITyJIaX CMEIINBA-
eTcsl TUIa3Ma JIECSTKOB U COTEH ThICSY 3/I0POBBIX JI0-
HOPOB) aKTUBHOCTb MPAKTUYECKU BCEX (HaKTOPOB re-
MOCTa3a CTAHOBUTCS CPeIHEH JUTsL JAHHOW MOMYJISLIH
u npuaumaercs 3a 100%, wmu 1 Ex/mi.

Tem He MeHee BO3MOXKHBI KOJICOaHUS! aKTUBHOC-
TH pa3IMyHbIX (PAKTOPOB B IMyJN-IJIa3Max, coOpaH-
HBIX B Pa3HBIX PErHOHAX. JTO CBS3aHO C HECKOJIBKU-
MH (haKTOpamu:

*  HMEIOTCS TeHETUYECKHU JAeTEPMUHUPOBAHHbBIE
0COOEHHOCTU aKTMBHOCTHU PA3JIMYHBIX (PAKTOPOB
B JJAHHOU MOITYJISILUH JIXOJIEH;

*  [IPU UCMOJIH30BAHUH ITyJIa I1J1a3Mbl, HAOpaHHOM
OT OTPAaHUYCHHOT'O KoJIM4ecTBa JOHOPOB (20 u
MeHee), OZIHOHAINPABICHHBIC M3MEHEHHS aKTHB
HOCTH (haKTOpa y HECKOJIBKHX U3 HUX MOTYT BJIU
ATh Ha Pe3YJbTUPYIOLIYIO aKTUBHOCTH (DaKTopa
B ITyJI€.

311 pakTopsl 00YCIABIMBAIOT HEOOXOMMOCTh
(benepaTbHOrO U MEXIYHAPOJHOIO KOHTPOJIS aKTHB-
HOCTU Pa3lMuHbIX (akTopoB B mysne. I[Ipurorosie-
HHE MyJTMPOBAHHOM IIJ1a3MBbI [T KOATyJIOJIOTUYECKOM

JIMarHOCTUKHU TpeOyeT COOMIOJICHUS] HEKOTOPBIX YC-
JIOBHIA.
*  HE0OXOJIMMO COOpaTh MIIa3My OT JIOCTAaTOYHOTO

KOJIMYECTBA JIOHOPOB B TEUEHUE OTPAHUYEHHO

IO BPEMEHU;

*  Mmyn-Tia3My HEOOXOIMMO TIATENbHO MepemMe
marh J0 OJHOPOJIHOM Macchl;
*  palMOHAIILHO XPAHUTH €€ HEOOBIITHMU MOPLU

SIMU,

*  TeMmreparypa XpaHeHHs JIOJDKHA ObITh HE BBIIIIE

-40 °C.

Bce 310 yacTo nenaer HEeBO3MOKHBIM IPUTOTOB-
JIeHUE MyN-IUIa3Mbl B KIIMHUKO-AMAarHOCTUYECKOM
naboparopun. OHaKO y MPUTOTOBICHHON Ha Mec-
T€ TUIa3Mbl €CTh OJHO NPEUMYIIECTBO: aKTUBHOCTh
(axkTopoB B HEWM COOTBETCTBYET CPEIHEN IS MOIY-
JISALUY, PO’KUBAIOIICH B TAHHOM PETHOHE.

AJNbTepHATUBON MyJ-IUIa3Me SIBJISIIOTCS KOMMep-
YeCKHue KOHTpOJIbHLIe IJIa3Mbl, KOTOpLIQ TOTOBATCS
Ha OMOJIOTMYECKOi MaTpwIle (JTydIme U3 Tia3Mbl ye-
JIOBEKA) MyTeM J00aBICHUS OMPEICICHHBIX KOJIH-
4yecTB (DaKTOPOB OT TECTUPOBAHHBIX JIOHOPOB, WJIH
KOMMepYecKHe NMyJIMPOBAaHHbIC IJIA3MBI, IIPU WU3TO0-
TOBJICHUHM KOTOPBIX CMEILIMBAETCS IJIa3Ma JIECATKOB
U JIaKe COTEH ThICAY JIOHOPOB. Takue miia3Mbl, Kak
MIPABUJIO, TIPOXOJAT CTPOTUH MEXTyHAPOAHBIA KOH-
TpoJib. B npojaxke uMeroTCst He TOJIbKO HOPMaJIbHBIC
KOHTPOJIbHBIC TIJIa3Mbl, HO M TUIa3Mbl, JCPHUIIUTHBIC
10 OT/ICIIBHBIM (haKTOPaM.
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OOBIMHO HAa OCHOBE KAJIMOPATOPOB JEACTCs Ce-
pHst pa3BelleHUI U CTPOUTCS KamMOpOBOYHAS KpH-
Bast. Kak npaBuiio, Jyisi MOCTpOeHHsT KATMOPOBOYHOM
KpHBO# ObIBaeT jocraTtouHo 4 passeneHuid. [Ipu ne-
JTMHEHHON KaIMOpPOBKE MCTONB3YIOT 6 pa3BeaeHHi
KanuOparopa.

B cooTBeTcTBHM € KIMHMYECKUMH U aHATUTHYEC-
KUMHU TOTPEOHOCTSAMHU TpEeAIaraloTcsi KamOpoBoy-
HBIE PACTBOPBI ISl CIIETYIOIIMX OCHOBHBIX KOaryso-
JIOTUYECKUX TECTOB:

*  KaMOpOBOYHAs IJIa3Ma ISl YCTAHOBJICHHS aK
TUBHOCTU POTPOMOHMHA, (PaKTOPOB IPOTPOM-
OMHOBOTIO KOMILJIEKCA U BCEX (PAKTOPOB CBEPTHI
BAHU, OTIPEICISEMBIX KOATYJILIMOHHBIMUA M€
TOJJAMH;

*  KaIMOpPOBOYHAs IJIa3Ma ISl KOJIOPUMETPUYIEC
Kux MetozioB onpenenenus AT, nporeuna C;

*  KanmOpoBOYHAS IUTa3Ma [y onpezeneHus Gpuo
pPUHOTE€HA XPOHOMETPUYECKUM HIIU ONITHYEC
KHM METOJIOM Ha OCHOBE ITPOTPOMOHNHOBOTO
BpEMEHH;

*  KaIMOpOBOYHAs ILIA3Ma IS OTPEIeSICHHs] KOH
HEHTpAIMU He(paKIIMOHUPOBAHHOTO M HU3KO
MOJIEKYJISIPHOT'O TeMaprHa.

PedepenTHas miazma - HEHTPaIM30BaHHO MPHU-
TOTOBJICHHAs! HOPMAJIbHAS TIJ1a3Ma, KpUTEpHH U TIPO-

BHympuna6opamopHbIi

K Tecram Ha uccrenoBaHue reMocrasa npeibsiB-
JSIOTCSL TaKue ke TpeOOBaHMS MO KOHTPOJIO Kaue-
CTBA, KaK M K JIPyruM JJaOOPaTOPHBIM HCCIIE/IOBaHH-
aMm. Bce TecTbl B 1abopaTopun JIOJDKHBI OBITH 00ec-
MeYeHbl BHYTPUIIA0OPATOPHBIM KOHTPOJIEM Kade-
CTBa, J1abOpaTOpPHM JOJDKHBI y4acTBOBATh B MPO-
rpaMmax MexJs1abopaTopHOro KOHTPOJISl Ka4ecTBa.

ITpu mpoBeneHny BHYTPHIA0OPAaTOPHOIO KOH-
TPOJIsl KOHTPOJIbHBIE TPOOBI HEOOXOAUMO BKIIFOYATh
B KXyl cepuro usMepenuil. [lo kpaiinenr mepe,
HCCIIEIOBaHMS Ha KOHTPOJILHOU IJIa3Me HEe0OX0 -
MO MPOBOJUTH €KEHEBHO, 00s3aTeIbHO TPH MOCTa-
HOBKE HOBOH CEpHH C HOBBIM PEAaKTHBOM, TIOCIIE MPO-
¢bunakTUKY NprOOopa, MpU BBEAEHUH HOBOTO METO-
Ja win ero Mogupukanuu. s Kaxaoro KOHTpo-
JMPYEMOTO MOKa3aTellsl CTPOSATCS] KOHTPOJIbHbIE Kap-
Thl C UCIIOJIb30BaHUEM, 110 KpaiiHel mepe, 2 KOHT-
POJIBHBIX MPO0 - ¢ MOKa3aTeIsIMU B HOPMaJIbHOM U
narojorudeckom auanasone. Gupma «Bio-Rad»

1eJlypa IpUroTOBIEHUS KOTOPOH ONpeiesieHbI B
crangapre DINS8939-1.

CmaHdapmsi BO3

JU1si HEKOTOPBIX AHAIMUTOB, OIPEJENIIEMBIX B
KIMHUKO-TMarHOCTUYECKUX J1aboparopusx, Beemup-
Has opraHu3aims 3apaBooxpanenus (BO3) pexomen-
IyeT MEeXAyHapoaHble CTaHIapThl. Ha ocHOBe 3THX
CTaH/IapTOB HM3TOTOBJIEHbI CTAHAAPTHHIE OOpa3IIbl
(TepBUYHBIE CTaHIAPTHI), KOTOPBIEC MPEIaratTcs
MIPOM3BOUTENSAM KOMMEPUYECKUX HAaOOpOB, a T€ B
CBOIO Ouepe/lb MPOU3BOJST BTOPUYHBIE CTaHIAPTHI,
TECTUPOBAHHBIE TI0 MEPBUYHBIM CTaHIapTaM. BTo-
pUYHBIE CTaHAAPTHI (hacyrOTCsl BMECTE C BBITyCKae-
MBIMH KOMMEpPYECKUMH Habopamu peakTuBoB. Cpe-
i cranaaptoB BO3 st cucteMbl reMocTasa mmpo-
KO W3BECTEH CTaHIapT TPOMOOILIACTUHA, UCIIONb3Y-
eMblii B Tecte npotpomOuHOBoe Bpems (I1B). Oup-
MaMH-M3rOTOBUTEISIMH CTaHAAPTU3ALMS 110 «UHJIEK-
cy uysctButenbHOCTHY (ISI, mmn MIY) npoBowmrcs
10 OJJHOMY M3 MEXKIyHapo HbIX 3tanonoB (RBT/90,
BCT/253 u ap.). DTOT MHIEKC YyBCTBUTEIBHOCTH,
€CJIM OH OIPEZIENICH, YKa3bIBaeTCsl HAa YIIAKOBKE pea-
IeHTa U B MHCTPYKIMU K BBITYCKaeMOMY TPOMOO-
IUIACTHHY.

KOHMpPOoJiIb Ka4ecmea

(HanboJIee M3BECTHBIN MPOU3BOIMTED KOHTPOJIBHBIX
MaTepHalioB B MHPE) JUIS IPOBEICHMST KOHTPOJIS Ka-
YecTBa BBIMYCKAET KOHTPOJILHBIE MaTepHaIbl IS
UCCIIEI0BAHMsT KOArYJISAIMK 3 YPOBHEH IO OOIIHM
nanmenoBanreMm «Lyphochek Coagulation». Ecin
HIPOBOIUTCS JIEKAPCTBEHHBIM MOHUTOPHHT, TO JKeJIa-
TEJLHO WCIIOJIb30BaTh KOHTPOJILHBIE MaTepHaNIbl C
TOKa3aTeJsIMK B TEPalleBTHYECKOM Juarnasone. [pu
UCIIOJIb30BaHUM aBTOMATHYECKMX KOaryJOMETPOB
YacTo peakTHBHas 0a3a 3aKphITa, B 9TOM Cllydae He-
00XO0JIMMO HCIIOJIB30BaTh KOHTPOJILHBIE MaTepHalIbl
VIS JIAHHOM TEXHOJIOTWH, TIPEIOCTABIIAEMbIE TIOCTaB-
IIMKaMH1 TaKOU MPOTYKIIHH.

B citydae OTCYTCTBHSI KOHTPOJIBHBIX MaTEpPUAaOB
C YCTaHOBJIEHHBIMH TTOKA3aTEIISAIMHK JIISi KOAryJIOJIOTH-
YECKUX TECTOB CJIEyeT PUMEHSTH aTMKBOTHPOBAHHBIE
CJIMBHBIE TUIa3MbI JUTl KOHTPOJISI BOCIIPON3BOIMMOCTH.

Tpebosanust K aHAIUMUYECKOMY Kauecmesy, TIPU-
HSTHIE B HACTOSIIEE BpeMsl B POCCHH, M3II0KEHBI B
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IBYX AOKyMeHTax: npukaze M3 P® Ne 45 u otpac-

nesoM cranmapte OC 91500.13.0001-2003.
CormnacHo 3TUM JOKyMEHTaM Tpedyemoe aHaju-

TUYECKOE KaueCTBO aHAIUTOB OMNpEIENseTCs Cleay-

IOLIMMHU XapaKTepUCTUKAMU:

1 «lIpenensHO HomycTHMBIC 3HAUCHHs cMenieHus (B)
1 ko3 puIMeHTa o01el aHATUTHIECKON Bapra
uu (CV), paccuntannsie o 20 u3mepeHusiM on
penenseMoro aHanMTa B KOHTPOJIbHOM MaTepua
ne». B Tabn. 36 mpuBeneHsl 00beANHEHHBIE JaH
HbIe HOPMaTHBHBIX JTOKYMEHTOB, YCTAHOBJICHHbBIE
MyTEeM 3KCIIEPTHOH OLIEHKU Ha OCHOBE CBEACHHH O
OMOJOrMYeCcKOil Bapualuy 1 JaHHBIX 00 aHalu
TUYECKOH Bapuanuu B 1adboparopusix Poccun.

2. «buonornuecku 000CHOBAHHBIE HOPMBI aHATHU
THUYECKOW TOYHOCTH KIMHUYECKHUX J1adopaTop
HBIX MCCIeTOBaHUN». JIaHHBIC B3SATHI U3 MEKIY
HapoxHOW 0a3bl JaHHBIX U MOIXYYEHBI, HCXOS U3
CIENYIOMINX MPEATIONOKEHHH.

LeneBoe 3HaueHue kod¢pduumeHTa oduield ana-
JUTHYECKOH BapHallMi HE JIOJDKHO MPEBBIMLIATH
MOJIOBUHBI KO3 PUIIMEHTa BHYTPUUHIUBUIY-
aJIbHOW BapUaLlUH, UIIN:

CV<0,5cCV,

rae CV - neneBoe 3HaueHUE KO3 duimeHTa 00-
el anamuTdeckor Bapuanuu, %; CV. - koad-

(PUIIMEHT BHY TPUUHIUBUAYATBLHONW OHMOIOTHYEC-
Koii Bapuanuu, %.
TpeboBaHuS K 1IeIEBOMY 3HAYCHHIO CMEIICHHS
(hopMyIHpYIOTCS B BUJIC HEPABEHCTBA!
B<025-JCV} +CV;
rae B - meneBoe 3HaUCHUE CMEICHUS CpeaHEH
apupMETUIECKON OT yCTAHOBJIEHHOTO 3Hade-
uus, %; CV| - kosddunmeHT BHyTpUNHANBUTY-
anpHOU Owmonoruyeckoi Bapuanuu, %; CVg -
KO3 (pUIIMEHT MEKUHANBHAYATbHONH OMOJIOTH-
4yeckoil Bapuanuu, %.

Tabnuua 36
Buonocuuecku obocnosannvle HOpmbl
AHATUMUYECKOT MOYHOCTU KITUHUYECKUX
1a6OPAMOPHLLX UCCTEO08AH UL

CVa |
(%) |

© )
|

44 | 89 | 34 | 30
|

Anaanrt

I AKTHBHpOBaHHOE

yacTHuHOE TpoMbo-
IUIACTHHOBOE BPEMs P
92 |Ilporpombunosoe spema 1.7 | 6.8

TpomboumTel, moacuer | 9,0 | 23,3

| 5
K B KDOBH _ |

tolto

v =] O]
B | e

BHenabopamopHbili KOHMPOsIb Kadecmeaa

MexnabopaTopHBI KOHTPOJb KauecTBa IOKa-
3aTeledl remMocTaza opraHu3oBaH B pamkax Dexe-
paJIbHOM CHUCTEMBI BHEIIHEH OLEHKH KauecTBa jado-
patopubix ucciaenopanuii (PCBOK). Hmxe npuse-
JI€HBl COOTBETCTBYIOIIHE MPOrPaMMBI, B KOTOPBIX
JnomkHa ydacTBoBaTh Kaxkaas KJUI, 3anmmaromas-
Csl HCCTIEAOBAHUEM I'eMOCTa3a.

Pazoen ®CBOK «Koaeynonozusi»: OlieHKa Kade-
CTBa HMCCIICIOBAaHUI MOKa3aTelel mia3Mbl KPOBU B
HOPMAJIBHOM M NMATOJIOTHYECKOM JUala3oHax - Mpo-
TpoMOUHOBOE BpeMs (MHIEKC U MEXIYyHApOJHOE
HopMmanu3oBaHHoe oTHomeHue); AUTB (unpekc);
(GubpuHOreH U TPOMOMHOBOE BpeMsi (MHIEKC).

Koumponvuvie obpasyvi: nuopunn3upoBaHHAS
nja3Ma 4enoBeKa.

Yucno yuknos 3a 200: 3 wiu 6 1o BeIOOpY Ja00-
paTopuH.

«Koazynonoeusn-1,5»: nns naGopatopwuii, KOTO-
PBIM JUIS IBYKPaTHOTO M3MEPEHHS BCEX HMCCIIENLYEeMBIX
W3 YHClia BBILIENEPEUNCICHHBIX MTOKa3aTeNeil pocra-
To4HO 1,5 MII m1a3MEIL.

«Koaeynonocus-3». ans nabopaTopuil, KOTOPBIM
JUI IBYKPaTHOTO MU3MEPEHHUsI BCEX UCCIEIYEMBIX U3
Yrcia BBILICNEPEYHCICHHBIX MOKa3aTenei 10CTaTou-
HO 3,0 MJI mIa3MBI.

«Koaeynonocus-4,5»: nna nabopaTopuii, KOTO-
PBIM Ul IBYKPaTHOIO M3MEPEHHsI BCEX HCCIEIyEMBbIX
W3 YHClia BBILIENEPEUNCICHHBIX MToKa3aTeneil pocra-
TOYHO 4,5 MII IIJ1a3MBEIL.



NaTonorna remocTtasa

NATOINOIMA

B HOpMe B opranusme reMoCTaTHYECKHi OanaHC
COXpaHseTCS MPHU IIUPOKOM IUana3oHe aKTUBHOCTH
pa3IUYHBIX KOMIIOHEHTOB. OIHAKO B Cllyyae BO3HUK-
HOBEHHS 3HAYUTENBHOrO aucOanaHca KOMIIOHEHTOB
CHCTEMBI TeMOCTa3a Pa3BHBAIOTCS HAPYLICHHS, XapaK-
TepU3yIoLIuecs] MOBBIMIEHHOW KPOBOTOYMBOCTHIO,
00 MOBBIMIEHHON CKIOHHOCTBIO K TPOMO00Opa3o-
BaHUIO, MO0 OTHOBPEMEHHO OOOMMH 3TUMH SIBJICHU-
amu. K coxalleHHI0, B paMKaxX HAaCTOSIIETO U3JaHUs
HEeT BO3MOKHOCTH TNPEICTABUTH BCE aCHEKTHI HapyIlie-
HUI remMocTasa; 37ech OyayT oxapaKTepH30BaHbI TOJIb-
KO HanOolsiee pacnpocTpaHEHHbIC KIMHUYECKH 3HAYHU-
MbI€ ()OPMBI IATOJIOTUH CBEPTHIBAHUS KPOBH.

TeopeTnueckn reMopparudeckue MpPOsBICHHS
MOT'YT BO3HHKATh MPH JCPUIIMTE MIPOKOATYIISTHTOB WA
NU30BITKE aHTUKOATYJISHTOB, @ TPOMOOTHYECKHUE -
HaoOopot. OgHAKO B ACHCTBUTEIBHOCTH, KaK Mpa-
BUJIO, BO3HUKAIOT OoJiee cloKHble cuTyauuu. Hanpu-
Mep, MaToJIOrM4YecKoe CHIDKEHHE aKTHMBHOCTH (uo-
PUHOJIM3a WIK 3HAYUTEIBHOE TOBBIIICHHE aKTHBHO-
CTH (PaKTOPOB CBEPTHIBAHHS KPOBH Ha IPAKTUKE He-
9acTO MPUBOAAT K Pa3BUTHIO TPOMOO30B, a CHUXKe-
Hue akTuBHOCTH (aktopa X|| nnm Bbicokast akTHUB-

M’EMOCTA3A

HocTh aHTUTpoMOuHa |l MOTYT HE UMeTh KITMHHYEC-
KHX TPOSIBIIGHUH B BUJE KPOBOTOUHUBOCTH.

B obmem Buzxe nmerexuu, mypiypa, KpoBoTeue-
HUS U3 CIM3UCTBIX U HOCOBBIE KPOBOTECUCHHS Xapak-
TEPHBI 7151 HAPYLIEHUH COCYyIMCTON CTEHKH U TPOM-
OouuTOB (MATOIOTHS COCYIHCTO-TPOMOOIUTAPHOTO
remocrasa). OOGIIHpPHBIE KPOBOTEYCHUS B MBIIIIIBI,
MOJOCTH, CYCTaBbl XapaKTEPHbI Ml HapyILICHUN
IUIa3MEHHOr0 TeMOCTa3a, BKIIIoYask NaToJOrHi0 (Guod-
pUHONHN3a U aHTUKOATYIISIHTOB.

I[ToMuMO U3MEHEHHS aKTHUBHOCTU Pa3IUUYHBIX
KOMIIOHEHTOB I'€MOCTa3a, y MalUeHTOB C TPOMOOTHU-
YECKUMH MPOSIBICHUSIMH BO3MOXKHBI TaK Ha3bIBaeMbIC
«IIPOTEKTHUBHBIC» HAPYILIEHH, T. € HapyLEHHUs CyO-
CTpaTa, 3aIlIMLIAIOIINE €r0 OT BO3JACHCTBUS MHIHOU-
TOpa WM CUCTEMBI dIuMUHanuu. [Ipu 3TOM akTuB-
HOCTB 3TOro (haktopa (cybcTpara) MOXKET OCTaBaTh-
cs B mpenenax HOPMbI, HO HEKOHTPOJIUPYEMOE €ro
ydacTHe B CBEPThIBAaHUHM NMPUBOAUT K HEOTPAHUYCH-
HOMY TpOoMO00Opa30BaHHUIO.

B Tabn. 37 onucaHbl reHETHYECKU ACTEPMUHHUPO-
BaHHBIC M3MEHEHHUSI aKTUBHOCTH HEKOTOPBIX (akTo-
POB CBEPTHIBAaHUS KPOBH.

Tabnuua 37

T'enemuuecku demepmuHupoeaHHbze U3MEHEHRUSl HEKOMOpPbLX gbaicmopoe ceepmbvbléaHUsl

IaToaoru4iecKoe Yacrora |Xapakrep
i : JAuartocTudeckn
Benok Hsmenenns COCTOSTHHE IIpossiennsi | BeTpedae- | HACAENO0B
3HAYAMBIE TECThI
(HO30J10rH3) MOCTH AHNA
I 2 3 5 6 7
i -
®ubpuroren | CHUxKEHME AdubpuHoreHe- Kposoreuenus |1 x 10" AYTB, 1B, TB, konu-
(paxrop 1) coepKaHms B | Musi, runiopudpu- uecTBO (pubpuHOTEeHA
KPOBH HOTEHEeMIs
CHIDKEHHE Huctubpunorene- |Yame yme- AYTB, 1B, TB, pen-
aKTHBHOCTH M5l peHHoe Kpo- THIIA3HOE BpeMs
BOTEUEHHE
IMoseienne | [lnchudbpunorene- | Tpombossi Bpems misuca ayrnoby-
PE3HCTEHTHO- | MUA JMHOBOTO crycrka (7).
CTH K I1a3- Heenenosanme reneru-
MHHY HECKHX MapKepoB
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OkoH4YaHue Tabn. 37

1 2 3 4 5 6 7
[Tpotpom6un | Crnkenne Tunonporpom6- | Kposotewerus | 0.5 x 107° AYTB, I1B, onpexnene-
(axrop I1) AKTHBHOCTH HeMHs nue akruHoctH ¢.11

IMoeemenne | HocHTenscTeo CKIIOHHOCTE K Hceneosanme reHeTH-
YCTOHYMBOCTH | mpoTpomboTnde- | TpomGozam YECKHX MapKepoB
K HHTHOMTO- | cKuxX MyTatmii ¢.11
pam (myrauus A 20210) '
@axTop V CHukeHue Heduuur .V Kposoteuenns | 1 x 107° AYTB, I1B, onpenene-
AKTMBHOCTH (runonpoaxuese- HHe aKTHBHOCTH .V
pHHEMHS)
[oBsmienne | HocurenscTBO CKIIOHHOCTB K Hcenenosanue pesu-
YCTOHYMBOCTH |npotpoMborude- | TpoMbozam creaTHocTH K AlIC,
K HHTHOMTO- | ckux myTanuid .V AHAJIH3 TeHETHYECKHX
pam (chaxtop V Jleiige- MapKepoB
HA ¥ 7Ip.)
Daktop VII CHmxenne Hedwunut dakro- |Kpororeuenns |2 x TR Ayrocom- |[1B, onpenencuue
aKTHBHOCTH pa VII. I'mmonpo- Ho-penec- |axtuBHOCTH (p. VII
KOHBEPTHHEMMA CHBHOE
Maxrop VIII | CHmxenne Temohumis A Kpogoreuerms [3-20 x 10" | Crssannoe | AUTB, onpenenesue
aKTHBHOCTH cnomom | axTaeHOCTH (. VIII
Togbienne  [— CxnosHOCTE K | ? ? I'enetndeckoe ucene-
YCTOHRYHBOCTH Tpombo3am JI0BaHuUE
K HHTHOHPO-
BaHuio (7)
Daxrop [X CHuxenue Iemodunus B Kposoreuenus [3-5 x 107° Casazanunoe | AUTB, uccienopanne
AKTUBHOCTH (6onesns Kpucr- C MONOM  |aKTHBHOCTH h.1X
maca)
Daxtop X Cumxenne Hedwmr §.X Kpooteuenms |1 x 10° Aytocom- |AUTB, I1B, onpenene-
AKTHBHOCTH (bonesus Crioap- HO-penec- |Hue akTHBHOCTH (.X
ta—IIpayspa) CHBHOE
Daxrop X1 CHuxeHMe Hedmupr ¢. XTI KpoBoreuenus AUTB, onpesieneHue
AKTHBHOCTH axtuBHOCTH (. X
Daxrop XII CHuxenne HedwmmmT d.11 Tpombozsl (7), AYTB
AKTUBHOCTH (Gonesnp Xarema- |KpoBOTeHe-
Ha) Hug (7)
DQaxtop XIII | CHukenue Hedunur . X1, |Kposorewe- 1-2 % 107 Ayrocom- |Mcecaenosanue akTHB-
AKTHBHOCTH pedummT GubpHH- | HUA, IJI0X0€ Ho-periec- |HocTH . XIII
CTaOUIM3NPYIOIIE- |3aKHBICHHE CHBHOE
ro daxropa paH
®axtop Vo |Kombunupo- |Kom6ummporan- | Kposorewenma |1 x 107° AYTB, I1B, onpenene-
VIII (komOu- |BaHHOE CHU- | HBIH geduuut .V Hue akTuBHOCTH .V 1
HHPOBaHHBIH  |keHHe akTus- || . VIII ¢.VIII
AeduimT) soetu .V u
¢ VI
Aurutpom- CHuKeHne Jedwmmmt anTh- Tpombo3n OnpeneneHne aKTHRHO-
Oun 111 aKTHBHOCTH | TpomGuHa IT1 e aHTuTpoMbuna 111
[poreun C CHuwxenne Heduunr nporen- | TpombozEL Onpepenenye aKTHB-
AKTHBHOCTH na C HoctH nporeuna C
[Mpotenn S CHuenue Hedwumur Tpombo3k! OmnpeneneHne akTHB-
AKTHBHOCTH HOCTH IIpOTEeHHa S
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3adayu nabopamopHol cryx6bl npu eedeHUU rnayueHmos ¢ rno0o3peHuUeM Ha

HapyuwieHuUs cucmembl eeMocmaasaa

[Tpu BeneHMM MAIMEHTOB C MOJO3PEHHEM Ha
HapyIICHUS! CUCTEMbI FeMOCTa3a, KaK HU B KaKOM
JPYroM pasJieiie MEIMIMHBI, BaKHBI PE3yJIbTaThI Jia-
O0paTopHBIX UccIenoBaHU. MHOTUE reMopparu-
YecKHe 3a00JIeBaHHS UMEIOT CXOJHYIO KIMHUYECKYIO
KapTHHY, OJJHAKO TPeOYIOT pa3HbIX TepareBTuYec-
KUX T0/1X0J10B. TOJbKO JabopaTopHast TMarHOCTHKA
TIO3BOJISIET YCTAHOBUTD TOUHBIN TMArHO3 M HA3HAYHTh
COBPEMEHHYIO  aJIeKBaTHYIO —Tepanuio. TpomObo-
TUYECKUE MPOSBIEHUS, KaK MPaBUIIO, BOSHUKAIOT
IPU COYETAHUH PA3HBIX MPOTPOMOOTHYECKHX (hak-
TOPOB, KaK BPOXK/IEHHBIX, TaK M MPHOOPETEHHBIX.
JlaGopatopHasi TUarHOCTHKA IO3BOJISIET BBIABHUTH
3TU (PaKTOPBI U MPOBECTU HE TOJBKO JICUCHUE Pa3-
BUBILIETOCS TPOMO03a, HO U (POHOBBIX U3MEHEHUI 1

NpEeIYNPEaUTh PELUIUBBI TPOMOO30B, KOHTPOIHPYS
TEpaIuio.

Be3 npaBHJIBHBIX COBPEeMEHHBIX JIA00PAaTOPHBIX
HCCJIeIOBAHNIT HEBO3MOKHO JiedeHne W Npo¢HIaKkTH-
Ka HApYLIeHUii reMocTasa.

OCHOBHBIMH 3a]1a4aMH JIAOOPATOPUH TPX BEJICHAH
MAIMEHTOB C HapYIIICHUSIMU TeMOCTa3a SIBIISTFOTCSL:
1 JlmarHocTHKa HapyIICHUH CHCTEMBI TeMOCTa3a:

*  BBISBJICHHE HAPYIICHHOTO 3BEHA MM 3BE
HBEB;

*  YTOYHEHHE XapakTepa HapymeHus (nedu
AT CHHTE3a, CTICIM(PUYECKHH HITN HECTTeIH
(rdecknii ”HTHOUTOD).

2. KoHTpo:ib npoBoANMOIi Tepanuw.

BpoxaeHHble remopparmyeckme 3abonesaHus

HacredcmeeHHbIe ceMoppacsuvecKue Koacyrioriamuu

HacrnenctBenHbie reMopparuueckue Koaryora-
TUH, KaK MPaBUIIO, CBSI3aHBI C TEHETHYECKHU JeTep-
MHMHHPOBAaHHBIM JI€(PUIIMTOM aKTUBHOCTH (DAaKTOPOB
CBEpTHIBaHUS KPOBH. B momaBisirorieM OOJNBIIMHCTBE
CITyJaeB MMeeTCs] H30JIMPOBAHHBIN 1e(eKT OHOTO U3
(hakTopoB, OJHAKO BO3MOKHBI KOMOMHHMPOBAHHBIE
nedekTsl. B pemyaifiimix ciaydasx reMoppardueckue
TIPOSIBIICHUSI MOT'YT OBITH CBSI3aHBI CO 3HAYUTEIHHBIM
YCUJICHHMEM aKTUBHOCTH AHTHKOAryJISHTOB, HAIpHU-
Mep MJIa3MHHOTEHA, YTO, KaK MPaBUIIO, SIBISIETCS
CIIEJICTBHEM T'€HETHUECKU JIETePMUHUPOBAHHOTO JIe-
¢buLmTa HHrHOUTOPOB.

HacnenctBennass HeZJOCTaTOYHOCTh (HaKTOPOB
CBEPTHIBAHUS BCTPEYAETCS B MOMYJSALUUA OTHOCH-
TEJILHO peaKo. bornesHs yare Bcero uMeeT CEMENHBIN
XapakTep, MpOosBISIETCS B ACTCTBE, a OOJIbHBIE KOH-
HEHTPUPYIOTCS B TEMATOJIOTHYECKHX eHTpax. Cpe-
T HACIIEJICTBEHHBIX TeMOpPparnyeckux 3aboseBaHuit
HanOoJjiee yactoi siBrsiercs: O6ose3Hp Buniebpanaa,
KOTOpasi B HEKOTOPBIX MOMYJISIUAX BCTPEUYACTCs C
gactoToil 10 1%. OaHako Kjaccuyecku OOJIe3Hb
BunneOpanna He oTHOCST K koarynonatusm. Cpeau
HACJIe/ICTBEHHBIX T€MOPPAruuecKuX KoaryaonaTuu

Haubosee pacnpocrpaneHsl remopuust A u B, ro-
pazzno pexe Bcrpeuaercs nedumt ¢.VI (rumomnpo-
KoHBepTUHeMUs). Jledumt apyrux GhakTopoB cBep-
TBIBaHMS BCTpEUYaeTCs elle pexe, a ero pacnpocrpa-
HEHHOCTb CHJIBHO 3aBHCHUT OT OCOOEHHOCTEH MoIy-
i, Hanpumep, nedunur ¢.X|1 mmpoko pacripo-
CTpaHeH B MOMYJISALUN eBPeeB-allIKeHasy, a B APyrux
HOMYJISILUSIX BCTPEUYaeTcst JIUIIb cropaaiecku. [o-
MO3BUTOTHBIN AeuImT (. X, MPUBOIAIINIA K TSHKEIBIM
reMOpparn4ecKuM IMPOSIBICHUSIM, BCTPEYAETCs Yalle
B MOMYJISIIUSX, T/l PACIPOCTPAHEHbI POJICTBEHHBIE
Opaku.

Jleuenue 3aboneBaHMli, CBA3aHHBIX C HacJe[-
CTBEHHBIM JIeUIIMTOM (PaKTOPOB CBEPTHIBAHUS, B
OCHOBHOM 3aKJIIOYaeTCsl B KOPPEKIUH JePHUINTA
npernapaTraMmu, COJAEPKaIllMMHU OTCYTCTBYIOLIHIA
¢akrop. Takue nmpernapaTsl TPOU3BOIAT U3 JOHOP-
CKOH IIJIa3Mbl WM TIOJTy4alOT TeHHOWH)KEHEPHBIM
nyreM (peKOMOMHAHTHBIC mperapartsl). Taxke st
JICYCHHUSI MOYKET TIPUMEHSATHCS CBE)KE3aMOPOKEHHAST
WM THO(UIM3UPOBaHHAs TUIa3Ma WK €€ TepBUY-
HBIC MIPOU3BOJHBIC - KPUOMPELHITUTAT WIH CYIep-
HATaHT.



Femodgpunus A

I'emopummss A - remopparuyueckasi Koarysora-
THSI, CBSI3aHHAsI CO CHWYKEHHEM aKTUBHOCTH (haKTO-
pa VIl B kpoBu. Beiensior HacnenacTBeHHyt0 (op-
My reMO(UIINY, CBSI3aHHYIO C MyTalUsMU TeHa (ak-
topa VI u nproGpereHnyro reMopuiHio.

Hacnedcmeennas cemogpunus A

I'en daxropa VIII pacnonoxen B X-xpomo-
coMe, HacleICTBeHHas reMopunus A - 3aboJieBa-
HUE, CLEMJIEHHOE C MOJIOM. TsKENblii BPOXKIACH-
ueiid nepunut ¢.VIIl Bcrpeuaercs y aui Myxc-
Koro moJia. JKeHIIUHBI SABISIOTCS HOCUTEISIMU
reHa, HO y HUX OYeHb PEJKO BO3HHUKAIOT reMoppa-
TMUYECKHE MPOSIBICHUS, CBA3aHHBIE C JE(UIUTOM
¢.VII (puc. 130). [leBouku MOTYT UMETh KIIMHU-
YecKHe MpPOSBICHUS BPOXKACHHON reMouiny B
HECKOJIBKHX CITydasix: eciii 00e X-XpOMOCOMBI C Jie-
¢exrabiM TeHoM ¢.VIII (oren 6onen remogwu-
e, a MaTh ABIJIAETCS HOCUTEIEM IreHa reMopuiInu
U niepenana e JeeKkTHy0 XpoMOCoMY); €CiH aK-
THUBHA TOJIKO 0JIHAa X-XpOMOCOMa C J1e(heKTHBIM
resom ¢.VIIIl (manpumep, npu cuaapome Llepe-
meBckoro-TepHepa) u Ip.

I'emopumusa A - Hanbolsiee pacnpoCTpaHEHHas
reMopparuueckasi koarynomnarusi. Berpedaercs, no
Pa3HBIM JaHHBIM, ¢ yactoToii oT 3 110 20 cimyyaeB Ha
100 000 myxckoro HaceneHus. [IpuMepHO B moJo-
BHUHE CITyJaeB JMarHoCTUpyeTcs Tsbkenast opma 3a-
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OosieBaHus. B HacTosiiiee Bpemsl CyIeCTBYeT He-
CKOJIBKO KJIacCU(UKALUi TeMOMHINN 10 TSKECTH.
Bce oHM OCHOBaHBI Ha OTpE/IENEeHUN AKTUBHOCTH
¢.VIII B xpoBu. B tabn. 38 npusenena kinaccuduka-
s reMopuIMu A, pekoMeHoBaHHas BcemupHoit
dbeneparueii reMopIIn.

[ToMumo mpuBENEHHOM, MPEUIOKEHbI Ipyrue
KJIaccu(HKalK, B KOTOPBIX TshKenas (opma auar-
HOCTHpYeTcs IpH ypoBHE (akTopa 110 2 uimn 3%.

e
@l @OomMO

O 3n0POBbIE XKEHWMWHLI, MMelnT Habop XX-XpoMocom

]:] 300pOBLIE MY>X4MHbI, MMelOT Habop XY-XpomMocoMm
O [ereposuroTHbie HocuTenn reqa gecuunra VI (eHwuHbI)
. bonbHble remodnnnen A (MyXHuHbI)

Puc. 130. leHeTMyeckoe ApeBO HacrneacTBeHHON reModu-
nvum. Mockorbky reH d. VI n d.IX HaxoguTest B X-XpOMOCOME U
OTCYTCTBYET B Y-XPOMOCOME, pUCK Mepenadn ero ot MaTtepu
cocTasnseT 50%, a puck poxaeHnss manb4uvka - 25%

Ta6bnuua 38

Knunuueckas knaccugpurayus cemopunuu A

|
T _ Bo3pacTt nosiBJienus
SHRECTh | AKTHBHOCTh
; ’ reMopparm4eckKux Kinnuueckne nposiBienus
reveHus ¢.VIIL
CHMIITOMOB

Tsaxenasn |<1% Ho | roaa BeipaieHHbIH KOKHBIH TEMOCHHIPOM MO TEMATOMHOMY THITY, KPOBO-
HINTHAHHA B MATKHE TKaAHH, MbITILbLI, PEHHIHBHPYHOIIHE rEMapTpO3kbl C
MOPaXKEHHEM HECKOIBKHX CYCTABOB, TSHKEIbIE KPOBOTEUEHHS H3 CIIH3H-
CTBIX, OYEYHBIE KPOBOTEUCHHS, TSKEIIbIE MOCIeonepalHOHHbIE KPO-
BOTEYEHHS

Cpennss | 1-5% Kaxk npaBumo, mexay | KoxHslii reMOCHHIPOM MO TeMaTOMHOMY THITY, HO BRIPA7KEH MEHBIIE,

1 1 3 rogamu KPOBOMIHAHUSA B MATKHE TKAHH H MBILILB] TTOC/IE 3HAYMTEILHOI TPaB-

Mbl, PEHAHBHPYIOHIHE reMapTpo3kl ¢ nopaxeHuem 1-2, pexe 60i1b-
IIEro KOJIMYECTBa, CYCTABOB, KDOBOTEUCHHS M3 CITH3HCTBIX, TAKENIbIC
NocaeonepalHoOHHBIE KPOBOTEUEHHSA

Jlerkas |>5% - <30% |B mwbom Bo3pacTe AHOMAITFHO JUTHTEIbHBIE KPOBOTEHEHHA TTOCIIE XHPYPrHYECKHX BMe-
maTesibeTB ¥ TpaBM. Jlpyrue remopparndeckue npossieHns ObisaroT |
pesiko |
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[Tpu Tspxenoi ¢popme remopuinuu A aKTUB-
HocTh (.VIIIl B KpOBH MpakTHYECKH HE MEHSAETCS
B TeueHHe KU3HU. [Ipu cpenHeTsKenon - BO3MOXK-
HBI KoJieOaHus B HE3HAYUTENLHBIX Ipelesax, a
IIPH JIETKOH (popMe aKTUBHOCTH (DaKTOpa MOXKET H3-
MEHSTHCS, B TOM YHCJIE TMOBBIIIATHCS, OCOOCHHO
NPy TIPUMEHEHHH CUHTETHYECKHUX aHaJOroB Ba-
30MPECCHHA.

T'enemuxa eemogpunuu A. BpoxxaeHHas reMo-
¢umis A oGycroBneHa aedekramu B X-XpoMOCo-
M€, B KOTOPOH T'€H, ONpEeNsIomuil CHuTe3 (hak-
topa VIII, cocraBnser pparment 0,1% maccor xpo-
mocombl. Bo ¢parmente IHK B 9 Kb komupyercs
MOCTIE0BATENFHOCTD U3 2351 aMUHOKHUCIIOTHI, pa3-
JIMYHBIE MYTAllUU 3TOro (pparMenra, BKIOYas Je-
Jenuu, TyOJNMKaIMH, 3aMEHbI, MOT'YT BBI3bIBATh
reMopuinio A. Y KEHIIMHBI-HOCUTEIIS TeHa T'eMO-
¢umu ects 25 mancos u3 100 poauts 104b-HOCH-
tenst reHa reModuimnu 1 50 u3 100 - poauTs 310-
POBOTO MajbuMKa WM JIEBOYKY, HE SIBISIOLIYIOCS
HOCHUTEJIEM T'eHa reMo(uinu.

Cemeninvuii anavnes. Ilo nanaeiv Beemuproit de-
nepatyi reModuiin 2/3 GONbHBIX reMO(IIIeH Me-
10T B CEMEITHOM aHaMHe3e JJaHHbIE 3a reMopparuyiec-
KYIO KOaryJonaruio, a y TpeTH - HapyLIeHHs BbISB-
JSTIOTCS. BIIEpBbIE. AHAIN3, MPOBEJICHHBINA B TeMaTo-
norndeckoM nenrpe Msmainosckoii JII'Kb r. Moc-
KBBI, TTOKa3aJl IpyTrHe pe3yNbTaThl: CPeIU CeMeH, B
KOTOPBIX €CTh JI€TH, 0OJbHBIE reMOQHIHEH, JIHIIb
okoio 1/3 1o MomeHTa pokaeHus OOJILHOTO peOeH-
Ka 3HaJM O HAJMYUKU TeMOpPParuuecKuX MposiBIeHUI
Y WIEHOB CEMBH.

Anamu3 JIHK rena ¢axropa VIII B Hacrosiuee
BpeMsl SIBJISIETCS. BOKHOM 4acThlo 00CIe0BaHUs Ce-
MbH OOJIbHOTO TemModuieil. B pa3sBuThIx cTpaHax B
HPOrpaMMbl MEMIIMHCKOTO CTpaxoBaHHsl OOJBHBIX
reMo(huvel BBeJIeH FeHETUYECKUI aHaM3 OOJTbHBIX
U MX CeMeH, YTO UMeeT OOJIbIIOe PAKTUUECKOe 3Ha-
yeHue. Bo-nepBbIX, 3TO TO3BOJISET POBOUTH CeMEN-
HYIO KOHCYJIBTALMIO C OLICHKOM PUCKA POXKICHUS Jie-
Tel ¢ reMouiMel y poACTBEHHUKOB 0oJbHOro0. Bo-
BTOPBIX, TEHETUUECKUM aHAINU3 MO3BOJISET MPOBEC-
TH JIMarHOCTUKY reMO(WINK y TIJI0/1a Ha paHHUX CpPO-
Kax OepeMEeHHOCTH. B-TpeTbuX, BbISICHEHHE XapakTe-
pa MyTaIly MO3BOJISET MPEICKa3aTh PUCK PA3BUTHS
MHTUOMTOpa K BBOJMMOMY C JI€UeOHBIMH LIEISIMU
daxropy VIII. K coxanenuto, B Haeil ctpane 10
HACTOSILLIET0 BPEMEHU I'€HETHUYECKUH aHaInu3 MaJlo-
JIOCTYTIEH.

Knunuueckue nposaenenus ecemogpunuu A

s reModunrin A XapaKTepHBI OTCPOUYCHHBIC
KPOBOTEUYEHUSA W KPOBOUBIIMAHHS, BO3HUKAIOLIUE
riocrie TpaBMbl. [lockonbKy npu reMopuiim He cTpa-
JTaeT TePBUYHBIN TPOMOOIMTAPHBINA TeMOCTa3, MpH
TpaBMax COCY/IOB HEOOJBIIIOTO KaarOpa KpoBOTeYe-
HUA ocTaHaBinuBaroTcsa. OIHAKO aHOMAJIBHO M-
TENBHBIN MPOLIECC CBEPTHIBAHUS KPOBU HE T0O3BOJIA-
€T CO3/1aTh CBOEBPEMEHHO TUIOTHBIA TPOMO, UTO MpH-
BOJUT K pEeLUIMBY KpOBOTeUYeHMs. B 3aBHUcHMMOCTH
OT TsKeCTH reMo(uinuu 0e3 aJIeKBaTHOTO JICUSHUS
BTOPHYHOE KPOBOTEUYEHHUE MOYKET OCTAHOBHUTHLCS Ye-
PE3 HEKOTOPOE BPEMS, HO MOYKET IJIUTHCA OUEHb J10JT-
ro, IpUBOJIA K TsbKeIoM aneMuu. O4YeHb XapakTep-
HBIM JUTsI TeMO(UINH SIBJIIETCSI KPOBOMBIUSHUE B
AJIEMEHTBI ONOPHO-/IBUraTeIbHOro anmapara. ['ema-
TOMBI MBI ¥ PELMIAUBUPYIOLIE KPOBOU3IUAHUSA
B CYCTaBbI MPHUBOJIAT 3TUX OOJBHBIX K HapacTarolle-
MY OCTEOIOpPO3Y, MBIIICUHON TUCTPOdHH, apTpo3am
KPYITHBIX CYCTaBOB. 3HAUUTEIILHOE MOPAKEHUE OIop-
HO-JIBUrATENBHOIO aIlllapara y HENpPaBWIBHO JIEYCH-
HBIX TAIMEHTOB C TsbKeNnol remModument A dhopmu-
pyercs K MiTaleMy IKOJIBHOMY BO3PACTY.

HauGonee 3HaYMMBIMU OCJIOKHEHUSIMH T€MO-
bumK SBISIOTCS TIOPAKEHUE OTMOPHO-/IBUTATENh-
HOI'O ammapara, XpoHUYecKas [ocTreMopparudec-
Kas (kene3oneuunTHAS) aHEMUs. Y MAIMEHTOB,
HMMEBILNX B aHaMHE3€ BHYTPUUEPEITHBIE KPOBOU3IIN-
SIHUSL, BBIABIIIETCSL OCTATOYHAsi HEBPOJIOTHYECKast
CUMIITOMATHKA.

Jleuenue cemopunuu

OCHOBHBIM NATOT€HETUYECKUM METOJIOM Jieue-
HUsI reMo(rinu A SIBIISIETCSl BBE/ICHHE TPETapaToB
dakropa VIII. Tlockonsky ¢.VII conepxutcs B
1[eJTbHOM KPOBU M TUTa3Me, 3TO ObUIH MepBbIE Tpe-
napathbl, KOTOpbIE UCTIONB30BATIM JIJI1 OCTAHOBKU OC-
TpbIX KpoBoTeueHui. OHaKO B HACTOSIIIEE BpeMs
OT WX HUCIOJIb30BaHUSI OTKA3aJIUCh M3-3a IIEJIOT0
psifa cepbe3HBIX HEIOCTaTKOB. Bo-mepBbIX, OTHO-
cutenbHO HHU3Koe coaepkanue ¢.VII B equHuMIEe
o0beMa He T03BOJISIET CO3/1aTh B KPOBU OOJIBHOTO
aKTUBHOCTB, IOCTATOYHYIO I JOCTHKEHUS TeMO-
CTas3a B CIIOKHBIX clly4dasX. Bo-BTOpBIX, MOCKOIb-
Ky conepxanue ¢.VIII B kaxmoli KOHKpETHOH 03¢
HEM3BECTHO, HEJIb3S1 TOUHO JI03UPOBATh Mpernapar.
B-Tpetbux, umeercss BBICOKHI pUCK MH(HUIIMPOBA-
HHSl TEMOTPAHCMUCCHUBHBIMU MH(EKIusMu (remaru-
tamu 1 BUY). B-ueTBepThiX, HMEETCS pobdIecMa



xpaHeHus. LlenpHast KpoBb M IUIa3Ma MOTYT Xpa-
HHUTBCS TOJIBKO TIpH Temrieparypax Hmxke -20 °C or-
paHWYEHHOE BPEMs, UYTO MCKIIIOYAeT UX MpUMEHe-
HHE BHE OOJBHUILBL B-ISATHIX, PU YacTOM IpHMe-
HEHUM BO3PACTaeT YHCIIO AJIEPrHYecKUX U aHapu-
JIAKTUYECKUX PEaKLUi.

IpenapaTom cieayroIIero MoKOJICHUs CTall KpH-
OIPELIUIUTAT - ocakAeHHas rpu +4 °C yacTh miaz-
MBI, conepxkarnasi Oonpinoe kommdectBo ¢.VIII, huo-
punorena u ¢.XIll. [To cpaBHeHHIO C KPOBBIO U
TUIA3MON KPUOTIPELMITUTAT COACPKUT OOJIbIIIee KO-
maectBo ¢.VIII va equauIty 06BEMa, YTO 1O3BOJISET
OCTaHABJIMBAaTh KPOBOTEUCHHS JKe IPU HEKOTOPHIX
XAPYPrUUecKHX BMemaTtenbcTBaXx. OJHAako B
OCTaJIBHOM KPUOMPELMIIUTAT 00JIaaeT TEMH K He-
JocTaTkamMu. B xauecTBe reMocTaTHyecKoro mpera-
para mpu reMouIuN A B Pa3BUTBIX CTpaHax OH
NPAKTUYECKU HE PUMEHSETCS.

PeBOIOIIMOHHBIM IIaroM crtaja pa3padoTka
BbICOKOOUMIIEHHBIX TpenapaToB ¢.VIIIl. 3to no-
3BOJIMJIO CO3JIaTh MPENapaThl C BBICOKOH aKTHBHO-
cteio .VIII B Marom oObeme, 4TO penrmio mpo-
OneMy JTOCTIDKEHHUS JTF000N HEOOXOAMMOI KOHIIEH-
tpauuu ¢.VIIl B xpoBu perunuenta. K tomy xe
pazpaboTaHHbIE METO/Ibl YJAJIICHUS! BUPYCOB MO3BO-
JIMJIM CBECTH HAa HET PHCK 3apakeHHsi Haubosee 3Ha-
YUMBIMUA HH(EKIHUAMH, TepelalonMICcs depes
KkpoBb, - BUY, renatutamu B u C. CoBpemeHHbIE
npenapatsl koHueHTpatos ¢.VIII npencrasnsior
co0o0if THOGUIN3UPOBAHHBIA MOPOIIOK C TOYHO
onpezaenenHoil aktuBHocThio ¢.VIII. Ilpenapar
MOET XPaHUThCS IPH KOMHATHON TeMIepaType 110
6 mecsreB, a ipu +2... +8 °C - 1o 2 ner, 4To 1mo3Bo-
JISIET JIETKO HMCIIOJIB30BaTh €r0 B JOMAIIHUX YCIIO-
BUsAX. OHAKO Takue MpenapaTsl CTOSAT AOPOro.
Coznanune konuentparoB ¢.VIII caenano Bo3moxk-
HBIM UX MPO(UIAKTUYECKOEe BBEJICHUE VIS MIPEAOT-
BpALLCHUS] KPOBOM3JIMSHUI B cycTaBbl. B Hactos-
1iee BpeMsi pa3paboTaHO YeTBEPTOE MOKOJICHHE aH-
TUTeMO(UIIBHBIX MPENapaToB - KOHLEHTPAThl pe-
xomOunanTHoro ¢.VIII. Ilpu ux mpousBojicTBe BO-
o0I1le HE MPUMEHSIOTCS KOMIIOHEHTBI KPOBH YeJo-
BEKa, YTO TEOPETHYECKU IMOJHOCTHIO HUCKIIOYAET
pUCK MH(UIMPOBAHUS FE€MOTPAHCMUCCUBHBIMU BH-
pycamu. K coxaneHuto, CTOMMOCTb 3TUX Ipernapa-
TOB 3HAUUTEIBHO BBILIE, YEM IPENApaToB MPOU3-
BOJIHBIX YEJIOBEUECKOH I1a3MBl.

CoBpeMeHHbIe TOIX0/IbI K JICYSHUIO TeMO(IIINH,
C Y4€TOM CTOMMOCTH FeMOCTaTHYECKHX TPENaparoB,
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TpeOYIOT PEryIIsIpPHOrO KOHTPOJIsl COCTOSIHUSI TEMOC-
Taza ¢ 00S3aTENBHBIM OIpE/IENICHIeM aKTUBHOCTH Jie-
¢unmTHOIO (hakTopa.

Huzubumopnas popma cemoghunuu A

Haunbonee 3HauMMBbIM CrIELM(UUECKUM OCIIOXK-
HeHueM Tepanuu npenaparamu ¢.VIII sBasercs
pa3BuTHE MHIMOUTOpHOHU (hopmbl remModumu. Ilpu-
MepHO y 5-20% nanueHToB ¢ TshKenIol Gpopmoii re-
Moduiuu A, nonydaBmux npenapatsl ¢.VIII, B
KPOBH TOSIBJISIOTCSA aHTHTeNa K Hemy. [Ipu Beico-
KOM TUTpPE aHTHUTEN BECh BBOJIUMBII Ipemnapar He-
MENJICHHO CBSI3BIBACTCS M BBHIBOJUTCS M3 KPOBOTO-
Ka. DTO CO3/1aeT 3HAYMTENbHBIE TPYAHOCTH MPU OKa-
3aHMHM TeMocTaTh4yeckoil momomu. C MpakTHYecKoM
TOYKH 3pEeHHUs] HEOOXOAMMO 3HATh AKTUBHOCTH Pa3BUB-
IIErocsi UHrUOUTOpa. AKTUBHOCTh M3MEPSIETCSI METO-
nom beresna (cm. Hiwke) B beresna eaunniax (BE).
[Tpu Tutpe nnrudutopa A0 5 BE Bo3MoxHO seue-
HUe BbICOKMMHU jJo3amu KoHiieHTpara ¢.VIII. Tlpu
tutpe 6osee 5 BE HeoOXoquMBbl pyrue myTy periie-
HUS POOJIEMBI.

B Hacrosiiee Bpems 11 OKa3aHUSI TeMOCTaTH-
YeCKOW MOMOIIM MalMeHTaM ¢ UHTHOUTOPHOM (hop-
MO TeMOGUINH MPUMEHSIOTCS TpenaparThl, MO3BO-
JISIFOLLME 3aMyCTUTh KOATYJISIIIMOHHBIN KacKaJ| «HH-
xke» ¢aktopoB VI u IX. Haubonee wacro npume-
usitotes nperraparsl FEIBA 1 NovoSeven.

FEIBA - akTuBHpOBaHHBIM KOHIIEHTpAT (HaKToO-
POB MPOTPOMOMHOBOTO KOMILIekca. B ero cocras
Bxo1aT aktopel X, X, Vlla. Ero BuyTpuBeHHoe
BBEJICHUE aKTUBUPYET 00pa3oBaHUE MPOTPOMOUHA3-
HOTO KOMILIEKCA.

NovoSeven - KOHIEHTpaT peKOMOMHAHTHOTO
akTrBupoBaHHOrO (akropa VII. B ocHoBe MexaHM3-
Ma TeMOCTaTHYECKOTO JISHCTBUS ITOTO Mpernapara
JISKUT 3HAYUTENIbHAS aKTHBAIMs MEPBOTO dTama
BHEIIIHETO KacKaJla, MPOUCXOJAMIAs MPH KOHTAKTe
T® u ¢.VIla. Kpome Toro, 3ToT npenapar B Tepa-
MEBTUUECKUX KOHIEHTPALIMAX CIOCOOEH aKTHBUPO-
Bath ¢.1X u §.X Ha MemOpaHe aKTUBHUPOBAHHBIX
TpoMOOIUTOB O€3 yuactus TO.

Koazynozpamma npu zemogpunuu A
JIMarHoCTUYECKUA aJITOPUTM TeMODWIIAHN TIpe]I-
craBiieH B Ta0i. 39:
* Ha mepBoM 3Tare BBHITIOJTHSIOTCS CKPUHUHTOBBIC
TecThl: BpeMsi kpoBoTeueHus, [1B, AUTB, ¢uo-
PUHOT'€H, KOJINYECTBO TPOMOOIIUTOB.
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Tabnuua 39
Hsmenenue koazynozspammol npu 3a601€6aHUAX, CONPOBOANCOAIOWUXCS 2eMOPPALUAMU

\l lemopuann A lemoduans B Boaesns Buanebpanna | Jedpuunt snramnna K |
Bpems Hopma Hopma Yanuneno Hopwma,
KPOBOTEYEHHS PelIKo YUIHHEHO
1B | Hopma Hopwma Hopma Yiukeno
AYTB Y anuHeHo Y nuHeHo (penko nopMaisHoe) | Hopwma Wi yanHHEHo Y umnneno
Dubpuuoren Hopwma Hopma Hopma Hopma
Konuuectso Hopma Hopma Hopma uis cHHAEHO Hopma
TPOMOOLIMTOR (npu hopme 2B)

YTounsioune TecThbl

¢.VIII:C CHuxen Hopma | Hopma mian cHiken Hopma
$.IX Hopma CHuKeH Hopma CHuxeH
Pucroueriu- Hopwma Hopma CHikeHa WM HOpMAITb- Hopma
KoaxTopHas uas (npn dgopme 2H)
AKTHBHOCTh |
¢.VIL -X, -II Hopwma Hopwma Hopma Cruen 2

* Ha BTOpOM 3Tarne BBIMOMHIIOTCA YTOUHSIONINE
TECTHI.

* Ilocne BeiaBnenus yainuHenus AUTB u camxe
Hug aktuBHOCTH ¢.Y L mpoBoguTCs TecT cme
muBanus. [I1a3ma manuenTa cMemIMBaeTcs C
HOpPMaJIbHON KOHTposbHOMU T1a3moii (100% ak
THUBHOCTH (aKTOpPOB) B cooTHOmeHun 1:1.
AYTB u axtuBHocts ¢.Y1I onpenensitores He
MEIUICHHO U TOcJie HHKYOaluy B TeUEHUE Yaca
npu 37 °C. Ecnu aktuBHocTs (. YII B 060uX
Tectax paBHa 50%, JaHHBIX 32 UHTHOUTOP HET.
Ecnu aktuBHOCTB JOcTOBepHO HIke 50% TOIBKO
B HHKYOUpOBaHHOHU Npo0Oe, UMEIOTCsI TaHHbBIE 32
Hajn4ue crieruduiyeckoro nHruouropa k ¢.YIl.
Ecau akTuBHOCTH CHIXKaeTcs B 00enx mpodax
(Ipu HcclenoBaHUM Cpa3y MOCe CMEIINBaHM
¥ TI0CJIe YaCOBOI MHKYOAIMH), MOKHO 3110103
PUTH HaJM4KHe BOTYAHOYHOTO aHTUKOATYJISHTA.

* Ilpu HanMYUKM NPU3HAKOB CHEHUPUIECKOTO NUH
rubuTopa Ha 3Tane NepBUYHON THATHOCTUKHU
WJIY TIPU KOHTPOJIBHOM 00OClIeI0BaHUY MOKa3a
HO IIPOBEICHUE UCCIIEIOBAHUS TUTPA HHTUOUTO
pa o merony bere3na.

Konmpons mepanuu

[Tockonbky cnenuguyeckas Tepanusi TeMopIINT
npeaycMaTpuBaeT BBEJCHHE IpenapaToB (akTopa
VI, Ba>xxHO 3HATh, KAKOH ypOBEHb (aKTHUECKH J10C-
TUTAETCS MOCJIe UX BBEACHHUS. JTa HEOOXOAUMOCTD
BO3HHUKAET MPH UCIIOJIb30BAHUH MPENapaToB € OIpe-

JICJICHHON aKTHBHOCTHIO (DaKTOpa, MOCKOJIBKY KaK-
IOl TalMeHT UMeeT MHIMBUAYabHbIE 0COOCHHOCTH
pacmpeneneHus U Meradonusma (akTOpOB CBEPTHIBA-
Husl. HeoOX0IuMOCTh KOHTPOJISI MOXKET OBITH CBsi3a-
Ha C HEJOCTAaTOYHOU 3P EeKTUBHOCTHIO MpernapaTa B
MEpUOJ OMEPATHBHOIO JICUEHHUS WM I1OCIIE TPaBMBI,
MOCKOJIbKY MPH aKTHBHOH KPOBOIMOTEPE MM OOJNBILOH
paHeBOil MOBEPXHOCTH MOTpedIeHrne HaKkTOPOB CBEP-
TBIBaHUSI CYLIECTBEHHO yCHIUBaeTca. B psae cimyuaes
JOCTaTOYHO MPOBOJUTH OJHOKPATHOE OIpelesIeHue
AKTUBHOCTH, HO IS OOJBIIEH TOYHOCTH JO3UPOBa-
HHUSL AOPOTOCTOSIUX MpernapaToB Oojiee HaleKHBIH
croco0 - 3TO MPOBEIEHUE TeCTa BOCCTAHOBIICHHUS aK-
tuBHocTU (.VIII mocne BBeneHuss M3BECTHOW HO3bBI
npenapata. TecT onucaH HUXe.

Hccenedosanue akmusnocmu uneubumopa no

memody bemeszoa

3a 1 eqununy beresna (BE) npunsaTo Takoe Ko-
JUYECTBO aHTUTEN, KoTopoe Onmokupyer 50% akTuB-
HOCTH (pakTOpa B KOHTPOJIBHOW mia3zme. Meroa oc-
HOBaH Ha TecTe cMemmnBaHusl. [lnasma nanuenTa moc-
JIeI0BATEIBHO PAa3BOIUTCS A0 KOHLEHTPALHUU, KOTO-
pas omokupyer 50% wmnu MeHee aKTUBHOCTH (aKToO-
pa B KOHTPOJIBHOH IJ1a3Me, MOCIEe Yero, 3Has CTeleHb
pa3BeAeHMs IJIa3Mbl MALMEHTa, MOXHO BBIUYUCIUTH
AKTUBHOCTb MHruOuUTOpa. s Gomnplieil TOYHOCTH
JKeJIaTeNbHO YYUTHIBATh PE3yJbTaThl 2-3 IMocieno-
BaTEJIbHBIX Pa3BEACHUHN U BBIYUCIATH cpeaHee apud-
METHYECKOE.



Ilpumep. Y manyeHTa ¢ NOJ03PEHUEM Ha WHTH-
ouTopHyio popmMy reMopuiauu akTUBHOCTH .Y 1Ll
B pe3yjbTaTax TECTOB CMEIIMBAaHHUS CleayloIIas
(tabm. 40).

Buiuucasem no dannvim mabn. 40. Pa3Benenue
ruasmel nanuenta 1/16 Gnokupyer 20% akTHBHOCTH
¢.YUI B kouTposibHO# miazme (50 - 30). Beruaucnsewm,
4TO pa3BeqeHue, kotopoe Oiokupyetr 50%, cocTaBuUT
1/6,4. PazBenenue 1/8 Gmokupyer 41% akTuBHOCTH
daxropa VIII (50 - 9), pazBenenue, KoTopoe OJIOKHU-
pyer 50%, Oyner paBuo 1/6,6. Tak e aist pa3BeneHus
1/32 pa3Benenue, Gnokupyromee 50%, cocraBut 1/5,1.
Cpennee apudmMeTHUECKOE U3 MOTYYEHHBIX 3 Pe3yiib-
TatoB Oyner mpuMmepHo paBHO 1/6. Takum oOGpasom,
50% aktunoctu ¢.VIIl Gnokupyerca miaszmoii na-
LUEeHTa B pa3BegeHuH 1.6, T. . akTUBHOCTh MHTHOU-
Topa B mia3me OonbHOrO coctasinser 6 BE.

JaHHBIIl MeTOJ NPUMEHHUM ISl UCCIEAOBAHUS
AKTHUBHOCTU CHEHU(PUIECKOr0 HHTHOUTOpa K J11000-
My QakTopy CBEpTHIBaHUS.

Hccnedosanue éoccmanosnienus

daxmopa V111 ¢ kposu

U3zBectHo, uro aktuBHOCTH §.VIII B KpoBH mOC-
Jie BBeJIeHHs KOHIeHTpaToB B o3¢ 1 ME/kr Beca mo-

ITaTonorus remocrasa

BbIaerca B 1,5-2 pasa, a mepuon monyBBIBEIEHUS
cocTaiisier okono 12 yacoB. OnHAaKO BO3MOXKHBI 3Ha-
YUTENbHBIE WHAWBHUyaJIbHBIE KOJIeOaHUS 3THX IOKa-
3areneil. [IpoBeneHune Tecra BOCCTaHOBIICHUS! AKTHB-
Hoctd ¢.VIIIl BkIowaer ompeneneHne ero akTHBHOC-
TH B IU1a3Me, COOPaHHON HETIOCPEACTBEHHO Tepes BBe-
JEHUEM H3BECTHOW 03Bl (haKTOpa, W uepe3 ompene-
JICHHBIC UHTEPBANIBL. VIMEIOTCSl pa3Hble METOIUKH IPO-
BeZieHUs Tecta. Ecin ecTh BO3MOXKHOCTB, HE00XO0Au-
MO ONpPEJIENIUTh aKTUBHOCTH uepe3 15 muH, 6, 12, 24 u
48 vacoB nocie BBeAeHMs mpenapara. J[oza BBoaumMoro
npenapaTa AobkHA ObITh He MeHee 25 ME/kr, HO xe-
narensHo He Oonee 50 ME/kr. Ha ocHoBaHum momy-
YEHHBIX PE3yJbTaTOB MOKHO IOCTPOUTH I'paduK, MO
KOTOPOMY B JajibHEHIIEM YJOOHO BBIYUCISATH OXKH-
JaeMyl0 aKTHMBHOCTH Ipemapara. TecT BOCCTaHOBIIE-
HUSI HEOOXOIUMO MPOBOIUTH HEOJAHOKPATHO HA IPO-
TSOKEHUH JKM3HM TMALUEHTa, MOCKOIbKY AKTHBHOCTH
Merabonuizma (GakTOpOB U COOTHOLIEHHE O0BeMa
IJ1a3MBI U Beca Tejla MEHSIOTCS 110 MEpe poCcTa U B3poc-
neHus: peOeHka. Ba)kHO MOMHHTB, YTO TECT BOCCTa-
HOBJICHUSI HEOOXOAUMO NMPOBOIUTH B MEPHUOA, KOTAA
HET 3HAYUMBIX T€MOpPParnyecKux MposBICHUH, YTO-
OBl Ha ero pe3y’abTaThl HE OKa3bIBAJIO BIHMSHUE IO-
Tpebnenue Gakropa u3-3a KPOBOTECUCHHUS.

Tabnuua 40

Jlannvie 0ns onpedenenusn akmugnocmu uneuoumopa ¢paxmopa VI no memody bemesoa

Paspenense n1a3Mbl anmuenTa

1 1/2 1/4 1/8 1/16

AxrusHocets (. VIII B koHnTpomsHOH muiasMe (%)

100 100 100 100 100 100

KOHTPOJLHOM IUIA3MBL U ILIa3MBbI TampenTa (%)

Omupnaemas akrusuocts G VI B Tecte passenenus (coorHomenue 1:1)

50 50 50 50 50 50

§i pasBeneHHol miasmer namenta (%)

Axrusrocts (. VIII B recte cMemmpanus 11 KOHTPONLHON TUTA3MB]

0 0 3 9 30 42

Kaununyeckuii npumep 3

BomwHoit, Bo3pact 2,5 rona. Ctpanmaer remodu-
mueir A tsokenoit popmsr, @.VIIIC 0,8%, momyuan
reMOCTaTHYECKYIO TEepaIuio 110 TpeOOBAaHUIO KOH-
nentpatom ¢akropa VIl B noze 250 ME na BBene-
Hue. B Bo3pacte 1 roga mocne TpaBMbI CIHM3UCTON
MOJIOCTH PTa Hadajoch KpoBoreuyeHue. [locie nBy-
kpatHoro BBeneHus 500 ME konmeHntpara ¢akropa
VIII ¢ uaTepBanoM B 3 yaca KpOBOTEUEHHE HE IIpe-
Kpatuiiock. [IpoBeneHo mccieqoBaHHe KOArysor-
pamwmsbl. [IT 120%, AUTB 120 ¢ (Hopma 28-43 ¢),

¢. VI <0,5%, ¢.1X 95%, ¢.XI 105%, ¢.XII 73%.
AUYTB nocne cmemuBanus 1:1c HOpManbHOH I1a3-
moii (axtuBHOCTh ¢.VIII 100%) 89 c. peamnonoxu-
TH Hannuue crenuduaeckoro naruounropa x ¢.VIII.
HccnenoBanue nnruOutopa no merony beresna
mokasasno, uro ero Tutp paseH 2,5 BE. [IpoBeneno ne-
yenne koHIeHTpaToM ¢akropa VIII B moze 200 ME/kr
exeqHeBHO B Teuenue 4 mueil. KpoBoreuenue ocra-
HOBHJIOCH I10CJIE IEPBOro BBeAeHMs. B nanpHeimem
HayaTa npodunakruka koHmeraTparoM ¢.VIII B moze
2000 ME 1 pa3 B 2 nusa. UccnenqoBanue nHTuOMU-
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TOpa uepe3 6 MecsIeB MoKa3aio ero CIeIOBYIO aK-
TUBHOCTb, TIAIIMEHT OBUT TIEpEBE/ICH Ha MpoduIak-
Tu4eckoe Jedenne konuentparom ¢.VIII B noze

lemocpunus B

I'emo¢unust B - remopparudeckasi koaryJsora-
THSl, BO3HHUKAIOIIAsi BCICICTBUE CHI)KEHUS aKTUB-
HocTH (hakTopa IX. Hacrora BcTpeyaeMOCTH MpH-
ommsutensHo 1 Ha 30 000 manpumkoB. 3aboseBa-
HHE CLEIJICHO C MOJIOM, KIMHUYECKH CXOJHO C Te-
modmmeit A. Knaccudukanus no TspkecTH aHa-
Joru4yHa Kiaccupukauuu remoduminu A, ocHoBa-
Ha Ha OIpeJelIeHH akTUBHOCTU (pakTopa IX B
KpoBH: Tspkenas ¢opma - ['Xa <1%, cpexnersoke-
nast - 1-5%, nerkxas ¢opma - >5-30%. Bcerpeua-
I0TCS BPOXJEHHBIE U MPHOOpPETEHHBIE (OPMBI.
IIpyunHa MeHbIIEH 4acTOTHI BPOXKACHHBIX U IIPU-
00peTeHHBIX (POPM ATOTO 3a00JIEBAHMS, BO3MOKHO,
KpPOETCsl B MEHBIIEM pa3Mepe I'eHa U MOJICKYJIbI
¢.1X, gem rena u monekynst ¢. VIII ITo sroit xe
NPUYMHE, BEPOSITHO, YaCTOTa Pa3BUTHUsI HHTUOUTOP-
HBIX (popM reMopunm B Tarke 3HAUNTEIBHO MEHb-
11€e, 4eM MpHu reMopuinu A.

B nacrosiiee Bpems st nedenust remodumiu B
NPUMEHSIIOTCS. CBEXKE3aMOPOKEHHAs! T1a3Ma, Kpuo-
cyrnepHaTaHT (KOHIIEHTpAT HATHBHOM IUIA3MBbI), pa3-
JIMYHBIE TIperapaThl KOHLIEHTPUPOBAHHOTO (haKTo-
pa IX. Ocnoxxaenus jgeyenus reModumun B cxoHb
C OCJIO’KHEHUSIMH JICUSHUS TeMOpuinu A.

B Tabn. 41 npencrapieHbl H3MEHEHHsI OCHOBHBIX
KOAryJI0JIOTUYECKUX TECTOB Y OOJIBHBIX reMO(uIn-
eii B. Cnenyer mOMHUTB, YTO MPHU JIETKUX (Gopmax
remopuun B moxer He ObiTh ymmuHenust AUTB.
[Tpu TsoKenoit 1 ymepeHHol creneHu aeduimTa ¢.0X
umeer Mecto yanuHenne AYTB, onHako pesynabrar
BO MHOT'OM 3aBHCHT OT KOMMEPYECKOTro Habopa pe-
akTUBOB. [Ipy HAMMYMU KIMHUYECKUX MPOSBICHUN
JIETKOM reMo(uIMyu He0OX0AUMO HCCIe0BaTh aK-
tuBHOCTB . VI 1 ¢.1X.

HccnenoBanusi akTUBHOCTH MHTUOUTOPA U Te-
CTa BOCCTAHOBJIEHUS MPOBOAATCS MO CXEMeE, aHa-
JOrM4YHOM cxeme y 6oJbHBIX remodumueit A. On-
HAaKO TpH MPOBEJIECHUU TECTa BOCCTAHOBIICHUS He-
00XOJIMMO YYUTHIBaTh 00JICe UIUTENbHBIN MEPUOJ
nosyBbiBe/ieHH. COOTBETCTBEHHO B3STHE MaTepH-
ana Oy/leT MPOBOJUTHCS MO CXEMeE: 10 BBEJCHHS,
yepe3 15-30 MunyT mocine BBeAeHus, uepes 12, 24,
48 u 72 yaca.

500 ME 1 pa3 B 2 nus. HccrnenoBanue Koaryor-
paMMBbl uepe3 roJ| MoKa3aiao OTCYTCTBHE MHTUOH-
topa Kk ¢.VIII y nanuenra.

Tabnuua 41
Hsmenenus nabopamophvix noxazamernetl
npu eemogpunuu B

CKpHHHHTOBEIE TeCThI
Bpems KpoBoTedeHHA Hopma
1B Hopma
AYTB VY ninHeHo
TpomburoBoe Bpems ((hrbpuHOTeH) Hopwma
Kommuectso TpoMOGOLHTOB Hopma
YTOUHSIONIHE TECTI
AxTtneHOCTS (h.1X CHipkena

Hepuuum gpakmopa Xl

Jedbunut dpaxropa Xl (panee 3aboneBanue or-
penensuiock kak remo¢unus C) - remMopparmyec-
Koe 3a0oJyieBaHMe, BO3HHKAIOlIee M3-3a AedeKTa
rena ¢akropa Xl. [epuuur daxropa XI| nepena-
eTcsl KaK ayTOCOMHO-PELECCUBHBIN MpU3HAK. JTO
3a0oyieBaHUE JIOCTATOYHO YAaCTO BCTPEUYAETCS B
MOMYJALUK eBpeeB-alllkeHa3!, CpeJ KOTOPBIX TO-
MO3UT'OTHOE HOCHUTENbCTBO cocTasisieT oT 0,1 no
0,3%, a rereposurotroe - ot 5,5 no 11%. B npy-
TUX TpyIax JIOJeH ONMCaHbl JIUIIb CIIOpaudec-
kue ciaydyad. Kimmuandecku nepunur ¢.XI| 3Hauu-
TEJIHO OTJIMYaeTcs oT remopunuu A u B, Benen-
CTBHUE 3TOro TepMHH «reModumst C» UCKITIOYEH U3
kiaccupukanuu. Y OOJbHBIX C TOMO3UTOTHOMN
¢dopmoii 3aboneBanus akTUBHOCTH ¢.X| B KpoBH
cocrasiisieT ot 0 10 15%, y reTepo3uroTHsIX HOCH-
Tenei - ot 25 mo 70%o0.

ITpn neduure ¢.XI numeercst ymepeHHO BbIpa-
’KEHHBII TeMOpparn4eckuii CUHIPOM B BHJE 0O0JIb-
IIOT0 KOJIMYECTBA KOXKHBIX T€MOPpPArMyecKux siie-
MEHTOB, HOCOBBIX, MAaTOUHBIX KPOBOTEUEHUH, -
TENBbHBIX KPOBOTEUEHHH TOCTE XUPYPIUUECKUX BMe-
IIATENLCTB, KPOBOTEUEHHH 1OCTIE yIaieHus 3y0a Win
TOH3WJUIPKTOMUHU. B KaK7I0M KOHKpPETHOM cllydae
TPYJIHO Mpe/CcKa3aTh, Kak OOJILHOM cpearupyer Ha
XUPYPrUUecKoe BMEIIaTelnbCTBO. TsHKECTh reMoppa-
TMYECKOT0 CHHIPOMAa MOXET HE KOppEelIHpoBarh C
akTuBHOCTBHIO (.X| B kpoBu. KimHnueckue nposis-
JICHUsI BO3HUKAIOT MPU OCTATOYHON aKTHBHOCTH
¢. X1 menee 30%, oHAKO BO3MOKHBI MUHUMAJILHBIE



TIPOSIBIICHUS Y T€TEPO3UTOTHBIX HOCHTENEH C aKTHB-
HocThio (0. X Mexty 50 u 70%.

Jleuenue. [l ne4eHnss FeMOPPArH4eCKUX MPOsiB-
nenuii ipu aedrimre ¢.X| ucnoss3yercs: cBexe3aMo-
porkeHHas asMa. Pa3paboTaHbl M KOHIIEHTPUPOBAH-
HbIe OuMIlIeHHbIe npenapatsl §.X|, KoTopble mpumMe-
HSIOTCSI B HEKOTOPBIX CTpaHax.

JlaGoparopnas aumarHoctuka aedpurnmra ¢.XI
OCHOBaHa Ha TPOBEJCHUM CTaHAAPTHBIX TECTOB KO-
aryJorpamMMsbl U Ha onpesiesieHuH akTuBHOCTH ¢.X|
B 1ia3me (tabm. 42).

Tabnuua 42
Hzmenenus iabopamopHuix nokazamernei
npu oecpuyume . X1
1y  CKPHMHMHIOBBIE TECThI
: Bpems kpoBoteyenus ___Hopwma
B . Hopma
AYTB - - ' Y uiHHeHO |
| Tpomburosoe Bpems (pubputoren) Hopma '
Kosnmdectso TpoMGOLHTOB |~ Hopma |1
YTouHs0IINE TeCThl -
| AxrusHocts (. X1 | CHmkena |

BpoxdeHHbil dechuyum chakmopa VI
(2unonpokoH8epMUHEMUST)

I'emopparnueckoe 3aboseBaHue, BO3HHUKAIO-
mee BeaeacTeue nepunmra aktusHoctd ¢.VII B
wia3mMe (THIONPOKOHBEPTUHEMHS), TepeaacTcs
KAaK ayTOCOMHO-PELIECCUBHBIN NpU3HAK. Jlurepa-
TYPHBIX JTAaHHBIX O PACHpPOCTPAHEHHOCTH 3TOTO
3a00JIeBaHMS MPAKTUYECKU HET, YTO, BEPOSITHO,
CBSI3aHO C OTCYTCTBHEM KIIMHUYECKHX MPOSIBICHUI
Yy MHOTHX TAIMEHTOB ¢ ypoBHeM akTtuBHOCTH (.VII
Boiie 5%. Ilpu TsKenol popme ¢ aKTUBHOCTHIO
¢.VII Himxe 3% remopparndeckuii CHHAPOM MOXO0XK
Ha MPOSBICHUS y OONBHBIX TSDKENOH (GopMoii re-
Mohumuu A, BKIIOYas 3MU30]bI T€MapTPO30B.
IepBble pOsIBICHUSI MOTYT BO3HUKATh Cpasy Ioc-
Jie POXKICHUS. KPOBOTEUEHHS U3 MyITOYHOIO KaHa-
TUKA, MYNOYHOH paHKH, Kedarsoremarombl, BHYT-
puuepernHble reMaToMsl. B nanbHeleM xapakrep-
HBI KO)KHBIE TEeMOpparnyeckue MposIBICHUS B BUJIE
MHO’KECTBEHHBIX T'€MaToOM U 3KXMMO30B, HOCOBBIE,
MaTOYHbIE KPOBOTECUCHHUS, JIUTEIbHBIE KPOBOTE-
YEHUs TI0CJIEe TPAaBM U XUPYPrHUECKUX MPOLETYP.
Pexxe BcTpewaroTcss TeMaTOMbl MSTKHUX TKaHEH.
TspkecTh TeMOpparnyecKux NposIBICHUN KOppeu-
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pyet ¢ aktuBHOCThIO (p.VIIl. C nenpio koppekuuu
remoctasa npu aepunure ¢.VII Moxer BBOAUTH-
Csl CBEXXE3aMOPOXKEHHAsI IJ1a3Ma, KOHLIEHTPAThI
(bakTOpoB MPOTPOMOMHOBOrO KOMIUIEKca. VMmeert-
sl OUMIIeHHBIN KoHIeHTpat ¢.VII.

JlabopatopHast nuarHoctuka neduimra ¢.VII
OCHOBaHA Ha U3MEHEHWH CTaH/IapTHHIX TECTOB KOa-
ryJ0rpaMMbl U Ha ompeseneHnd aktuBHocTd ¢.VII
(Tabu. 43).

Tabnuua 43
H3zmenenus nabopamopruix nokasamerneti

npu deghuyume ¢h. VI

CKpHHHHTOBBIC TECThI
Bpems kpoBoTeHeHus Hopma
1B CHukeHo
AYTB Hopma
TpombuHOBOE Bpems (thndpuHOTEH) Hopma
KoniectBo TpomMboIATOR Hopma
YTouHsI0UIHE TECTHI
Axrusaocts . VII ]_ CHukeHa

Hegpuyum cpbakmopa X (6osnesHb
Cmroapma-lipayapa)

bonesnp Crroapra-Ilpayspa - penkoe remoppa-
ruyeckoe 3a00JieBaHKe, BBI3BAHHOE JEPHIIMTOM aK-
TUBHOCTH (.X. VIMEIOTCS HEeMHOTOUMCIICHHBIE JIUTE-
parypHble omucaHus 3Toro 3aboneBanus. bonesHb
Crroapra-Ilpayspa nepegaercs Kak ayTOCOMHO-Pe-
[IECCUBHBIN Tpu3Hak. HacnenctBeHHbI aeduuT
¢.X BcTpeuaercs B MOMYJSAIUAX ¢ YAaCTBIMU POJI-
CTBEHHbIMH Opakamu. KiMHUYecKue MpOsBICHUS
HUMEIOTCSI B OCHOBHOM Y TOMO3UTOTHBIX HOCHUTEIEH,
y KOTOPBIX aKTUBHOCTH (0.X coctaBsier okosio 1%.
Pexxe y roMO3UroT MOKET OBbITh aKTUBHOCTH 710 25%.
TsprecTh 3a007€BaHUST KOPPEIUPYET C AKTUBHOCTHIO
¢.X B kpoBu. [Ipu Tspkenoii ¢popme 3a001eBaHUS
MIPOSIBTICHUSI CXOJTHBI C TAKOBBIMH TIPU TSHKEJIOH Te-
MO(UIMK: TeMapTPO3bl, TEMAaTOMbl MATKUX TKaHEH,
KPOBOTEUCHUS M3 PaH CIM3UCTBIX, TSDKEIbIE MOCe-
orepalmoHHble KpoBoTedeHHs.. OueHb XapaKTepHBI
JUTSL TSDKEJIOTO BposkaeHHOTo Aedurmra ¢.X BHYT-
pUYEepenHbIe KPOBOMBIIUSIHUS Cpa3y MOCie POXKICHUSL
Y Ha MEePBOM TOJTy JKU3HH, KOT/Ia IUArHO3 eIle Heus-
BecTeH. YacTo 3T 3MHU30/1bl 3aKaHUMBAIOTCS THOe-
JIbI0 peOeHKa.

I'emopparuueckue MposIBICHUS MPU OONIE3HU
Crroapra-IIpayspa KynmupyroTcst IpUMEHEHHEM CBe-
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KE3aMOPOKEHHOH I11a3Mbl MJIM KOHLIEHTPATOB (hak-
TOPOB IPOTPOMOMHOBOTO KOMILIEKCA.

JlabopatopHas nuarnoctuka nedunura ¢.X
OCHOBaHA Ha W3MEHEHWHU CTaHIAPTHHIX TECTOB KO-
aryJorpamMMbl U OINpeJeNIeHud akTUBHOCTH ¢.X
(Tabu. 44).

Kaunuveckuii npumep 4

Manpurk 3 mec. Pogurenn obGpatumucsk ¢ xanoba-
MU Ha KOJKHBII TeMOpparn4ecKuii CHHIPOM B BUJE CH-
HSIKOB B 00JIACTH IPYM U CIIMHBI, KPOBOTEUCHUE U3 CCa-
JIMHBI CIIU3UCTON pTa B TeueHne 3 cyTok. KpoBoreueHus
W3 MECT UHBEKIMHU TIOCIIe IPUBUBOK HE ObU10. [TposiBiie-
HHUH KPOBOTOUMBOCTU B CEMEHHOM aHaMHE3€ TaKKe He
OTMEYaJIoch. PoauTenn cocTosT B pOACTBEHHOM Opake
(TporopomHbIe OpaT U cecTpa). Y pedeHKa ecTh cTapiiast
cecTpa, He CTpaaioiias KpOBOTOUHBOCTBIO.

Ilpu ocmompe: cocTosiHUE CpeaHEN TSAKECTH 3a
CYeT reMOpparnyeckux NnposBieHnd. M3menenuit co
CTOPOHBI BHYTPEHHHUX OPTaHOB HE BBISIBUIIU.

Ilposeden koazynonoeudeckuii CKpuHuHe: BpeMs
KPOBOTEUEHHSI HOPMaJIbHOE, KOJIMYECTBO TPOMOOIMTOB
399 x 1071. AUTB 101c (nopma 28-43 c), I1B 3naun-

Hecbuyum cbakmopa V (eurionpoakyernepuHeMus,
Unn napazemogbusnusi)

HacnencrBennsiii negunut ¢.V - peakoe ayrocom-
HO-PELIeCCUBHOE T'eMOopparnveckoe 3a0ojeBaHue, IS
KOTOpPOr'0 XapaKTepHa yMEpEHHasl WJIHM JIeTKasi KPOBO-
TOYMBOCTbH 10 TEMaTOMHOMY THIIY: IOCJIEONEPALMOH-
HBIE U TIOCTTPaBMAaTHYECKHE KPOBOTEUCHUS, TeMAaTOMBI
MSTCKUX TKaHEH, IOCIepOIoBbIe KPOBOTEUEHHUS, MEHOP-
paruu, 3MUCTAKCUC, PEIKO OBIBAIOT reMapTpo3bl. Y HO-
BOPOXICHHBIX BO3MO)KHBI BHYTPUYEPEIHbIEC T€MaTOMBI.

Y rOMO3HTOTHBIX HOCUTENEH akKTUBHOCTH ¢.V, Kak
npaBwio, HaxoauTes B npenenax a0 10%. Koppemsus
KJIMHUYECKUX TMPOSBICHUN U YPOBHA akTUBHOCTH .V
B KpOBH HeBbICOKas. OHAKO UMEIOTCS JaHHbIE, YTO
reMopparuueckre MposiBICHUS IPU TOMO3UIOTHOM Je-
¢unure ¢.V KOppenupyroT ¢ aKTUBHOCTBIO (.VB TpoM-
OonuTax, a 3TOT OKa3aTelb He BCEria CTpaJaaeT npu

Tabnuua 44
Hsmenenus nabopamopHuix nokazameretl
npu oegpuyume . X

CKpPHHHHIOBBIE TeCThl
Bpewms kposoTetuenus Hopwma
I1B YanmuaeHo
AUYTB Y iHHeHO
Tpombunosoe Bpems ((pubpuuorex) Hopwma
Konuvecrso TpomMOGOLMTOR Hopwma
YTouusionme TecThbl
AxtuBHOCTb (. X ] CHuxena

TENBHO YNIMHEHO (He OmpeernsieTcs), arperays TpoM-
oorutoB ¢ AJI®, KOITareHoM, aapeHaInHOM U arrpuc-
THHOM HOpMaJibHas. Y peOeHKa OblLia 3armo/03peHa 1mo-
31Hs1s1 popMa reMopparndecKkoi OONe3HH HOBOPOXKICH-
HBIX, TIPOBEJICHO JICUCHHE KOHLEHTPAToM (HaKTOpPOB
npoTpOoMONHOBOrO KomIuiekca u ButamuaoM K. Kpo-
BOTEUEHHE OBbLIO OcTaHOBIeHO. OIHAKO Ul yTOYHE-
HUSI MarHo3a ObLia MCClieOBaHa aKTUBHOCTH (pakTo-
poB cBepthiBanus kKpoBu. Beussuma: ¢.VIII 120%, ¢.1X
91%, ¢.VII 71,8%, ¢.11 102%, ¢.V 113%, ¢.X <0,5%,
¢ubpunoren 4,3 1/71, paxrop Bunnedpanga 85%.
Pebenxy ovin ycmanosnen ouazno3s: BPOXKICH-
Hbl eyt ¢.X, B JambHEUIIEM TOATBEPKICH-
HBIA TeHeTHYecKuM aHanmu3oM. lIpodunakriyeckoe
BBEJICHHUE KOHIIEHTpaTa MPOTPOMOMHOBOTO KOMII-
nekca 1 pa3 B HeJeNO B JalbHEHIIIEM MO3BOJIHIIO
M30€KaTh TSHKENBIX TeMOPPArnueCKUX MPOSIBICHH.

nedunure masmersoro ¢.V. /s reMmocratnueckoi
MIOMOILY IPUMEHSIOT CBEKE3aMOPOKEHHYIO IIJI1a3My.
JlabGopaTtopHas nuarHoctuka aedunura ¢.V oc-

HOBaHa Ha U3MEHEHHH CTaH/IAPTHBIX TECTOB KOAryJo-
rpaMMBbl U onpeaeneHnd aktuBHocTd ¢.V (tadim. 45).

Tabnuua 45
H3menenus nabopamophwix nokasamerneu
npu degpuyume ¢. V

CKpPHHHHIOBBIE TECThbI
Bpewms kposoTeuenus Hopma
I1B Hopma
AUTB YanuHeHo
Tpombunosoe spems (hubpunoren) Hopma
Kosmuecrro tpombonnros Hopma
YTouHS0IINE TeCThl
AkTHBHOCTB (p.V I Chinkena




Hecbuyum gpakmopa |l (unornpompombuHemus)

HacnenctBenHslit nepunur nporpomOuHa -
Ype3BBIYAHHO PEIKO BCTPEYalolleecsi reMopparniec-
Koe 3a0oneBaHue, cBsi3aHHOE ¢ MyTanuei rexa ¢.l1.
Paznmuuaror runo- u gucnporpoMOuHemun. 3aboe-
BaHUE MEPEAAETCs] ayTOCOMHO-PELECCUBHBIM ITyTEM.

OcCHOBHBIE MTPOSBIICHUS - KOKHBIH T€MOCHHIPOM
B BHJIE TEMAaTOM M 3KXMMO30B, SIIMCTAKCHC, MAaTOYHbIE
KPOBOTEUEHUS, TSHKENBIE KPOBOTEUEHHSI TIOCTIE XUPYP-
THYECKUX BMeEIIaTeNbeTB. [ 'eMapTpossl peaku. TsokecTb
reMOPParmieckoro CHHIPOMa, KaK MpaBHIO, COOTBET-
cTByeT ypoBHIO akTUBHOCTH .ll B kpoBu. [larmenTs
C aKTHBHOCTBIO IpOTpoMOKnHa MeHee 2% He ONMCaHbI.
Buaumo, Takoi 1edeKT He COBMECTHM C JKU3HBIO.

JlabopaTopnas aumarnoctuka aeduuuta ¢.1l1 oc-
HOBaHA Ha MPOBEICHUN CTaHIAPTHBIX TECTOB KOAryJso-
rpaMMBbI U Ha onpenesieHnn aktuBHOcTH (.11 (Tad. 46).
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O cocTossHUH eunoguopuHozenemuu TOBOPAT B
TOM clly4ae, eclu cojepkanue GuOpuHOoreHa B IuIa3-
mMe meHee 1 r/n. KinuHuueckue mposiBICHUS aHAJo-
THYHBI TIPOSIBJICHHUSIM NpU apUOPUHOTCHEMHH, OJHA-
KO MEHee BBIPaKEHHBI.

Juarnos oucgubpunozenemuti COOTBETCTBYET CO-
CTOSIHHIO, TIPU KOTOPOM H3MEHEHa CTPYKTypa Gpuopu-
HOT'€Ha, OIHAKO COJEpKaHHe caMoro Oelika B KpOBH
(aHTHTEHA) HOPMAJIBHOE WM CHIKEHO HEHpPOIOPIIH-
oHanbHO (yHKIMU. ucuOprHOreHeMuii MOryT Mpo-
SBJISATHCS KPOBOTCUCHUSMH, TPOMOO3aMHU HIIH HE
UMETh HUKAKHUX NposiBiieHui. KimHMYeckue mposiBiie-
HUSI TeMOpPParn4eckux IucHruOpHHOTeHEMUH CXOIHBI
C TMPOSIBIICHUSIMU TUIIO(PHUOPUHOT CHEMUH.

JlabopaTopHasi AMArHOCTHKA KOJIMYECTBEHHBIX U
KayeCTBEHHBIX HapyIICHUH (UOpHHOTEHa OCHOBaHA
Ha U3MEHEHHHU CTaHIAPTHBIX TECTOB KOAryJIOTPaMMBbI
(tadm. 47). [lns ycraHOBJICHUS aUarHosa Auchuopu-
HOT'CHEMUH IMOKa3aHO MPOBEICHUE OMONHUTEIBHBIX

Tabnuua 46 q
u 6 Cdsameneil TecToB. YacTo 3TOT AMAarHO3 MOXKHO MTOCTABUThH TOJb-
SMenenuz na gp Z)mOp HbIX ; (])7 KO Tocyie uccneaoBanus reaa ¢.l.
npu oegpuyume .
P Tabnvua 47
. Hsmenenue ckpununeosvix mecmos
CKPHHHHIOBbIE TECThI
- , npu agpubpurozeHemuu
Bpems KpoBOTeHeHHSA | Hopma
I1B | Yumneno | Tecrsl U3smenenns
AUTB V IUIHHEHO BpeMs KpOBOTEHEHHS Yanie yIJIHHEHO
TpombGunosoe Bpems (hudpuHOTeH) Hopwma [1B 3HAUHTENBHO Y/IHHEHO
KosngecTBo TpOMOOIHTOB Hopma {6 OHpeHcieicH)
Vron il Gt » et AYTB 3HAYUTENLHO YAIUHEHO
- SIERNe ¢ (He onpejensaeTcs)
AkTHBHOCTS .11 [ Cumkena TpomOHHOBOE BpEMst 3HAYMTENLHO YATHHEHO

AgubpuHozeHemusi, 2unoghubpuHozeHemus u
ouchubpuHoeceHeMusi

Hacnenctennsie KOJIMUECTBEHHBIE M KAUECTBEHHBIE
HapymeHus: (puOpHHOreHa, MPUBOIIIINE K Pa3BUTHIO
TreMOPPAarnyecKuX WJIN TPOMOOTHYECKHX COCTOSHUH,
BCTpeUaloTca JOCTaTOYHO 4YacTo. B aToM pasnene ko-
POTKO TIpeCTaBlIeHbl TeMopparnieckue 3a0o1eBaHus,
CBSI3aHHBIC C HAPYILICHWEM CHHTEe3a PUOpUHOreHa.

Agubpunocenemus - peIKoe ayTOCOMHO-peIiec-
CHUBHOE 3a00JeBaHUE, KOTOPOE MPOSBISAETCS YaCThI-
MU KIMHHYECKH 3HAYUMBIMH KPOBOTEUCHHUSMH, B TOM
YHUClIe KPOBOTEUCHHUSIMHU W3 MYIMOBHHHOTO OCTAaTKa,
reMapTpo3aMi, KPOBOU3IHUSHUSMU B MO3T, (OpPMHU-
pPOBaHHEM IeéMaTOM MSTKUX TKaHEH, BHIPaKEHHBIM
KO)KHBIM T€MOCHHIPOMOM, KPOBOTEUCHUSMH U3 CIIH-
3ucteix. OTCyTCTBHE (UOpPHHOTEHA IIa3Mbl HE BCe-
raa couetaercs ¢ aAepuIuTOM (GUOPHUHOrEHa Oc-rpa-
HYJIl TPOMOOLMTOB, MO3TOMY TPOMOOIUTAPHBIN
TpoMO MOXeT (GOpPMHUPOBATHCA.

(HE onpejeisercs)
Hopma

KosnugecTBO TpoMOOIIMTOR
Yrounsionine TecThbi
Konnuecto Gubpunorena | He onpenensaercs
W3meHeHNs CKPHHUHTOBBIX TECTOB
HpH THNO(PHOPHHOTeHEMHH
Bpems KpoBoTeUEHHA Kak npasuiio, HopMalibHOE

I1B HopmanbHoe uin yUIMHEHO
AYTB HopmansHoe HiH yIHHEHO
TpomOHHOROE BpeMsl ViHeno
KomgecTBo TpoMOOIIMTOBR Hopma

YTounsAONIKE TECThI
Kosnmuecto dubpusorena | Onpenensercs, Ho <1.,5 r/n
H3meneHHs CKPUHHHTOBBIX TECTOB
1npu aucpudpuHoreHeMHn

Bpewms kpoBoTe4eHHs Kak npasuiio, HOpManbHOE

1B HopmaneHoe i yimuHeHO
AYTB HopmanbHoe HiH yIIHHEHO
TpomBunoBOE Bpemst Y mHeHO
Konuuecrso TpoMBONNTOR Hopma

YTouHAIINE TECThI

CoorHourenne auTHreH (pubpuHoreHa/kommuaecTBo Guid-
PHUHOTEHE, OINPEIEICHHOE KOAryJI0IorHIECKHM METOI0M,
3HAYUTCIILHO GOMbIIe eMHHMIIB!
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JIOTIOTHUTENTBHBIM TECTOM, TIO3BOJISFOILIMM 10
KOCBEHHBIM TPH3HAKaM 3arofl03pUTh JUCPUOPUHO-
TeHEMHUIO, SBIISIETCS TpoMOo3macrorpadusi.

Hepuyum pakmopos KOoHMakmHol akmusayuu

Hedumt ¢.XI1, npekammkpenna (I1K) u BbI-
cokoMoteKyssipHoro kunuHoreHa (BMK) Henb3st B
TMIOJTHOM Mepe OTHECTH K TeMOpparuvecKkuM 3adolie-
BanusM. Jlepunut aktuBHOCTH BMK wmm 1K kiu-
HUYECKHU HUKAK HE TIPOSIBIISIETCS.

VY narmentoB ¢ aedurmrom ¢.XII (6onesns Xa-
reMaHa) UMEIOTCSl Pa3HOHAIPABJICHHBIE TCHIICHIHH.
Y GombIIMHCTBA U3 HUX, AAKe MPHU IITyOOKOoM nedu-

LIUTE, HET TEeMOPPArMYECKUX MPOSIBIICHUH, OJTHAKO Y
HEKOTOPBIX MALMEHTOB 3TOM I'PYyNIIbI UMEET MECTO
MOBBIIIEHHAs KPOBOTOUMBOCTh. HekoTopsle mariu-
eHThI ¢ neduroM ¢. X1 IMEFOT TeHASHIIMIO K TPOM-
OOTUYECKUM MPOSIBICHUSIM.

Pacnpoctpanennocts nedunmra ¢.XI1 B nomy-
JISLMH JTOBOJIBHO BBICOKA. BOJIBIIMHCTBO CiydaeB yi-
muHeHust AUTB y nanmeHToB 6e3 KITMHMYECKUX Mpo-
SIBJICHAH CBSI3aHO € 9TOM maronorueld. 110 HekoropsmM
JIAHHBIM YacTOTa TeTepo- ¥ TOMO3UTOTHBIX (hOpM Jie-
¢urmra ¢. X1 B momynsimuu nocruraer 1,5-3%.

Jlaboparopnslie nanubie npu aedurmre ¢.XII,
1K, BMK npezacrabnens! B Ta0. 48.

Tabnuua 48

Hszmenenus CKPUHUH2OBbLX mecnoe npu 0edmuume gbakmopoe KOHMAKMHOU akmueayuu

Tecr . XII MK BMK
Bpems KpoBoTeqeHHS Hopmansroe HopmassHoe HopmansHoe
1B Hopmansroe HopmaneHoe Hopmaneroe
AYTB Y uiHHeHo Y uiaeHo Y umHeno
TpomGunoBoe Bpems Hopmansroe HopmassHoe Hopmainsroe

KonnuectBo TpoMOOLHTOB

Hopmanstoe

|

Hopmansuoe

Hopmaishoe

YTouHsIIOUIHE TECThI

Axrtusrocts ¢.X11 Chuxena I Hopmansnas Hopmanshas
AxrusHocts [1K HopmansHas ' CHu:xeHa Hopmanbuas
AxtneHocTh BMK Hopmaneuas , HopmanbHas CHmkena

KombuHuUpoeaHHbIU 8pox0eHHbIU deghuyum
ghakmopos ceepmbigaHUst

Berpeuatorest 1Ba OCHOBHBIX THIIA BPOXKICHHBIX
KOMOMHHUPOBAHHBIX J1€(EKTOB (PAaKTOPOB CBEPTHIBA-
HHS KPOBH.

Ilepsuiii mun BO3HHMKAET BCIEACTBHE OOLIHOCTH
MyTalHu:

» Couerannslii degpuyum ¢hakmopoe V u VIl cBs-
3aH ¢ 1e(h)eKTOM I'eHa, pacroIOKEHHOTO Ha JUTHH-
HOM 1utede 18-if xpomocombl. I'eH oTBevaer 3a
CUHTE3 O€JIKa, yJacTBYIOILETO B OCYILECTBICHUU
TPAaHCHOPTHON (PyHKIMM B 3HJIOIUIA3MaTHYec-
KOM pEeTHKYJIyMe. DTOT OelOK y4acTBYeT B
TpaHcropte B ToM umcie paxkropos V u VIII.

*  Komb6unupoBanHblii deghuyum paxmopos 1, V,
IX, X BO3HMKAET y MalUeHToB ¢ 1-M TOMUHAHT
HBIM THUIIOM 3JIACTUYECKOH M1CEeBIOKCAHTOMBI,
pu Bap(hapHHOBOI 3MOpHoOnaTHy, MyTalluu
reHa raMMariayTaMUIKapOOKCUIIa3bl.

*  Komb6unuposansbiii neduimt paxropos VI 1 IX,
T'€HbI KOTOPBIX PACTIONOKEHbI HAa X-XpPOMOCOME,
BO3HHKAET BCIIEACTBUE Je(PEKTa XPOMOCOMBI,
3aTparuBarollero 00a rexa.

*  Kom6unupoBanHblii nedurmr daxropos VI u X,

CBSI3aHHBIH C aenerment 13-i XpoMOoCOMBI.

Bmopoti mun BO3HUKAET BCIIEICTBUE HE3aBUCH

MBIX MYTaIMii TeHa Y OJTHOTO MallMeHTa.
Jluarnoctrka KOMOMHUPOBAHHBIX MYyTallUi

MPOBOJUTCS MO CTAaHJAPTHOMY IUIAHY.
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Bpox0eHHble HapyweHuUs (hyHKUuU mpomboyumos

BposxienHbie HapymieHus: GyHKIUAA TPOMOOLH-
TOB - JIOCTaTOYHO I'E€TEPOTreHHast IPyIIIa TPOMOOIH-
Tonaruil. JIo HACTOSAIIEr0 BPEMEHHU UCCIEAYIOTCS
BHYTPUKJICTOUHbIE MEXaHU3MbI aKTUBALMU M (PyHK-
IIUOHMUPOBAHMS TPOMOOIIUTOB, KOTOpBIE OoOecredu-
BAIOTCSl Pa3HOOOPA3HBIMU (PYHKIIMOHAIBHBIMU Me-
xaHu3Mamu. [103ToMy CyIiecTByeT HECKOIBbKO Tpe-
JIOXKEHUH 10 KJIACCU(HUKALIMN HACIIEICTBEHHBIX TPOM-
OOLIMTONATHH, OJHA U3 HHUX, KOTOpAasl yUUTHIBACT
HanboJiee pa3paboTaHHbIC MPEICTaBICHUS O MeTa-
O0NM3Me U PEryislud TPOMOOLMTAPHBIX (PYHKIIMH,
npezcTaBieHa B Tadm. 49.

Ha puc. 131 nokazana cxema HapymieHust pyHK-
MM TPOMOOLIMTOB NpH HauboJiee paclpoCTpaHEH-
HBIX BPOXK/ICHHBIX Ae()EKTaX.

Knuauyeckue nposiBIEHUS BPOXKJICHHBIX Ha-
pyHmeHu GyHKIUA TPOMOOIUTOB AJisi OONBIITNH-
cTBa 3a00s1eBaHM cx01HBI. OTMedaeTcs: pa3HOU

CTCIICHU BBIPAKCHHOCTH KPOBOTOYMUBOCTL IIO

MUKPOLUPKY JIATOPHOMY TUIY: METEeXHH,
9KXUMO-3bI, JUINTEIbHBIE NEPBUYHBIE
KpPOBOTEUEHHUS]  IOCIE  TPaBM  CIM3UCTBIX,
MIEPBUYHBIE TOCIEONEPALUOHHBIE KPOBOTEUEHMS,
HOCOBBIE KPOBOTEYEHMUH, MaTOYHbIE
KpOBOTeUeHHUsT Ha (oHe MeHcTpyanuu. B

OOJIBLIIMHCTBE CIy4aeB TI'€MOpPparuuyecKuil CHH-
JPOM BBIP2XKEH HE CHJIBHO U PEAKO YTPOXKAET KH3-
HU. VICKITIOUeHne COCTaBIISAIOT Takhe 3a00JIeBaHM,
Kak TpomOactenus [ annmana u cuaapom bepha-
pa-Cynbe, IpHu KOTOPBIX BO3MOXHBI OIACHBIE JUIS
JKM3HU TPOSIBIICHUS. BHYTPUYEPEITHbIE KPOBOU3IIHU-
SIHUS, TSDKEJIble MaTOYHble U HOCOBBIE KPOBOTEUE-
HUS, KPOBOTEUEHHS CO CIIM3UCTBIX JAPYIHX JIOKa-
JU3alui, MOCJIeoNepaluoOHHbIe KPOBOTEUEHHUS.
ITpu Tpombacrenuu I'maHMaHa omucaHbl reMapT-
PO3bI ¢ pa3BUTHEM apTPONATHH, CXOJHON C remMo-
bumyeckoil.

Tabnuua 49

Knaccupurayus eposcoennvix napyuenuii (yHKyuu mpomooyumos
(Rao. Am J Med Sci 1998; 316: 69-77)

JedexTn B3anmoeiicTBis TPOMOOUMT — COCYAMCTAS CTeHKA (ledeKThl aAre3nn)
— bosnesnn BunneGpanna (napywenue daxtopa Buiebpanaa) (cM. pazaen «bonests Bunnebpanaa»)

— Icerpobonesns Bunnebpanaa
— Cunapom beprapa—-Cynase (nedexr GPIb)

HedexTbl MEKTPOMOOUHTAPHOIO B3aumoaeiicTBH (JedexTb! arperamnnun)
| — Bposaennas apubpunorenemus (oTcyrcTBHe 1asMeHHoro ¢gubpunorena)

— Tpombacrenun I'nannmana (aedexr GPIIb-111a)
Hapymenns QyHKINH ceKpeliHn B nepejayn CHrHajia
— AHOMaINH rpany’
e Jlepuumt myna xpaHenus
o Ksebekckas anomMaius TpoMOOLHTOB

~ Jlethextsl nepepauu curnaia (nepsutnbie Aedexrs ceKkpern)
e JledexTsl TPOMOOUMTAPHBIX PELIENTOPOB: peLienTopa TpoMbokcana A, kormarena, AJID, snuHedpuna

(agpenanuna)

e Jledexrn aktuaumun nporenna G, seduunr Gog

o Jledexrer merabommama docharuannunosurona, xeduunt ocdommnazs C-132

o JledexkTsl MOOHIH3AIMH KATLITHA

— AHomanuu oOMeHa apaxHI0HOBO# KHCIOTEI M CHHTE3a TpoMOoKcaHa A,
e CHuKkenue BbICROOOMKICHHA apaXxHI0HOBOH KHCIOTHI

e JlepUuHT OUKIOOKCHICHA3BI
o Jledpnumt TpoMOOKCAHCHHTA3EI
JleexTrl peryasuun uuTocKe1eTa
— Cunapom Buckotra-Onapaya

Hapymenus B3aumojeiicrsus Tpombonuros ¢ eJikaMHi remocrasa
— Jedext dukcarmn daxtopos Va i Xa Ha noBepxHocTH TpoMOoImToB (cHHpoMm CkoTTa)
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M3menenust 1abopaToOpHBIX TECTOB IPH BpPOXK-
JICHHBIX HApYIIEHUAX (PyHKIIUH TPOMOOIMTOB MPE-
craBJieHsI B Tabu. 50.

WunynupoBaHHas arperanus Ha pa3iuyHbIe
aKTUBATOPBI SBIISIETCSI OJJHUM M3 HanboJiee rmokasa-
TENBHBIX JJAOOPATOPHBIX TECTOB IS BBISIBIICHUS Ha-

Anreaun

A
/*

@ TPOMOOUMTOB ¢ Genkamu remocTasa

CIICZICTBEHHBIX HapYIIEHUH (yHKIMU TPOMOOLIMTOB
(puc. 132). Haubosnee 3HaunMbIe J1aOOpaTOpHBIE Te-
CTBI, UCHIOJIB3YEMBIC JUTSl TUArHOCTHKU BPOXKICHHBIX
HapylIeHni QYHKIMHA TPOMOOIIMTOB, CyMMHUPOBAHbI
B Tabm. 51.

XPaHeHnA

CHInKeHne cuxTe3a
TpomMBOoKcaHa

[TepBuyHbIi geexT
cekpeunn rpaHyn

AxTuBauua TpomBoLuTami
NNa3MeHHOro remocTasa

HapylweHua B3anmopencTena

Puc. 131. Cxema MexaHU3MOB pPa3BUTUSI BPOXAEHHBLIX HapylleHnin dyHKuumn Tpom6GoumToB. JAI - anaumnrnvuepon, JILM -
nerkve uenu mmoamHa, MNMrC; n MrHz- aHponepekmen, OJ1A,- docchonmnaza Ay, G - G-6enok, 1P; - nHosuntontpudocdat, PAF -
TpoMGOLMT-aKTMBMpYLoLLMiA doakTop, P1P, - dhocdatuamnmHosuton-4,5-ucgocdar, R - peuentop, WWF - chaktop BunnebpaHaa
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Bpooicoennvie napywenus pynkyuu mpomboyumos

Tabnuua 50
Koan- Arperanus TpoMGouHTOB
Tun g Pasmep X
= axu-
e | rowto- | PRCE e | cp | an O
HHTOB HAIHH Jared | OeTHH iy
Hapyumenus aaresnu
[eesnoGonests Brebpania A-Jl d Hopma + + + | Vcunena +
Curizipom beprapa—Cyiibe A-P d Kpynssie + - - = +
IepBHUHbIE HAPYIICHHS ArPerannu
TpomGacTenns I anuMana A-P__ | Hopma | Hopma | - SR R PT VES PR
BropHunbie HAPYIIEHHS ATPeraunu
Jedexrs! mynioB XpaHeHHit
JeduumT niuoTHLIX rpaHys A-P Hopma Hopwma - - +
Jleduumr o-rpary: (CHHIPOM Cepbix
gMﬁomﬂUB)_ A-P d Kpynusie |+ -
eIAHHbIH AeHIHT O 1
MIOTHBIX TPAHYJl Al - x = x x
Ksebexckas anomams pomGouros | A-J1 d Hopwma = + + X
Hapymmenus cexpertn Pazmmuneni| Hopma Hopma - ot - * —
Hapyuienus mpoKoary/IsHTHOMH aK-
THBHOCTH TpoMboLmTOB. CHEIPOM A-P Hopma Hopma + - + + +
Ckotra

A-P - ayTocoMHO-perieccuBHEIA, A-J] - ayTOCOMHO-TOMUHAHTHBIH, «+» - MPUCYTCTBYET, HOPMAJIbHAS, «-» - OTCYTCTBYET WX
CHIJKEHA, «+» - BapuabenbHa IM00 CIerka CHIKEHa.

AnpeHaniy Alle KonnareH Pucrouetins ApaxunoHosan
KNCnoTa

07 0 0 07
201 20 20 20
Hopma 45 - 40 40 401
KOHTPOMb 601 80 80"
801 80 80 80 807

100 100 100 100 T —————

0--—-“ U D D.M‘h‘_
201 20 2 207
Tpomba- 4o+ w] 40' \ 401
CTEHIUA  5p B 60 60 607
fhaHumaqa g 80 801
100 100 100 100
0 0
CuHapom 20 20

e k gk & & \
Cynee 60 60
J 80
1uc 100 100
0- n- 0- 0

[echekTol :au* 20— 20| 20 20 \\/
nyngB 401 40‘ 407 40+ 40
xpateHus 607 60} 601 601 601
801 807 801 8071 801
00 100 100 100 100

0T . O O 0 e
Brusanme 207 207 207 i [ 20
acnupuHa 407 407 407 407 407
601 607 607 607 60
801 807 B0 807 801
100 100 100 100 100

Puc. 132. Arperaumsi TPOMGOLMTOB C pa3fUYHbLIMU UHAYKTOPaMU Y 310POBbIX M0AEN U NPU BPOXAEHHBLIX HAPYLLEHUSIX (DYHKLMM

TpomGounTOB
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Tabnuua 51

Haubonee 3nauumvie rabopamophvie mecmol, Ucnoib3yemule 0isi OUACHOCHUKU
BPOCOCHHBIX HAPYULEHUU PYHKYUL MPOMOOYUMO8

ITepBuunbIe TECTHI

o Komuuectso TpomOonuTOB B r1epH(pepH4eckoil Kposu
* Bpems kpoBoTEHCHHS

o Hcenenosanue arperaiuyi TpoOMOOINTOB

e Perpakims KpoBSHOIO CIyCTKa

nﬂ;'l'l'BEpiRJlalOlllH? TECThI

e Hccaenosanne peaKimH BbICBODOXKICHHSA

KOMIUIEKCa)

» Onpepenenne rmkonporentos GPIb-V-IX, GPIIb-1ITa
® )JIeKTPOHHO-MHKPOCKOITHYECKOE HIIH HMMYHOJIOTHYECKOE HCCTIEI0BAHME IPAHYJl H IMTOCKE/IETa TPOMOOLMTOR

L] OI[pCﬂC.’TC]lIiC AKTHBHOCTH TpOI\-ISDKCﬁlICHHTL’.‘Tﬁ'ShI H HHKJIOOKCHI'CHA3b]
o Hccnenosanue arperatmn TpO.\iﬁOl_lH'l'OB C HH3KHMH H OOBIYHBIMM pasBe/ICHHAMH PHCTOLIETHHA
. OI'I]'JCIIC.'IEHHE NnpoKoa F_\r’.‘n'lﬂH'I'H(‘Jﬁ AKTHBHOCTH TT}OMﬁO[IITTUB ':_OTIPE,’IGHEH}E {bopmupoaamm llpO'l'pOMGHHEi’.iHl)I'O

HacnedcmeeHHas 6one3Hb BunnebpaHda

bonesns Bunnedpanna (BB) - remopparuueckoe
3a0o0ieBaHue, SIBJIAIONIEECS CIEICTBHEM KaueCTBEH-
HBIX MW KOJHWYECTBEHHBIX HapylleHHil ¢akTopa
BunneOpanna. 6B ObiBaeT HaclienCTBEHHON WX TpH-
obperennoit. Ctporo rosopsi, Oosne3ns BunneOpan-
Ja HEJb31 OTHECTU B TPYMIY TPOMOOIUTAPHBIX Ha-
PYLIEHUH, TOCKONBKY TPOMOOLHMTHEl NMpU OONE3HU
Bunnebpanna He cTpanawor.

[IpuunHoli HaciencTBeHHOH Oone3Hu Buine-
Opanpa siBisieTcss MyTauus rera ¢axropa Bumie0-
panaa (VWF). K Hacrosiiemy BpeMeHHM MOKa3aHO,
YTO HacjencTBeHHast Oone3Hs Bumnebpanna siBiser-
csi Haubosee pacHpOCTPaHEHHBIM T'€MOpPParndecKuM
3aboneBanueM. Yactora Hocutenedl nedeKTHOro
redHa VWF B monynsimun nocturaer 1:100 genosex,
HO jumib 10-30% u3 HUX UMEIOT KIMHUYECKUE MPO-
SIBJICHUS.

Knaccugukayusi u namozeHe3
6onesHu BunnebpaHoa

B cootBercTBHM ¢ 00IIENpUHATON Kiaccuduka-
nueit (Sadler, 1994) BB nonpaznensiercst Ha 3 Tuma, a
TUI 2 - Ha 4 moaTHIa;

e 1-11 mun - HacieICTBEHHOE 3a00JieBaHHUE C Yac-

TnuHbIM Aedunutom VWF B KpoBU M HOpMaib-

HBIM pacrnpeaeneHueM mynbTumepoB VWF;

*  2-1i mun - HacIeACTBEHHAs NATOJIOTUS C Kaye
cTBeHHBIM n3MeHenneM VWF. Bropoii tun oz
pasznensior Ha 4 moaTHIA:

noomun 24 - XxapaxTepu3yeTcsl CHIKEHHUEM
mynbTuMepoB VWF Gomnbioii u cpenneit Mo-
JIEKYJIAPHOH Macchl,

- noomun 2B - 6onpiine myastumeps VWF
CHIDKEHBI, yBelTn4ueHa aQ(pUHHOCTD K TPOM-
OonuTapHOMy IIIMKONpOoTenHY 1b 1 cHibke
Ha a GUHHOCTH K APYTUM pELEenTOPHBIM
TIUKOIPOTEUHAM;

- nodmun 2M - XapaKTepu3yeTcsl CHUKEHHON
PUCTOMHIMH-KO(PAKTOPHONW aKTUBHOCTbHIO
MPH HOPMaJIbHOM KOJIMYECTBEHHOM H Kade
CTBEHHOM cocTaBe MynbTuMepoB VWF;

- noomun 2N - kauecTBeHHBIE BapuaHThl VWF
CO 3HAYUTENIbHBIM CHIKEHUEM adpuHHOC
™ K @.VII (camxena VWF:FVIIIB);

*  3-u mun - npaktuueckoe orcyrcrsue VWF B
KpPOBH.

Juarnoctuueckue npuzHaku Oone3nu Bume-

OpaHza mpeacTaBiieHbl B Ta0m. 52.

lNcesdobonesHb BunnebpaHda

Ilcesdobonesnsb Bunnebpanoa (TpoMOOLUTAPHBINA
THUI) BO3HUKAET BCJICACTBHE MOBBIIICHHOTO CBS3bI-
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Tabnuua 52

Knunuueckue ocobennocmu u ouaznocmuueckue npusnaxu 6onesnu Buinebpanoa (BB)

[ Mon- Yacrora
Kaunnueckue ocofeHHOCTH Jlnarnocruka
THIIBI BCTPeYaeMOCTH
Tun | 1-30:1000; nanbonee |Jlerkne n ymepennsie npusnakn kposoro- |vVWF:Ag, akruBaocts VWF u . VIII cuuze-
pacnpocTpaHeHHbIil |YHBOCTH: ayTOCOMHO-IOMHHAHTHBIN THI  [Ha nponopuxoHansho (20-50%). Bee dipak-
Bapuaut bB HACJICA0BAHHSA C HEMOIHOM MEHCTPAHTHO- | LHH MYJIBTHMEPOB MPEJICTABICHBI TIPONOpP-
(>70% Bcex ciayuaes) |cTei0 (npumepro 60%) LHOHATBHO
Tun 2A | ITpubnusurensHo Jlerkue n ymepennbie npu3nakn kposoto- |Bapuabensrnoe cumxenne vWF:Ag, akTus-
10-15% Bcex KJIH-  |YHBOCTH; 9aille ayTOCOMHO-goMHHanTHOe, |HOCTH VWF 1 . VIII, otcyTcTBHE BRICOKO- H
HHYECKH 3HAYMMBIX |HO BO3MOKHO H ayTOCOMHO-PELIECCHBHOE  |CPeHEMOIEKYISPHLIX MyabTHMepoB VWF
cayuaes BB HacnenoBanue ¢ fonee noAHOM NeHeTpanT-
HOCTHIO, 4eM npu |-M THne
Tun 2B |Jlosonsno peaknit  |Jlerkue u ymepentbie npu3Haky Kposoto- | Bosmosxkuo cumkenne vVWF:Ag u ¢. VIII;
BapuanT (<5% BCex  |MMBOCTH; Hallle ayTOCOMHO-AOMHHAHTHOE | YMCHBIICHNE BBICOKOMOIEKYIAPHBIX MY/Ib-
KJIMHHYECKH 3HAa4YM-  |HacleloBanne ¢ 6oee nomHoi THMEPOB, MOJIOKHUTEIBHAS arperains ¢ HH3-
MbIX cinydaes bB) MEHETPAHTHOCTBIO, YeM NpH 1-M THHE KUMH KOHIIEHTPAIMAMH PHCTOLIETHHA, JIeT-
Kasi i yMepeHHas TpOMOOLHTONeH S
Tun 2M | Peaxwii Tan (eau- Tsameers remopparudeckux pacerpoiicts  |BapuaGenbnoe chinkenne vVWF:Ag u ¢.VIIL
HHYHBIC OMHCAHNA) | pa3AM4HA; ayTOCOMHO-JIOMHHAHTHBIH THI | AKTHBHOCTH VWF CHIDKEHa OTHOCHTEIBHO
HacJIeA0BaHUA AHTHTEHA, HECMOTPS HA HPHCYTCTBHE BBICO-
KOMOJIEKYJISPHBIX MyJabTuMepoB VWF
Tun 2N |Berpeuaercs Pasnoobpa3sueie nmo Taxectn remopparuyde- |AxruBHocts VWF:Ag n vWF pasnnuansi,
peako ckHe Hapymenusa. KiuHuueckue Hapymie-  (4acTo HopMalibHbie, JIHCTIPONIOPIIMOHANILHO
HHA CXO/IHbI C HeTAXenbIMI (hopmamu re-  |cHiker ¢. VIIL. Kak npasuno, HopMaishoe
smodunun A, Hacnenopaune ayrocoMHOE | pactpeie/ieHHe MYJIETHMEPOR, CHIDKEHHE
win orcyrereue VWF:E.VIIIB
Tun3  [1-5:1 000 000 Tskensie remopparuueckue Hapywenns; |VWF:Ag, aktusnocts VWF 1 ¢. VIII 3naun-
ayTOCOMHO-pelleCCHBHOE HACIIE/I0BAHNE TEJBHO CHHKEHBI HIIH HE OLPEIesIOTCs

Banust VWF ¢ GPIb-1X-V 3a cuer myraiuu nocie-
JTHETO. DTO MPUBOIUT K YCKOPEHHOH AITMMUHAIINH
B [IEPBYIO OYepelb HaOO0JIee BHICOKOMOJICKYIIIPHBIX
komrutekcoB VWF 13 m1a3Mbl ¥ IUCTIPOIIOPIMOHANB-
HOMY CHIKCHHUIO €TO aKTUBHOCTHU IO CPABHEHUIO C
AQHTUTECHOM.

KnuHuveckasi xapakmepucmuka
b6one3Hu BunnebpaHda

OCHOBHBIM KIIMHHYECKUM TPOSIBIICHHEM 00JIe3-
1 BunieOpanza siBsieTcsl OBBIIICHHAs KPOBOTO-
YUBOCTH NPH TPaBMaX WM MaTOJIOrMYECKUX IIPOIec-
cax. [Ipu Gomne3nn BuneOpanaa crpagaer GyHKIUS
OCTQHOBKHM KpPOBOTEYCHHS, CJICJOBATEIBHO, Xapak-
TEPHBI MEPBUYHBIC KPOBOTCUCHHMS, HAYMHAFOIIUECS
Ccpasy 1ociie TPaBMBHl.

Xapakrep ¥ TSHKECTh TeMOPPAaruueckoro CHHII-
poma ripu Gose3Hn BuineOpanaa 3aBucsT ot Qop-

MBI 3a00JIeBaHus. B 11e1loM MOXKHO YCIOBHO Bbljie-
JIUTH TPH BapUaHTA!

| 6apuanm. I'emopparnieckuii CHHIPOM 1O MUK-
POLIMPKYJIITOPHOMY THITY XapakrepeH Uit 1, 2A, 2B,
2M tunoB 6one3nu BumneOpanna. TunaaeiMu sB-
JISIIOTCS. KOYKHBIA TeMOCHHJIPOM B BUJIE SKXMMO30B,
NeTexXui, KPOBOTCUCHHUSI U3 TPABMHUPOBAHHBIX CIIU-
3UCTBIX 000JIOUEK, UIUTENIbHBIC KPOBOTCUEHUS U3
JYHOK yJaJIeHHBIX WM BBINABIINX 3yOOB, HOCOBBIE
KPOBOTEUEHHsI, MAaTOYHBIE KPOBOTEUEHUS Y JIEBOUYCK
nocjie Havajla MeHCTpyallii, UHTpa- U mocjeonepa-
IIUOHHBIE KPOBOTEUEHUS, >KEIYJOYHO-KUIICUHBIE
KPOBOTEUEHHUSI M KPOBOTEUECHHSI M3 MOYEBBIX ITyTEH.
MeHee XapakTepHbI KPOBOTEUEHHS U3 MECT UHbBEK-
LM ¥ TeMaTOMBbI TKaHE! MOCIIe Pa3IMYHBIX TPABM.

Il sapuarm. BeipaxeHHbI reMoppariyecKuii CuH-
JIPOM TI0 CMEIIAHHOMY (TeMaTOMHOMY M MHKPOLIAPKY-
JSATOPHOMY) THUITy. DTOT BapUaHT XapaKTepeH st
OOJBHBIX TsDKENBIMU (popmamu 1-ro 1 3-ro THmoB 6o-
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ne3un BunneOpania, KIMHUYECKH HAllOMHUHAET TeMO-
¢ummro. [lepBbie MPOSBICHUSI MOT'YT OTMEUATHCS B TIE-
PHOA HOBOPOXKICHHOCTH: KOKHBIH T€MOCHHAPOM, Te-
MaTOMBI M KPOBOTEUEHMS U3 MECT HHBEKUUU. Y nereit
W TIOAPOCTKOB BO3HMKAIOT TEMAaTOMBI MATKHX TKaHEH,
KPOBOTEUEHHSI TIPH TPaBMax CIM3UCTON PTa, CMEHE 3Y-
00B, KPOBOTEUEHHS U3 PaH KOXXH M CIU3UCTBIX, HOCO-
Bbl€, KHILIEYHbIE KPOBOTEUCHHUSI, KPOBOTEUECHHS U3 MO-
4yeBbIx mytel. [locne Havyana MeHCTpyaluid y JeBOYEK
HEepeIKHu MaTOYHble KpoBoTeueHus. KpoBousnusHus B
CYCTaBBl, TaK K€ KaK U MpU reMO(UINH, MOT'YT HayaTh-
Csl Ha TIEPBOM TOAY >KU3HH. DTH OOJBHBIC CTPANAIOT OT
WHTpa- ¥ IOCIEONEePauOHHBIX KPOBOTEUCHHH.

Il 6apuarnm. Knuanueckas KapTuHa CXOJHA C Ta-
KOBOH y OONbHBIX TeModuineil A ¢ aHaJTOTHYHBIM
ypoBHeM ¢akropa VIII: reMaToOMHBIN THII KPOBOTOUH-
BOCTH, PENKO COMPOBOKAAIOIIUICS MOPAKEHUEM CYyC-
TaBoB. /{75 sTOrO BapmanTa Oone3Hu BunneOpanaa
XapakTepeH KOXXHBII TeMOCHHIPOM B BHJE IEMaTOM,
OTCpOUYCHHBIC (BOSHUKAIOLIME Yepe3 HECKOJIBKO YacoB
WM JIHEW T10CiIe HACTYIUICHHS TPaBMbI) KPOBOTCUCHHUS
IpH TpaBMax M mociie onepanuid. MoryT BO3HUKATh
MOCTTPAaBMAaTHUECKHE T€MaTOMbI MSTKHUX TKaHEH.

Ocnooicnenus cemoppazuieckux nposasieHull.
HaunGonee yacTbIM MpOSBICHHEM I'eMOPPArunIecKo-

ro CHHJApPOMA y JIeTel SBIISAETCS XpOHUYECKask MOCT-
reMopparuveckass aHeMusi. ApPTPONATHH CYCTaBOB
BO3HUKAIOT Y JIETEH C PEIUIUBUPYIOIUMHI TeMapT-
po3amu npu 3-M turie Oone3nu BuimeOpanna. Tak-
K€ OIMMCAaHBl eAUHUYHBIE cliydau (popMUpOBaHUS
MICEBIOOIYXOJIEH y MaIlMeHTOB ¢ Oone3Hpi0 Buieo-
paHna.

JlabopamopHasi duazHocMuKa
6onesHu BunnebpaHda

Huarnoctuka 6onesnu BunneOpanma ocHoBaHa
Ha aHaliM3e aHAMHECTHYECKHUX, KIMHUYECKUX M Jia-
0OpaTOPHBIX JAHHBIX.
Juarnoctuueckue KputTepuu Oone3nu Buime-
Opanpa:
*  TunuuHbBI reMOpparun4ecKuil CHHAPOM.
*  Ilpu3Haku cHUKEHUs cenu(PUIECKON aKTUBHO
ctu VWF: vVWF:RCo, VWF:RCB, vVWF:FVIIIB.
e Jlng tTuna 2B TUNUYHA TOJIO0XKHUTEIbHAS PEaKs
arperanyy TpoMOOIIMTOB MPH MUCIOIb30BAHUHU
B KauecTBE MHAYKTOpa PUCTOLETHHA B HU3KOH
KOHLIGHTPALIUH.
duddepennmanbuplii auarnos3 6one3snu Bume-
Opanjaa mpejacraBieH B Ta0u. 53.

Tabnuua 53
Jughhepenyuanvrolii Ouacnos bonesnu Buniebpanoa
3aboieBanun
Tpose: Ipuood-
bB, douuro- | Tpomoa- -y Hpyrue Bmma: p(ﬂ"&:l-
Tectnr Tunst 1, | BB, bB, natus | crenus |Temodu- ,.[[np‘)!‘ue TpomBo- | Mo | HbIH
3,2A, | un 2B | Tun 2N | Bepua- | lnann- | Jaus A o rrone. | D[S NN
M pi— i JONMATHH D Koary- Bua-
e JAHT | aedpan-
3 N
I 2 3 4 5 6 7 8 9 10 11
Bpems kpo- |H/T H/T Yame H |Yame T |7 H H, H/T H H/T
BOTEUCHHS peaxo T
AYTB H/T H/T T H H i) H/T H H/T H/T
I1B H H H H H H H/T H H/T H
Komuectso |H 4, moxer |H l H H H l LH H/A
TpoMOOLUTOR TIOBBI-
IIATHCH
JI0 HOP-
MBI
vWE:RCo i v HA H H H H H Kak il
pexe H PaBUIo,
H
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OkoH4YaHue Tabn. 53

| 2 3 4 5 6 ff 8 9 10 11
vWE:Ag ! (xpome |HA H/ H H H H H Kak 1)
THIa 2M) NPaBUIIO,
H
b.VIII H/ HA L H H s H Kak Yacto & |HA
(xpome | (xpome MPaBHIIO,
tuna 2M) |tuna H
2M)
Arperanusi ¢ |H H H H WH H H Moxer |H
AJI®, KoIIa- ORITH
reHOM. ajpe-
HATTHHOM
|Arperamas ¢ | L/H JH Kak LH H H H Kak LH
| pHCTOLIETH- HPaBKIIO, MPaBHIIO,
HOM H H
Kposoroun- |ITo mux- |ITo [To rema- |ITo mux- |ITo muk- |Ilo rema- | ITo rema- | ITo muk- [Her Mo mMuk-
BOCTE POLMPKY- |MHKPO- |TOMHOMY |pOIHpP- |pOHHP- |TOMHOMY |TOMHOMY [pDOLMp- |OpH3HA- |pOIHP-
JTATOPHO- |IWPKY- | THITY KyJIsi- KyJ1s- THITY HITH Ky~ KOB KO- |Kylsi-
My WIH | ASTOp- TOPHOMY | TOPHOMY CMEIIaH- | TOPHOMY | BOTOYH- |TOPHOMY
CMEImIaH- |HOMY THITY THITY HOMY THITY BOCTH THITY
HOMY THITY THITY
THITy
Hacnegosa- |A-Ic¢ Alc |A-lc A-P A-P Cuen- Her Her
HHE HEMOMHOM | HEMO- | Hemon- JICHHOE €
TIEHeT- HOI HOMH HONIOM
paHTHO- |meHeT- |[eHer-
CTBIO, paHTHO- |pAHTHO-
(1151 3-r0 | CcTBIO CTHIO
tHna A-P)

VWF:Ag - aaturen daxropa Bunnedpanna, VWF:RCo - komrareH-cBsi3pIBatomasi akTUBHOCTH (akropa Briutebpanaa,
¢.VIII - paxrop xoarynsuuu VIII, A-J] - ayrocomHO-mOMUHaHTHOE, A-P - ayTOCOMHO-peIiecCUBHOE.

Kunnun4yeckuii npumep 5

Maupuuk, Bo3pact 1 ron. Ponurenu obpatu-
JIUCh IO TIOBOJY TEMOPPArnYeCKUX MPOSBIECHUM.
B anamuese: ¢ pokIeHHS KPOBOTEYEHUS U3 MECT
HHBEKIIUU B TEUEHHE MHOTHX 4YacOB, OCTaHABJIMBA-
JIUCh CAMOCTOSITENIEHO; KPOBOTEUEHUS MPU TIPOpeE-
3BIBAaHUU 3YOOB MPOJIOJDKAINCH IO HECKOIbKHUX
JTHEH, TakKe OCTAHABIMBAJIUCh CAMOCTOSATCIILHO,
KPOBOTEUEHUE U3 TPABMUPOBAHHOW Y3/I€UKU BEpPX-
Heil TyOBI - B TEUEHHE CYTOK, OCTAHOBHJIOCH TIOCTIE
BBEJICHUS CBEKE3aMOPOKEHHOU Ma3mbl. Co cJoB
Martepy, y ee OTIa ObUIM TeMOpparudecKue mposiB-
JIEHUS, OJHAKO OH HE 00ciieoBaiicsa. AHAMHE3 U

KIMHAYECKAsT KapTUHA HE TO3BOJISUIA CAETATh OJI-
HO3HAYHOTO MPEANOIOKEHUs O auarHo3e. buiio
MIPOBEJICHO 00CIIeJOBaHKE.

Bpewms kpoBoteuenus He onpenernsu. 11T 99%,
AUTB 83 ¢ (Hopma 1o 43 ¢), aktuBrOCTh ¢.VIII 1,5%,
akTuBHOCTH (.1X 55%, pucrtoreTnH-KopakTopHas
aKTUBHOCTH <3%, arperaisi TPOMOOIMTOB C arTpH-
CTUHOM OTCYTCTBYeT; arperanus ¢ AJID, xomnare-
HOM U aJIpCHATMHOM - HOPMaJIbHAs.

Pebenky b1 6vicmasien ouaenos: 6oie3nb Bui-
neOpanna, Tun 3. B nanpHelieM remoctaTudeckast
Tepanus mpernaparamu, coAepkamumMu (HaxkTop
BunneOpana, mo3BoiuiIa OCTaHABIUBATH KPOBO-
TEUCHHUSI.
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Bonesnp BunneOpanaa 4acTo cOmpoBOXkKIaeT-
Csl UI3MEHEHHUSAMH T€MOCTa3a, KIMHUYECKH CXOXKH-
MU C MPOSBICHUAMU reMO(PHUIUN A, 3TO CBS3aHO
c teM, uto VWF sBnsercs B miaa3Me HOCHUTEIEM
daxtopa VIII. Ilpu 6one3nn Bumiebpanna yacto
camwkensl kak VWF, tak u ¢.VIII. IIpu remodu-
muu A yposens ¢.VIII camwxken, a VWF nHopmas-
Heii (puc. 133).

B tabn. 54 npencraneHpl W3MEHEHHS! OCHOBHBIX
KOAryJI0JIOTHYECKHX TECTOB Y MALEHTOB ¢ 0OJIE3HBIO
BunneOpanna (tum 1) mo cpaBHEHUIO ¢ OOJIBHBIMU
reMopuinel A ¢ reMopparuyecKuMH IMpOsIBICHUS-
MH U MIPH TEPEAO3UPOBKE HENPSMBIMU aHTUKOATY-
nstatamu (nedunmre Buramuna K).

Tabnuua 54
Hzmenenue koazynoepammul npu 3a001e6aHUAX,
CONPOBOAHCOAIOUWUXCSL 2EMOPPASUIMU

Boie3ns ["emodu- Jedmunpt
Busiieopanga| aus A |BaTamuna K

Bpemsi kpo- T Hopma Hopma
BOTEHCHHA

[1B Hopma Hopma T
AUTB T+ T+ T

¢. VI 1 Lt Hopma
VWF 1l Hopma Hopwma

Anzopumm duazHocmuku 6one3Hu BunnebpaHda

Heo6xommblii MUHIMYM 00CIIeZIOBaHUS: BpeMst
KPOBOTEYEHHSI, KOTUUYECTBO TpoMOo1uToB, [1B,

Hopma

X-xpomocoma 12-a xpomocoma
reH reH

thakTopa thakTopa

VIl ; vWF

(Xq28)

Cunres g/l — CuHTE3
B HE'-IEHM. vWFE B 3HAOTENUN O

=

Komnneke d}._\}lll—vWF

Puc. 133. Komnnekc o®.VIIl—vWF onpepensetcA cuHTe3oM dakTopa VIl

emochbunua A

X-xpomocoma 12-a XpoMocoma

Tonbko VWF

AUYTB, arperauusi, UHIyLUPOBaHHAs PUCTOLETH-
HOM, PUCTOMHUIIMH-KO(AKTOPHAsI aKTUBHOCTDH (PaK-
Topa Buiuebpanna.

[Tpu camxenrm VWF:RCo criemyet onpenemits
anTure (akropa Bumeopanma (VWWF:AQ), paccuu-
tath otHomienue VWF:RCo/VWF:Ag.

ITpu nono3penun Ha T 2B Tpebyercst BbINON-
HUTh MHAYLMPOBAHHYIO arperalyio ¢ HU3KUMH J0-
3aMH PUCTOLIETHHA, a pH nojo3perun Ha Tun 2N -
ompenenuts VWF:F.VIIIB.

B nanpHeiimem s TunmpoBanus GopMbl 60r1e3-
HU BuineOpanza creryer mpoBecTy TeCThl B COOTBET-
CTBHU ¢ Tab. 55.

CoomHoweHue akmueHocmu ¢hakmopa BunnebpaHda
u epynnsl Kpoeu

HMccnenoBanus akTUBHOCTH M aHTUreHa (pakTopa
Bunnebpanna y 310pOBBIX JIMII MOKa3ajd, 4TO
VWF:RCo u VWF:Ag B 11e710M HE OZIMHAKOBHI Y JIFONICH
C pasHbIMU IpyrIaMK KpoBH. Y sl ¢ 1 -i1 rpyrmoit nve-
€T MECTO HanboIIee HU3Koe coziepkanue (akropa Bu-
neOpana. Hiwke npusenens! Hopmel VWFAQ B 3aBu-
CHMOCTH OT TPYHIIbl KPOBH, pEKOMEHI0BaHHbIe Bce-
MHPHOI1 acconmareii TpoM603a 1 reMocTasa.

I'pyrma kposu HopmarbHoe conepxarme VWF.Ag
36-157 49-234 57-241
64-238

bonesHb Bunnebpatna

X-xpomocoma 12-a xpomocoma

reH MyTauua
(hakTopa rexa VWF
Vi

(Xq28)

=

v VWF

=

ne =

bbicTpan nerpanauna
VIII 8 otcyTcTBumn VWF

ﬂ

Ha ocHoBe MHdopmauum B X-xpomMocome u

cuHTe3om VWF, nporpammupoBaHHOM B 12- xpomocome. emodunusa A 3aBucut OT MyTauum B X-xpomocome, 6onesHb

BunnebpaHga - oT myTauum B 12-i1 XxpoMmocome
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Tabnvua 55
Jlughdpepernyuanvhwiii ouacnos gpopm boresnu Buirebpanoa
Tun d6oae3nn Buinedpanna
Tecr
1 3 2A 2B 2M 2N Ilcerno-bB
vWF:Ag Cunxen, |[<5% CHuken, Cuuxen i | Hopmais- Hopmains- Hopmaib-
HO >5% peiKo HOp- | HOPMAJIBHBIH | HBIH HITH HBIH HIH HbI HITH
MAaTbHBI#H CHHIKEH CHHKEH CHIKEH
vWE:RCo Cramxena | 3nauntensro | CHuxeHa Craunxena Cumxena Hopmanbnas | Hopmanshas
CHMIKEHA HIIH HOp- HITH CHHKEHA
(nmpakTH4e- MajibHas
CKH OTCYTCT-
BYET)
vWF:E.VIIICB Cruwxkena | 3uauntensHo | CHmkena Crmkena ? Hopmansnas | CHukena
CHHKEHa HJIH HOP-
(mpaxkTHue- MasbHas
CKH OTCYTCT-
BYET)
| Arperauus ¢ pucto- |CHukena |3nayntensho | Cunkena Hopmanehas | CHuxena Kak npasu- | HopmanbHas
LETHHOM HIIH HOp- | CHMJKEHA HJIH YMEPEH- | HJIH HOp- 7110, HOp- HIIH YMepeH-
MaibHas | (oTcyTcrByer) HO CHW/KEHA | MaJbHAas MaTbHAA HO CHH/KEHA
| Arperauus ¢ Hu3ku- | Her Her Her Ectb Het Her ?
MH JI03@8MH pUCTOLIe-
THHA
vWE:RCo/vWF:Ag [Hopmains- |[lpakraue- |Chikeno Hopwmanshoe | 3nauntensho | Hopmansaoe |Yaimie cau-
HOE CKH He ompe- | (=0,7) HIIN CHHIKE- | CHHIKEHO skeno (<0,7)
AersieTes HO (<0.7)
Bpems xpootede- | Ymaeno |Yamuneno |Yammweno | Ymmuueno | Ymmneno |Kak npasu- | YnmuaeHo
HHS WIIH HOp- HIIH HOD- 710, HOP-
MATLHOE MallbHOE MaJlbHOE
. VIII Yuepeuro | Criken Camxen wim | Hopmans- 2 CHuxken Hopmans-
CHIIKEH FHAYUTENILHO | HODMATBHBIN | HBIH HIIN HBIH WK
WITH HOD- CHIDKEH CHMIKEH
MaJbHBIH
Kommueeteo TpoM-  |Hopmans- | Hopmanssoe | Hopmaneroe | CHinkeHO, Hopmansnoe | Hopmanshoe | HopmansHoe
BonuToB HOE peKe HOp- WIIH yMEpeH-
MaTbHOE HO CHHIKEHO
MynbTHMEPDI Ilponop- |Her Her tsoke- | CHinkeHbI Hopmansuste | HopmansHeie | Heckoneko
[THOHAIb- JIBIX W Cpell- | TSKelbie CHHMIKEHBI
HO CHITKE- HHX TSKENTBIE
HEI BCE
vWEF:E.VIIIB Hopwmans- | CHikena Hopmameras |Kak npasu- |Hopmansras | 3maunTenbro | HopmanibHas
Has Wi HITH CHIDKCHA | J10, HOP- CHIJKCHA VITH CHIKEHA
CHIJKEHA MallbHas

80% nuu ¢ quarHocTUPOBaHHOW J1abopaTOpHO

BB umerot O rpynny kpoBu. Y miofeil ¢ He mepBoi

IPYNINOA KpOBM pUCK BeHO3HOTro Tpombo3a u UBC
MPUMEPHO B 2 pa3a BBILIC 110 CPABHEHHIO C JIULAMH C
1-i1 rpynmo# kpoBu. Cpenu Ul ¢ TIOCTOSIHHO YBENH-
yeHHbIM copepxanueM ¢.VIIl Gonee yem 150% mo
CPaBHEHHIO CO CPEJHHMM IIOKa3aTelIeM 10 MOMYJISLIIH

PUCK 3TUX OCIIOXKHEHUH B 5 pas3 BBIIIC.

JleyeHue 6one3Hu Bunnebpa+da

HpI/I paccMOTpCHHUU BOMPOCa O JICUCHHUUN Ooe3Hu

BunneOpania Ha/o MOHUMATh, YTO Peyb UAET O Tepa-
MUHM WK TpouIaKkTiKe nposiBieHui Oone3nu. ['emo-
CTaTUYECKHE Mpenaparsl MOXKHO Pa3aeiuTh Ha 2 00Jb-
LIME TPYMIEI - cHenUpUYecKue TeMOCTaTUIECKHE Tpe-
napatsl, MOBbIIalomye akTuBHOCT VWF B KpoBH, 1

HCCHGHI/I(l)I/I‘-IGCKI/Ie TEMOCTAaTUYCCKHUC IIpCapaThl.
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Cneyuguueckas eemocmamuueckas mepanus
(IIABII, xonyenmpamol (paxmopa Bunnebpanoa).
Hecmonpeccun  (1-ne3amuno-8D-aprunuH-Bazonpec-
cuH, JIJIABII) - cuHTeTHYECKUI aHAIOT aHTHUINY-
PETHYECKOr0 TOPMOHA Ba30IPECCHHA, CTUMYIUPYET
BbICBOOOXK IeHne VWF u3 nemo, 4To IpUBOAMT K IO-
BBILICHHUIO €r0 KOHUEHTpauuu B iazme. Hanbomee
sappexrupno npumenenue [JJABII mpu 1-m tune
O0one3nun BunneOpanna, Bo3MoxeH 3QPexT mpu
tune 2A Oone3nn Bunnebpanna. Bo Bcex ocraib-
HBIX Clly4asx MOKa3aHO NMPUMEHEHHUE IpernapaToB
VWF. Haubonee panuoHalbHO HCIOJb30BaHUE
OUHUILEHHBIX, BUPYC-MHAKTUBUPOBAHHBIX KOHLICHT-
patoB ¢.VIII+VWF.

Hecneyuguueckue cemo cmamuueckue npenapa-
mul. UHrnOuTOopsl GuOpHMHONIM3a - SMCHUIOH-aMUHO-
KalnpoOHOBasl KUCIOTAa, TPAaHCIK3aMOBas KUCIOTa -
MOTYT MPUMEHATHCS BHYTPUBEHHO, MEPOPATBHO MU
MECTHO.

MecTHBIE TeMOCTATHYECKHE IpenapaThl, TaKue,
Kak (uOpPUHOBBIN KJleH, reMocTaTudeckas ryOka u
Ip., TIOKa3aHbl B MIEPBYIO OYEpeb MIPH ONEPATUBHOM
JICYCHHUH U B CTOMATOJOTHYECKON MPaKTHUKE.

Oram3miar (IMIMHOH) MPUMEHSETCS B Ka4eCTBE
JOTIOTHUTENBHOTO TeMOCTAaTUYECKOTO IpenapaTa
IpU KyINUPOBAaHWU KPOBOTEUCHHUH Pa3iIMYHON 3THO-
noruu. B psage cnydaeB mpenapaT 3¢¢deKTUBEH IS
NpoQHIIAKTUKH HOCOBBIX KPOBOTEUEHHIA.

Ocnoorcnenusn mepanuu BB. Y 60nbHBIX ¢ 3-M TH-
nom BB npumepno B 10-15% cnyyaeB k BBOZUMOMY
VWEF pasBuBaroTcs 0J0Kupyromre anturena (MHrU-

Kuannunyeckuii npumep 6

Maspunk B. 12 ner. O0cnenoBaicsa 1 HaOIOIaICA
B JIPyrOM pETHOHE C MarHo3oM remModummst A. B anam-
He3e - KOKHBI TeMOCHH/IPOM B BHJIE TEMATOM H IKXH-
MO30B, T€MapTPO3bI JIOKTEBBIX, KOJIEHHBIX U T'OJICHO-
CTOITHBIX CyCTaBOB. llomydan jedeHHe KpUOIpPEIUITHI-
TaTOM C YZIOBJIETBOPUTENLHBIM 3 dekrom. B12 mrer mpo-
BeJIeHA YKCTPaKIHs 3y0a Ha ()OHE BBEACHHS KOHIICHT-
para daxropa VIII 8 noze 30 ME/kr, pu 5TOM ObLT HC-
MOJIE30BaH MOHOKIIOHAJIBHO OYHMILECHHBIN KOHIICHTPAT,
He cofepanmii apyrux ¢akropos. Yepes 3 yaca moc-
JIe HKCTPAKIUK HadaIoch Mpody3HOe KPOBOTECUCHHUE M3
JyHKH yJaleHHoro 3y0a. KpoBoTeueHne octaHOBIEHO
MOBTOPHBIM BBEJCHHEM TOT'O K€ Tperapara - KOHICH-
tpata akropa VIII - B o6mieit noze 200 ME/kr B Teue-

outop). Ilpn MHrUOUTOpPE BBEACHHE KOHLEHTPATOB
VWF npoTuBOnoka3aHo u3-3a pucka pa3BUTUS MOCT-
WHQY3UOHHBIX aHa)UIAKTHYECKUX peakuuil. B atux
CiIy4asx BO3MOXHO NMPUMEHEHHE MPOTHBOMHIHOU-
TopHbIX mpernapatoB (NOvoSeven), WHrHOUTOPOB
¢ubprHONIM3a U Tepanuu, HANpaBJICHHOW Ha 3IIMMH-
HalW UHrHOUTOpa (TOPMOHAIbHAS TEpaIus, Iia3-
Madepes, B/B UMMYHOTJIO0YIIHH U JIp.).

Jlabopamopnuiti Koumpoas 3a nedeHueM 0ones-
HU BumieOpanaa ouens BaxeH. Jleno B TOM, 4TO CO-
3[aHbl CAMHUYHBIC Mpenapartbl, B KOTOPBIX H3BECT-
HBI U CTPOTO KOHTPOJHUPYIOTCS aKTUBHOCTD U MYJIb-
tumepHbiii coctaB VWF. B Poccun B HacTosimee Bpe-
Ms1 TaKHe Ipenaparbl He 3aperucTpupoBaHsl. [1osTo-
My HEOOXOAMMO KOHTPOJIUPOBATH COCTOSHHE r'eMO-
cTa3a, 0COOEHHO y OOIBHBIX TsDKeNnbIMU (opmamu bB
nepe] OonepandoHHBIM JIEYEHHEM, NPU HEJOCTAaTOU-
HOM 3(dexTe mpuMeHeHHns crnennudruIecKux TeMo-
CTAaTHYECKUX NpemaparoB. IIpu mcmonb3oBaHUH
JIABII Heobxoaumo 3HATB, O KAKOTO YPOBHS T10-
Bbimaercst aktuBHocts VWF. [lnst sToro onpenens-
10T 6a3zanbHy0 akTUBHOCTH VWF 1 moBTOpSIOT HC-
cienoBanne uepe3 30-60 mMuH mocie BBeaeHUS
JOABII. Ecnu npenapaT mjiaHUpyeTCS BBOAUTH
MOBTOPHO 4epe3 JeHb, PEKOMEHAYETCsl ITOBTOPATH
TECT I0CNIE MOBTOPHBIX BBEACHUM. DTO CBA3aHO C TEM,
9TO CKOpocTh BoccraHosyienus VWF B nemno y pas-
HBIX JIIOZEH OTIMYaercs, MOITOMY NaHHast UH(pOpMa-
s Oymer HeoOxommuMa Ui mporHo3a 3 eKTHBHO-
CTH TEpaIuu.

Hue 6 gacoB n 10 103 kpuonpernunurara. beuto 3aro-
no3pero hopmupoBanue uarnouTopa k ¢.VIII, u ma-
LUEHT ObLI HaIpaBjeH B JCTCKUI I'eMaTOJIOrMYCCKHIMA
LEHTP U1l YTOUHEHUS! TUarHo3a.

Ilepsuunoe obcredosanue no mecmy dncumenv-
cmea: BpeMsi KpOBOTCUCHHS HE3HAUYUTENLHO YJUTHHE-
Ho, IIT 90%, AUTB nue onpenensiercs (6omee 180 ¢),
¢. VI 1,5%, dubpunoren 3,5 /1, arperanus TpoM-
ooruToB ¢ AJI® Ha cTekiie HOpMalibHas, KOJIHYECTBO
tpombonuToB 180 x 10%1.

Tlosmopnoe obcnedosanue 6 2emamonro2udecKkom
yenmpe: BpeMsl KPOBOTCUCHUSI 3HAUUTEIHLHO YJUIHHE-
HO, Konm4decTBO TpomOomutoB 250 x 109/JI, 1T
100%, AYTB 105 ¢ (amopma 28-43 c), TpOMOHHOBOE
Bpemst 17 ¢ (mopma 15-20 c¢), ¢ubpunoren 2,5 /1,
¢. VI 1,8%, db.1X 89%, puctoneTrH-KOopakTOpHAS



akTuBHOCTH <3%, unruoutop x ¢.VIII He BbIsBICH.
Arperanus tpomoonutoB ¢ AJ[D, xoyareHom, aj-
pEHAIIMHOM HOpMajbHasl, C PUCTOIIETUHOM - MPAK-

THUYCCKU OTCYTCTBYCT.

Jlanusie 00cIe10BaHUS MO3BOJIMIN TOCTABUTH
nuarHos: 0one3Hs BumneOpanna, Tun 3.

TpomboyumoneHuu

NaTonornsa remocTtasa

HenocraTounasi 3))eKTUBHOCTH OCTAHOBKH KpO-
BOTEUEHHUSI MOHOKJIOHAIBHO OYMIICHHBIM KOHIICHTPA-
toM ¢aktopa VIl oObscHIACE OTCYTCTBHEM B 3TOM
npenapare ¢gaxropa BumieOpanaa. [Ipumenenune kpu-
ONpeUuuTaTa MO3BOJIMIO OCTAHOBUTH KPOBOTEUE-
HUe, TaK KaK OH coAepkuT pakTtop Bunnebpannaa.

MprobpeTeHHbIe remopparmyeckme 3aboneBanus

lpuobpemeHHbie HapyweHUs mpoMboyumapHo20 36eHa

TpomOoIUTONIEHUS - CHUXKEHHE Yuciaa TPoMOo-
uToB Hioke 150 Thic./MKI. TpoMOOIUTONCHHUST MOKET
ObITH 00YCIIOBIIGHA HEIOCTATOYHBIM OOpa3oBaHUEM
TPpOMOOITUTOB, MOBBIIEHHBIM WX Pa3pyHICHUEM WU
notpebacHuem (tabmn. 56). Tsokenmas TpomOoUUTOINE-
HUS TIPOSIBJIIETCSI MHOXKECTBEHHBIMH TIETEXUSMU Ha
KOXe, KPOBOTEUCHHUSIMH U3 CIU3UCTHIX 000JI0YEK.

Tabnuua 56

Knaccupurayus mpomboyumonenuuecxkux
COCMOSAHULL

Mpuannbl
TPOMOOUMTONEHHH

CocrosiHusi, IPH KOTOPBIX
BO3IHHKAET TPOMOOIHTONECHUS

Hapymenue o6pasosa-
Hust TpoMOONUMTOB
VYMeHbIIeHHe YHCIa HIH
OTCYTCTBHE MErakapHo-
LHTOB B KOCTHOM MO3Ie.
Heaocrarounoe obpazo-
BaHHE TPOMOOLMTOB —
HeaphekTHBHBII TPOM-
6011073

Jleiiko3bl, anuacTU4ecKas aHe-
MU, TAPOKCH3MATbHAA HOYHAS
reMorioOHHYpHs (MHOTAA).
AnkoronbHas TpomGoLuTore-
HUs, TPOMOOIHTOTICHHS TIPH
Merano01acTHOl aHeMuH, He-
KOTOpBIE MHEJTOANCIIIIACTHY -
CKHE CHHIIPOMBI

Yenaennoe norpedie-
H1e TpoMBOUNTOB

JABC-cHHIPOM, BBIpAKEHHBIH
AHrHOMATO3, THTAHTCKas Ka-
BEPHO3HAsA reMaHrHomMa
(cunapom Kaszabaxa-Mepurra)

Yenaennoe paspyue-
HHE W YTHIH3ANHS
TpoMGOUHTOB
Cexsectpanus Tpombo-
IIUTOB B CEAE3CHKE H
MOTTIOLECHHE TTOKPBITHIX
AHTHTEJIAMH TPOMOOIH-
TOB Makpodaramm

[HnepcrieHn3M pasaHaHOH
9THOMOTHH, OcTeoMuenohubpos
C MHEJIOW/IHOH MeTarua3nei,
Gosesns [Nome.
Hanonaruyeckas TpoMGounTO-
NeHHYecKas 1nypnypa, TpomM6o-
LUTONCHUA, CBI3aHHas ¢ BUY,
NeKapcTBeHHas TpomOoLuHTONE-

HHSA, CHCTEMHas KpacHas BOJl-
yaHKa, TnMpoma

[Toacuer GpopMEHHBIX 3JIEMEHTOB mepudeprudec-
KOH KpOBH - BakKHeWIlee HCCIeIOBaHUE HE TOJIBKO
JUTSL BBISIBJICHHS] TPOMOOLIMTONIEHNH, HO U AJISl BBISC-
HeHus ee npuunHbl (Tabn. 57). Crexyer oOpaTuTh
BHUMaHHE Ha pa3Mepsl TpoMOouuToB (puc. 17): mo-
BBILICHHUE JOJIU KPYMHBIX TPOMOOIIMTOB IMO3BOJISET
OyMaTh O KOMIIEHCHPOBAaHHOM YBEJIWYEHHH 00pa3o-
BaHUsI TpoMOouuToB. VccnenoBanue myHKTaTa Koc-
THOT'O MO3Tra MO3BOJISAET OLEHUTh YHUCIO U BHEUTHUHN
BHJI MErakapuOLMTOB W IMOATBEPAHUTH HaJIMYUE 3a-
OoJsieBaHMs, HApYyLIAIOMIEro QYHKIUIO KOCTHOIO MO3-
ra (neiiko3).

Tabnuua 57
Tepugepuueckas kposw
npu mpomoOYUMOneHusIx

Hopmane- | Hanonatnueckas tpoMOGoUMTONEHHYECKAs

HBbIE MOKa3a- | MypIypa, TPOMOOLIMTONEHHYECKas [yprypa

Temm 3put- | npu BUY-nudexnn, nekapcreennas

pOLUHMTOB M | (rarreHoBas) TPOMOOLMTONEHH eCKas myp-

JelKoUNTOB |mypa, nocrrpancdy3nonsas
nyponypa

Mparmenta- | TpomborHyeckas TpoMOOILHTONIEHHIECKAs

U 3PHTPO- | MypMypa, FeMOJINTHKO-YPeMHYECKHE

IHTOB CHHPOMBI, 3MO0IHSA ONMYXOJICBBIMH
MeTacTasaMu

[Maronoru- | Jlefikos, annacTuyeckas aHeMHs, Meraio-

yeckue u3- | GnactHas anemus. Muenonposndeparus-

MEHEHHA HbIH CHHAPOM, OCOOCHHO MPH HACIEACTBEH-

JACHKOLMTOB | HOM 3CCeHIMANLHOI TPOMOOLHTEMHH, Xa-
PAKTEPH3YETCA YBEIHYCHHBIM KOIHYCCTBOM
TPOMOOLMTOB € PE3KO HAPYIIEHHON (YHK-
uneid. [1pu sTom npocnexuBaeTcs npeapac-
MOJIOKEHHOCTh K reMopparusam. OaHako B
HEKOTOPBIX CiIydasx y 60abHBIX ¢ TpOMOO-
IHTeMHell MOJKeT ObITh MOBBIILIEHHBIM PHCK
TpomMbG0308B




ITaTosnorug remocrasa

UmmyHHas mpom6oyumoneHuyeckasi nypnypa (UTIT)

HiMMyHHBIE TPOMOOIMTONICHHYECKUE MypITY-
PBI B 3aBUCHMOCTH OT MEXaHH3Ma Pa3BUTHUS JIEIIST-
cs Ha!

*  AYTOMMMYHHBIC TPOMOOIMTOIICHIH, IPH KOTO
PBIX aHTUTEJIA BEIPAOATHIBAIOTCS K aHTHUTCHAM
COOCTBEHHBIX TPOMOOIIMTOB (YaIle BCETo ayTo-
aHTHTEJa OBIBAIOT HAIIPABJICHBI IPOTHB KOMIT
nekca GPIIb-111a u GPIb). I'pyrma ayronmmyH
HBIX ITyPITYp BKJIFOYACT:

- OCTpBIC WM XPOHUYECKHE;

- MEpBUYHBIC (MIMONIATUYCCKUE) WA BTOPUY

HbIE (CUIMIITOMATHYECKHE);

- HEOHAaTAJIbHYIO TPAHCUMMYHHYIO TPOMOO-
[UTONICHMYECKYIO MypITypy (IPOHUKHOBE
HUE aHTUTEJ MaTepHU C ayTOUMMYHHOH
TPOMOOIIMTOTIEHUUECKON TypPITypOii uepes
IUTALCHTApHBII Oapbep BBI3bIBACT TPOMOO-
IIUTOIICHUIO y PEOCHKA);

- IMKIMYECKYIO ayTOMMMYHHYIO IYPITYpY;

*  QUIOMMMYHHBIE, TPY KOTOPBIX aHTHTEIIA BBIPA
0aThIBAIOTCS K AaHTUTEHAM TPOMOOIIMTOB, KOTO
PBIX HET Y ICTOYHHKA aHTHTEJ, HAPUMEP aJlIo-
aHTHTEJNA MaTePH, TPOHUKAIOIIHE B KPOBB ILIO
71a ¥ HAIPaBJICHHBIC IIPOTUB aHTHT€HOB TPOMOO
IIMTOB IUIOJIa WJIH OTIA, MOCTTPaHC(y3MOHHbIC
UIOMMMYHHBIE TPOMOOLIMTOTICHNH (aHTUTENA K
aHTHUTEHAM JJOHOPCKHX TPOMOOIIUTOB);

*  U30MMMYHHBIC, IPU KOTOPBIX BBIPA0ATHIBAIOT
Csl aHTHTENA IPOTUB HEM3MEHEHHBIX aHTHT'€HOB

Kinnmuecknii npumep 7

BonbHas 28 ner. KoHcynbTaims B TOPOJCKOM re-
MAaToJIOTMYECKOM LIEHTpE.

OcHo6HOT OUaeHO3. IMMYHHAS! TPOMOOLTUTOTICHHSL.

Ipossnenus napywienuti 2eMocmasa:. CUHAKA Ha
KO’€, KPOBOXapKaHbe, HOCOBBIE KPOBOTEUEHUS,
OOWIIbHBIE MEHCTpPYalIbHBIE KPOBOTEUEHHUS], CILICHO-
MeTajus, MPEACTOUT OTePaIHsl CINICHIKTOMUM.

Jlabopamopuvie oannvie: Hb 142 1/m, COD 2 MM,
tpomGormts: 102 x 10%1. AUTB 38 ¢, IIT 97%, TB
28 c, pubpuHoreH 2,2 1/11, IM3UC FYrI00YIMHOBOM
¢bpaxumu 240 mun, PKM® otp. Perpakuust KpoBsi-
Horo crycrka 27% (ropma 44-66%). Arperarmst Tpom-
oormroB ¢ AJID (0,625 mxmorw/i) 1,5% c ne3arpera-
mueii (Hopma 24-40%) (puc. 134). Arperaimsi TpoMm-
oouutoB ¢ puctomuiiHoM 30% (Hopma 48-91%).

3aknmouenue: ymepeHHas TPOMOOIMTOIICHUS C
BBIP@KCHHBIM CHIDKEHHEM (YHKIIMOHAIBHBIX

JIOHOPCKUX TPOMOOIMTOB, HAIIpUMeEp Ipu Tepe-

JIMBaHUU TPOMOOIIMTOB OOJILHBIM C TpoMOacTe-

Hueu ['mannmana wim cuHapomoM bepHapa-

Cybe;

* TallTEHOBBIE, MPH KOTOPBIX aHTUTeNa 00pasyroT-
Csl IPOTUB KOMILIEKCA JIEKapcTBa ¢ TPOMOOIIH-
TapHbIM AaHTUTEHOM.

Nnuonarnyeckne ayToMMMYyHHbIE TPOMOOLTO-
nenun (UTII) nauGonee pactpoCTpaHEHbI CPEIH
UMMYHHBIX TPOMOOLIMTOIIEHHH, OHU COCTABJISIIOT JIO
40% Bcex remopparuueckux 3aboneBanuil. Yacto-
ta UTII - oxono 1:10 000. Dro 3aboneBanue y e-
Tell 0OBIYHO pa3BUBAETCS IMOCIIE TIEPEHECCHHBIX BU-
PYCHBIX WM OaKTepuaibHbIX MH(EKIMIA, TOCIie pu-
BUBOK. B psze cinydaeB nmpuurHa 3a00j€BaHuUsS OC-
TaeTcsi Hem3BecTHOM. OcTpast TpPOMOOLIMTONIEHIYEC-
Kasi MypIypa 3aKaHYMBAETCS BBI3JOPOBJICHHUEM.
[Tocne nepenecennoit ocrpori UTII Bo3MOkHBI pe-
IIUIMBBI TPOMOOIIMUTOTIEHUH, KOTOpBIE MOYTH BCe-
IJ]a 3aKaHYMBAIOTCS BOCCTAHOBJIEHHMEM HOPMAJIBHO-
ro KOJIMYECTBAa TPOMOOLUTOB. XPOHUYECKHUE TPOM-
OOLMTONEHNYECKHE MYpPHyphl MOTYT MPOTEKATh
[UKIIMYHO, C KOJeOaHHeM KOJIMYEeCTBa TPOMOOIIH-
TOB OT HOPMAaJIbHOTO JI0 €UHUYHBIX. B apyrux
CIIy4asiX TPOMOOIMTHI MOTYT OBITh CHHXKEHBI IO-
CTOSIHHO.

s UTII y B3pocibix Gosee XapaKTepHO OTCYT-
CTBHE BUIMMOW MPUYUHBI U JJIUTEIBHOE TCUCHHUE.
Kenmuael 601eroT B 2 paza varie Myx4duH. Cpenu
JIETE MaJIbUMKU U JIEBOUKH MOPAKAKOTCS C PABHOMU
4aCTOTOM.

CBOMCTB KPOBSIHBIX TUIACTMHOK (PETPAKTUBHBIX, ar-
pEraIOHHbIX).

30 M‘.NAW‘-*W
20 T PUCTOMUIH
10 e
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Puc. 134. Arperauusi TPOMGOLMTOB y GONBHON C UMMYH-
HOW TpombGouuToneHunen. Arperaumsi TpomboumnTto ¢ AP
(0,625 mkmonb/n) coctaensieT Bcero 1,5% (Hopma 24-40%),
ObICTPO pa3BvBaeTCs Aesarperauus, Arperaumsi TPoMooLMTOB
C PUCTOMULIMHOM Takxe CHmXeHa - 30% (Hopma 48-91%)



Bropuynasi M(MMYHHAas1 TPOMOOLMTONEHUS MOYKET
HaOmoaaTeCst pu: Jlumghonponugepamusvix
3a001€6aHUSAX:

*  XpoHuueckuit TuMpoIenKos.
*  HexomxkuHckas muMdoma.
*  bone3np Xo/KKHHA.
*  Makpornobyaunemus BansaeHcrpema.
ConuoHbIX onyxonsax, UMMYHHBIX 3a001€6aHUSX.
* Cucremsl kpoBH (cuHIpoM Duinepa-IBaHca).
* ['enepanu3oBaHHbIC (PEBMATOMIHBII apPTPHUT,
CHUCTEMHasi KpacHasi BOTYaHKa).
*  Opra”ocnenuuuyHbIe:
- MMMYHOJIOTHYECKHUE 3a00JI€BaHus CyCTaBOB
(aHKMJIO3UP IO CIIOHIUIIUT | JIP.);

- MMMYHOJIOTHYECKHUE 3a00JIeBaHUs KHIIIEY
Huka (0one3ns KpoHa, Hecrienuguueckuit
SI3BEHHBIN KOJIUT);

- MMMYHOJIOTHYECKHUE 3a00J1eBaHUs ICUCHH
(XpOHMYECKHUiT aKTUBHBIH T'€NaTHT);

- TUPCOMJHUT.

Hnghexyuonnvix 3abonesanusix:

*  bakrepuanbHbie HHDEKIHIH.

*  Hexotopsle BUpycHbIe HH(PEKINH.

*  XpOHMYECKHE 1 NEPCUCTUPYIOIINE BUPYCHBIE UH
¢dexunn (HIV-undexnus, Bupyc Snreiina-
bappa).

HeoHamanbHas anriouMmmyHHas m,OOM6OL(UleOI79H usa

IIpu HeoHaTanpHOW AJUIOMMMYHHOH TpPOMOO-
LIUTONEHUH AHTUTEJa BBIPAOaThIBAIOTCS B PE3yJib-
TaTe UMMYHU3ALUU MAaTEPU AJIJIOAHTUTCHHBIMU JIe-

NaTonorus remocTtasa

TEPMUHAHTAMH, COJIEPKALTIMUCS HA TPOMOOITUTAX
ota u pedeHka. TpoMOOIIUTONIEHUS B 9TOM CITy-
Yyae COXPaHSAETCS y HOBOPOXKICHHOTO B TCUEHHE 2-
3 HEEID.

anmeHrosbie (2emepouMMyHHbIE) MPoMBoUUMOeHUU

["anTeHOBBIE TPOMOOIMTONIEHUH COIPOBOKA-
IOTCSl BBIPAOOTKOW aHTHUTEN NMPOTUB M3MEHEHHBIX
W 9yXKEPOJIHBIX CTPYKTYpP Ha MOBEPXHOCTH TPOM-
OOLIMTOB, MOSBIAIOIIUXCA B pe3ylbTaTe BO3JCH-
CTBMsI HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB
(Tabn. 58). XvHWH M MpenapaTsl XMHUHOBOTO psijia
CIIOCOOHBI CTUMYJIMPOBaTh 0Opa30BaHUE T'alTEHO-
BBIX aHTUTEJ, TAaK KaK OHU CBS3BIBAIOTCS C TPOMOO-
LUTApHBIMHU peLeNnTopaMu ¢ 0Opa3oBaHUEM KOMII-
JIEKCOB.

Crenmyer moI4epKHyTh, 4TO Kakoil Obl HU ObLIa
NpUYMHA HapylleHus (QyHKIMU TpOMOOIMTOB, MpU
TPOMOOLIUTONIEHUHN ClielyeT U30eraTh JIeKapCTBEH-
HBIX CPEJICTB, CIIOCOOHBIX HAPYILATh 3TU (DYHKIIMH,
B YACTHOCTH, CJIEAYET OTKa3aTbCsi OT aClHMpHUHA U
HEKOTOPBIX JPYruX HECTEPOUIHBIX MPOTUBOBOCIIA-
JIMTENBHBIX CPEJICTB.

Tpom6ouumoneHusi, 8bl36aHHasi 2enapuHom

TpomOoIuTONIEHUsT Pa3BUBACTCS MPUMEPHO Y
5% OonpHBIX, MOMy4aBIINX Obrumii renaput, u 1%
OOJBHBIX, TIOTYYaBIINX CBUHOM rernaprH. Y OONBHBIX
C TernapHHOBOM TPOMOOLMTOINEHUEN MPOrPEcCMBHO
YBEIIMUMBACTCS PUCK TPOMO03a, BOZHUKAIOT YIPOKa-

Tabnuua 58

Hpenapambl, CNnocoomble 6bl36aAMb JIEeKaApCmeeHHy0 mp0M60L;umoneHui0

AHTHOAKTepHAIBHBIE NPeNnapaTel: nedalocnopHHkL, XaopaM(perHKko (1eBOMHLETHH), KOTPHMOKCA301, IPHTPOMH-
1HH, H30ana3n, (okcH)rerpauniing, [TACK, nenuipuums, pudaMnumms, CTPENTOMAIMH, CYJIb(aHnIaMHIIb]

JHOH, (heruTonH (TMdeHHH), TPHMETAIHOH

[TpoTHBoCy10pOKHbIE MpenapaThl: kapbamasenun, Me()EHUTONH (METOHH), METOCYKCHMHIL, (PeHCYKCHMUJIL, [TapaMeTa-

AHANBLIeTHKH, NPOTHBOPEBMATHYECKHE CPEICTBAS ALCTHICATHITHIOBAA KNCI0TA, KOAXHIMH, MHIOMETAIINH,
okcH(penbyrazon, napaueramol (aueramuHopen), penanerun, pennndyrason (Gyraamuon)

Moueronnbie npenapatei: a1akap0 (horypur), ypocemus, pTyTHEIE IHYPETHKH, CTIMPOHOJIAKTOH, THA3HIHbIE

JHYPETHKH

I'mnorankemuvueckne cpeacrea: Kapﬁyramu:l. XJOprnponaMHil, MHCYIIHH, TOJATAMHIO

| [lpoTHBOMAaIsSpHIHBIC NPEeNAPATHI: XJIOPOXHH, AKPHXHH, XHHHH, IHAPOKCHXJIOPHH |

| TlcuxoTponHbIe NpeNapaThi: anpoHai, kapbonan, 6apbuTypartel, aMHUHa3WH, AnasenaM, Menpobamar, (heHOTHA3HH, |

HpoMasiH

l'lpcm ne: o- METH.'UIOQ}H. AHTHIHCTAMMHHBIC, XHHHIHH, :-capﬁnma:su;:. JMIHTOKCHH, I'enapHH, reJpaiainy, MEpKasoui,

npeanu3oioH, cthboden, Buramun K (BoHbie pacTsopsl)




NaTonorusa remoctasa

IOIHE YKU3HH apTepUalibHble TPOMOBI (PUKOIICTHBIC
TpoMOO03bI). [laToreHes remapuH-MHIYIMPOBAHHOMN
tpomOormronenuu (I'MT) cBs3an ¢ aeiicTBHeM ma-
TOrE€HHBIX TenapuH-3aBuckMbIX 1gG-anturen ([UT-
19G). TpomOormTapHsiit dakTop 4 sBisIieTCs remna-
puH-cBsI3bIBaIONMM OenkoM. Ha moBepxHocTH TpoM-
601uTOB (hOpMHUPYETCSI MYITBTHMOJICKYIISIPHBINA KOM-
wieke Mexay 1gG u renapruHOM/TpOMOOLIMTAPHBIM
¢akropom 4 (prc. 135). MyIbTHMOICKYIISIPHBIN KOM-
IJIEKC CBS3BIBACTCS CO CHEM(HIECCKUM PELEITOPOM
(FcyRIIA) Ha TpomOorutapHoii MmemOpasne. [Ipen-
PAaCMOIOKEHHOCTh K 3TOMY OCJIOKHEHHUIO CBSI3aHA C
mytaruei B FCyRIIA-rere. B pesynbrare B Moneky-
ne FcyRIIA-penentopa mpouUCXOIUT 3aMeHa
Arg 131 —>His 131, 1 marmeHTsI ¢ TaKOW MyTaImen
CTAHOBSITCS] CKJIOHHBI K Pa3BUTHUIO TeNapHH-UHIYIH-
POBaHHBIX PUKOLIETHBIX TPOMO030B. B Oynymiem,
NO-BUIMMOMY, MOJIEKYJISIDHO-T€HETUYECKast JUarHo-
CTUKA TO3BOJIUT UACHTU(HUIMPOBATH MALMEHTOB C
MOBBIIICHHBIM PUCKOM Pa3BUTHUS T€lIapUHOBOMN
TPOMOOIIUTOTIEHUH M PUKOLIETHBIX T'€lapUHOBBIX
TpoMO0030B. B Hacrosiiiee BpeMsi TMarHoCTUKa TaKuX
COCTOSIHUI MPOBOAUTCS codeTanueM merona ELISA
C HCTIONIb30BaHUEM AHTHUTEN MPOTUB KOMIUIEKCA Tre-
HapHH - TPOMOOIUTAPHBINA (PaKTOp 4 MM METOJ0M
OTIPE/ICNCHNsT Arperalii WM OCBOOOXKICHHS  C-ce-
POTOHUHA U3 MPEIBAPUTEILHO HArPY>KEHHBIX TPOM-
OoLMTOB MO JAeiicTBIEM renapruHa. OHAKO 3TH Me-
TOZBI HecHelM(UUHbI U 4acTo ObIBAIOT HEUYBCTBU-
TEITBHBIMH.

[ToxpeiThie 1gG TPOMOOIMTHI aKTUBHO YIS~
I0TCS U3 CUCTEMBbI LUPKYIALUU Makpodaramu.
I'UT-19gG cnocoOHBI MOBPEXIaTh SHAOTETHATBHBIC
KJIETKU. DTO CBSA3aHO C TEM, YTO TenapaHcyibpaT
IJIMKOKAJIMKCA SHJIOTENHS KaK CTPYKTYPHBIH aHaJor
rernaprHa MOXKET BCTYNATh B KAYECTBE aHTHI'€HA BO
B3aumoeiicteue ¢ [ UT-1gG. 3atem Bo3mMokHO paz-
BUTHE UMMYHHBIX PEaKLMi Ha MOBEPXHOCTH HJO-
TEeNus, aAre3usi B 3TUX 30HaX Makpo(aroB U pa3Bu-
THE IPUCTEHOYHOT0 TpoMOa.

Crnenyer OTMETHTh, YTO HU3KOMOJIEKYJISIpHbIE
renapunbl (pakcunapuH, gparmuH, JTOBEHOKC,
KJICKCaH) HE BBI3BIBAIOT TPOMOOIMTOIICHHUH, BEPOSIT-
HO, M3-3a MEHBILNX, 4eM Tpelyercs Juisi 00pa3oBa-
HMSI IMMYHHOTO KOMIUIEKCa, Pa3MEpPOB MOJIEKY STUX
IpernaparoB.

Ecnu y 60s1pHOTO, MOMTyYaBIIero renaput, pas-
BUBAETCs TPOMOOLIUTONEHHSI, HEOOXOAUMO MpOBeE-
CTH TECT I ONpPEAENICHHs TenapHH-acCOLMMPOBAH-
HOHM arperamuy TpOMOOLMTOB M TeHapuH-UHIYLIH-
poBaHHOM TpomOo1MTONIeHuu. /1151 31O 1enu ¢ yc-
MEXOM HCHOJIb30BAIM UMIEIAHCHBIA U JIFOMUHEC-
HeHTHbIi arperomerp «Chrono-log» (puc. 77), ko-
TOpPBII OJJTHOBPEMEHHO C arperanueii TpoMOoIHUTOB
B LIEJIbHOM KPOBM MO3BOJISIET OMPEAETATh BBICBO-
OoxxaeHne u3 rpanyil AT® kak KOHEUYHYIO TOUKY
aKTUBALMK TPOMOOLIMTOB, BBI3BAHHOW aHTUTEIIAMH.
Meroarka no3BosisieT B TedeHHe 1 yaca MoCTaBUTh
JIMarHo3 HapyleHus: GyHKIMU TPOMOOIIMTOB U Jie-
(eKTOB HAaKOIJICHUSI.

e [ENAPUH

TpombouuTapHblii
thakTop 4

Monekyna lgG

TpomBoUUTapHbIiA
IgG-peuenTop
FeyRIIA

Puc. 135. AkTBauuMs TPOMGOLMTOB renapuMHOM 3a cyeT 06pa3oBaHys Ha MOBEPXHOCTU MEMGPaH MyTbTUMOIEKYIIIPHOMO
KoMMrekca Mexay renapuH-3aBucMMbIMK IgG-aHTUTENamm U TpoMBoLUTapHbIM hakTopoMm 4



JudpepeHunanbHasi AMATHOCTHKA TPOMOOLIUTO-
MeHUH OKHA OBITH HAIllpaBJICHA HA BBISICHEHHE MPH-
poaBl TPOMOOUUTONEHUH: 1) UMMYHHOH TPUPOJIBI
(MMMyHHBIE TPOMOOLIUTONICHUH), 2) TPOMOOLUTOIIE-
HUM, BO3HUKAIOIIEH B pe3ylbTaTe YTHETEHUS TPOM-
OOLUTOMO0%32 B KOCTHOM MO3Te, WU 3) HACJIEICTBEH-
HBIX TPOMOOIIMTONCHNH, ACCOUUUPOBAHHBIX C TPOM-
oouutonatusimu. JlabopaTopHble METOABI, MpHUMe-
HSIEMbIE TIPU AUATHOCTHKE TPOMOOIMTONEHUH, TPE-
cTaBieHsbl B Ta0m. 59.

NaTonorna remocTtasa

Tabnuua 59
Memoowl 1abopamoproill OuazHoCmuKy
mpomboyumoneruu
Anain3 TpOMOOLHTOB B [EpPH- éMquocxomm. aBToMa-

thepuueckoii KpoBH (KonHYecT-

[ THYECKHE CYETYHKH
BO, MOp(oIOrHs) '

AHanu3 MErakapuouMToB KocT- | MUKpocKonus

HOT'O MO3ra (KO.‘IH‘I(‘.‘{.‘TBD. M()p—

donorus)

Ananns antutpomboumrapasix | PHA, HDA, npotounas
AHTHTEJI 3 ___|uMTOMETpHA
()I'IPC}ICJICHHC BPCMCHH HKH3IHH ”C]'— HJIH IH]['I—ML"-ICH—
TpoMOOLHTOB HblE TPOMOOLUTEI

lMpuobpemeHHbIl deghuyum ghakmopoe ceepmbieaHUsl KPposuU

Pazeumue cneyuguyecko2o uHzubumopa

Yaie Bcero BcTpevyaercs pa3BUTHE MHTHOUTO-
pa k ¢akropam VIl u IX y manuenTtos, cTpanaro-
LIMX COOTBETCTBEHHO remodunueii A u B u momyya-
IONIMX CHEHU(UUYECKYI0 3aMECTUTEIBHYIO TEpaIHuIio.
Opnnako onucaHbl MpuoOpeTeHHBIE GOPMBI TeMO(H-
nuu A, 6one3nu Bunnebpanma, pexe mpuoOpereH-
HBIHA nepuuuT Apyrux (HakTopoB CBEPTHIBAHMA Y JIMILI,
HE CTpPaJaBUIMX BPOXICHHBIMHA HapYyLICHUSMU.

OCHOBHBIMH TIpepacroiaralomuMi pakropa-
MU SIBJISIOTCSI:

*  ayTOMMMYHHBbIE 3a00NeBaHus,;

*  OHKOJIOTHYECKHE 3a00JIeBaHUS,

*  mepeHeceHHas MH(eKIus,

*  [pUEM HEKOTOPHIX JIEKAPCTBEHHBIX MPENapaToB.

B03MO0XHO BO3HUKHOBEHHE aHTUTEN O€3 SIBHBIX
MPOBOLUPYIOIMINX BO3IEHCTBHII.

IMpuobpemeHHbIl uH2ubumop k ¢ghakmopy VIl
(npuobpemeHHas 2cemoghunusi A)

Bosnukaer BciiencTBre 00pa3oBaHUsI aHTUTEN K
coocrsennomy ¢.VIIl. Yame pa3BuBaercs y nun
crapuie 50 JietT, 0gHAKO ONMMCAHBI ClIydau 3a00JeBa-
HHS JeTeil. My>XKYUHBI U )KEHIUHBI CTPANIaf0T OJT1-

Knunuuecknii npumep 8

bonpnas 68 ner. [loctynmia B oTaeneHue racr-
poanTeponoruu. Ha 3-it nens B obmactu Gexmep, sro-
JIMIIBI TIOSIBIUTMCH OOIIMpHBIE reMaToMbl. [lepeBene-

HakoBO yacTo. PacuerHas yacrora pa3BUTUS MHIHU-
ouropa x ¢.VIIll y manuenTos, He OOJNEBIINX reMo-
¢unmeii, coctapnser 1 ciydail Ha MHJIJTHOH YEIOBEK
B TOJI.

VY onucaHHBIX B uTeparype 3a nociuenaue 10 ner
215 nanuenToB B 50% ciydaeB HHTHOUTOP pa3BUIICS
CIIOHTaHHO. B kauecTBe (OHOBHIX 3a00J]eBaHUN Ha-
3bIBAIOT. CHUCTEMHBIC 3a00JIeBaHUS COCIUHHUTEIBHON
TKaHU, PEBMAaTOUIHBINA apTpUT, MHOIO(OPMHYIO 3pH-
TeMy, TepHeTH(QOPMHBII OEpMaTHUT, ajIePrUUecKue
peaKkuy Ha MEeHULUWUINH, OpOHXHAJIbHYIO acTMY, He-
crnenupuIecKuil sI3BEeHHBIH KoiHT, 6one3np Kpowna,
TEpanuio o-MHTEP(PEpPOHOM, MOHOKIOHANbHBIE TaM-
ManaTu, 0epeMEHHOCTh U MOCIEPOIOBBIH MEPHOI.

VY 4YacTH manMeHTOB MHTUOUTOpP CIIOHTAHHO HC-
ye3 uepe3 12-18 mecsiieB mocie pa3BUTHs, OTHAKO
OCTalbHBIM MOTPE0OBANOCH CIIEHUANbHOE JICUCHHE.
Tepanus aHamoruyHa JEYECHUIO HHTUOMTOPHOH (op-
MBI Temorin A.

JAuarHocTuka OCHOBaHAa Ha KIMHUYECKHX
(IpU3HAKK pa3BHBLIETOCS Te€MOPPAaruMYecKOro 3a-
OoneBaHMSI C KPOBOTOYMBOCTHIO MO T€MAaTOMHOMY
TUIY) U 1a00paTOpHBIX TaHHBIX (CHUKEHHE aKTHB-
Hoctu ¢.VIIIl, Hanmume cnenuduueckoro NHTHOMU-
topa k ¢.VIII).

Ha B I€MaTOJIOTUYECKOE OT/EJIECHHUE C JUATrHO30M:
reMopparu4eckKuii CHHIPOM HESCHOW STHOJIOTHH.
Jlabopamopnuuii ananuz: AYTB 161 ¢ (Hopma 35-
45 ¢), TIT 93%, TB 34 ¢ (nopma 28-30 ¢), ¢pubpuHo-
reH 2,4 r/n, misuc 3yrinodynuHoBoi Gpakmnnu 140 mMuH,
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perpakims KpoBsiHoro cryctka 46%, dakrop VIII
1,3%, arperarus TpomOoruToB ¢ AIID 72%.
3axnouenue. 3HAYUTENBHOE YIJIMHEHUE BpeMe-
HH CBEPTHIBAHHUS KPOBH IPU aKTHBALIMH 110 BHYTPEH-
HeMy myTH, pe3koe cHmkerue ¢.VIII. Tlogospenne

Tpuo6pemeHrHbIlU uH2ubumop K ¢./X

UpesBbuaiiHo penkoe 3aboneBanue. Kivnnka u
JMarHocTHKa nproOpereHHoi remoduu B anano-
T'MYHBI TAKOBBIM MPU PUOOPETEHHON TeMOpInH A.

UH2ubumop k hakmopy BumebpaHda
(npuobpemeHHas 6one3Hb BunnebpaHaa,
npuobpemeHHbIli cuHOpPoM BunnebpaHda)

[puobperennas Gonezns Bumnedpanaa (mprod-
PETEeHHBIN CHHIPOM) JIabOpaTopHO MOAOOHA Hapy-
[ICHHUSIM, XapaKTEpHbIM JUI BPOXKICHHOW OoJe3HH
Bunne6panna. Penxoe 3aboneBanue. BozHukaer kak
CIIOHTAHHO, TaK M Ha (oHEe psijia 3a00JeBaHUI: Ma-
TOJIOTHSL CEp/lla M COCYJIOB, OHKOJIOTHUECKUe 3a00-
JIeBaHUs, CUCTEMHBIE 3a00JI€BaHNS COCAMHUTEIIBHON
TKaHH, TUIIOTHUPEO3, OIyX0Jib BuibMca, npruem 1ur-
podutokcanvHa U Jp. [laToreHeTnyeckue MexaHus-
MBI (POPMUPOBAHMS MPUOOPETEHHOTO CHHApPOMA
BunneOpanna:

*  Cnemuduyeckue anturena k ¢.VIINVWE.

*  Hecneuuduueckue antuTeNa, KOTOpble GOpMH
PYIOT IMMYHHBIE KOMILIEKCHI U IPUBOJIAT K 00
nee akTuBHOMY Kiupency VWF.

*  Ao6copbuus VWF kineTkaMu 3110KaueCTBEHHBIX
OITYXOJIEH.

* [loBbllIeHHE NPOTEOTUTHUECKON AETPadaLlH
VWEF.

* Tloreps Tsoxensix mosiekysn VWF B ycroBusix
CTpecca, CBSI3aHHOTO C BEICOKUM HalpshKeHHEM
CIIBUTa MIPU AKTUBHOM KPOBOTOKE.

e CHmxeHne cuHTe3a WM BeIcBOOOkaeHus VWF,

Juacnocmuka: BbIABICHNUE PA3BUBIINXCS IPU

3HaKOB MPUOOPETEHHOI'0 FeMOPPArnYecKoro 3a60

JIeBaHUs, CXOJHBIX C HACIEICTBEHHON 00JIE3HBIO

Bunnebpanna. JlabopatopHast iuarHoctuka nproo

peteHHol 6one3nu BunieOpanza aHanornyna quar

HOCTHUKE BpOK/I€HHOM Oosiesnu Busnebpanaa. [pu

3TOM, IOMUMO COCTOSIHUS FEMOCTa3a, He0OX0 MO

BBISIBUTH (JOHOBBIE 3200JI€BAHHUS.

Jleuenue npuoOpeTeHHOro cuHapoma Buie-
OpaHa: CUMIITOMaTHYECKast Tepamnus u/wim npodu-

Ha MHTUOUTOpHYIO (popmy remodpummn A. g mo-
TBep>KIeHus HeoOoxoaumo onpenenenue ¢.VIIAg.
bonpHas HampaBiieHa B FeMaTOJIOTUYECKUMN
LIEHTP, T71e ObLTa OITBEpIK/ICHa pUoOpeTeHHast (MH-
ruduTopHas) reMoprns A.

nakTuka kpoBoreueHuit - JIJIABII u koHLEeHTpaThI
daxropaVIll + VWF; natorenernueckoe neuenue,
BKJTIOYAs JieueHHe (POHOBOTO 3200 IeBaHMS.

IIpuodperennsblii uHrUOUTOP K haxmopy V

Penxoe 3a0osieBaHue, BO3HUKAIOIIEE Y TOXKH-
JIBIX JIFOZIEH, He MMEBIIUX MPEALIECTBYIOIIErO Aedu-
muta ¢.V. PazButre MHTHOMTOpA Yalie BCero CBs-
3aHO C MPEIIECTBYIOMINM XUPYPIUIECKUM JICUSHHU-
€M, 4acTo IOCJie ONepaluii Mo Mooy 3JoKaye-
CTBEHHBIX 3a0oyieBaHuil. B psine ciydaeB pa3BuTHE
neduruta ¢.V mMpoucXoauio Mocie Onepaluii, B
KOTOPBIX MCHOJIb30BaICS (PMOPHHOBBIN K€l U3 Obl-
Ybell TIa3MBbl, WM MOCIE IPUMEHEHHS aHTHOUOTH-
KOB ¢ OeTa-TaKTaMHBIM KOJBIIOM, WM TIOCIIE Tiepe-
JMBAHUS KPOBH.

JlnarHocTrka OCHOBBIBAETCS HA TOSIBIICHUH TIPH-
3HAKOB TeMOPPAarm4ecKoro 3a00JIeBaHMsl, CXOIHOTO
¢ BpoxaeHHbIM aedunuroM .V, 1 Hammuuu 1abo-
PaTOPHBIX JAHHBIX 32 UHTUOUTOP K §.V.

lMpuobpemeHHbIe uH2u6UMOPbI K MPOMPOMOUHY,
¢gpakmopam VIl u X

3a UCKITIOYEHUEM aHTUTEN K MPOTPOMOUHY, ac-
COLMMPOBAHHBIX C BOJYAHOYHBIM AHTUKOATrYJISH-
ToM, cnenudpuueckue anturena k ¢.ll, -VI, -X
BCTPEYAIOTCS OYEHb peaKo. ECTh nuilb enuHuYHbIE
OIMCAHMS TAKUX Ciy4yaeB. JIMarHOCTHKA OCHOBBI-
BACTCSl HA HAJTMYUM KIMHUYECKHUX U J1a0OpPaTOPHBIX
MPU3HAKOB MHTHOMTOPA K COOTBETCTBYIOLIEMY (hak-
TODpY.

Onucanpl €IMHUYHBIE CIIydad Pa3BUTHsI WHIH-
outopa k ¢.XI, ¢.XIl u npyrum ¢axrTopam KoHTaK-
THOW akTuBanmm. VX nuarnoctuka Obiia jgabopa-
TOPHOM HAXOJKOW, U HUKTO U3 MALMEHTOB, 3a HUC-
KITFOYEHHEM MMEIoIMX nHruoutop x ¢.XI, He crpa-
JlaJI 3HAUUTEJIbHBIMU I'€MOPPAaru4eCKUMHU MPOsIBIIE-
HUSIMU.

IIpnoGpereHnble MHTHOUTOPHI K (PUOPHHOrEHY,
¢Gpudpuny, ¢. X111 u npomMekyTOUYHBIM NPOAYKTAM



nocjenne (pa3pl cBepThIBaHUSA KPOBH. lMeroTcs
HEMHOTOYHCJICHHBIE ONUCAHUS Pa3BUTUS MHTHOU-
Topa K ¢ubpunoreny, pudpuny, ¢.XII u nmpome-
JKYTOYHBIM IMPOJYKTaM IpoLecca MoJIMMepH3alun
u ctabwm3zanuu ¢puodprHa. bonpmmHCeTBO M3 60IIB-
HBIX CTpaJaiy TSHKEIBIMU FeMOPParndecKUMH Ipo-
SBJICHUSIMU C YTPO30M JAJISl KU3HHU, CXOTHBIMHU C
nposiBICHUSIMU adUOPUHOTEHEMUH WM J1e(ULIUTA
. X111,

JlaGopaTopHass [UarHOCTHKAa OCHOBaHa Ha
cawkenun aktuBHoctH ¢.XIIl u npusnakax ero
MHrHOMTOpa MO0 YIIMHEHUH TPOMOWHOBOTO Bpe-
MEHH, KOTOPOE HE KOPPUTHPYETCS B TECTE CMEIIH-
BaHUS C HOPMaJIbHOM IU1a3mMoi. CrenuanbHOe HC-
CJICZIOBaHUE TO3BOJISIET BBISBUTH CIEIM(PUIHOCTH
aHTUTEI.

lMpuo6pemeHHbIl degpuyum sumamuHa K

[Tprumnb! nedunmra Butamuna Ky geteit crap-

IIIET0 BO3pacTa M B3POCIbIX:

*  CHUHIpPOMBI HAPYIIEHHOTO KUILIEYHOTO BCACHI
BaHUs (ManbabCOpOIUK), B TOM yucie aehu
IUT 04-aHTUTPUIICHHA, A0ETAINTIONPOTEHHE-
MUsl, aTpe3us )KEeTUHBIX IPOXOIOB, LEIUaKHs,
XpOHHUUECKas Auapesi, Xxojecrarudeckas 60
JIe3Hb U Jp.

*  Henoenanue (rosog).

*  AJKOroym3sM.

* IIpuem nexapCTBEHHBIX MPENApaToB - KyMapu-
HOB, B TOM YHCJI€ U3 PACTUTENIBHBIX COOPOB, OT
paBIICHHE SI1aMH | JIP., aHTUKOHBYJILCAHTBI, aH
THOMOTUKY (11epaoCTIOpuHbI, aHTHOHOTHKH,
coJieprKanipe OeTa-TaKTaMHYIO I1eTIh), IEPEI03U
poBka BuTammHa E, canuiunarsr.
Koarynonarus, Bo3HHKaoIas BCIEACTBUE

npuoOpereHHoro neduuura ButamuHa K, mposs-

JSeTCS KOKHBIM I'€MOpparuyeckKuM CHHIPOMOM

Pa3IMYHON CTETIeHU BBIPAKEHHOCTH, KPOBOTEUEHHU-

Kaunanueckuii mpumep 9

bonwpHoit 68 ner. Haxoawics Ha caHaropHOM
nedyeHuu. COCTOSIHUE MOCIE a0PTOKOPOHAPHOTO
mryaTupoBanus (AKII). ITpuaumaer BapdapuH.

Koazynoepamma onsi Konmpons anmuxoazyisim-
Hotl mepanuu’: KonmdgectBo TpomGoruTos 330 x 10%/m.

NaTonornsa remocTtasa

SIMU CO CJIM3UCTBIX, B TOM YUCIIE U3 JKEITyJOYHO-KHU-
LIEYHOI'O TPaKTa, HOCOBBIMM KpOBOTeueHHsAMHU. Jla-
OopaTopHasi TMarHOCTHKA MpPU MPUOOPETEHHOM Jie-
¢uumre BuTamMuHa K aHanornyHa JUarHoCTHKE Je-
¢unmra BuTaMuH-K-3aBUCHMBIX (haKTOpOB Opyroi
ATHOJIOTUU.

JleyeHue aHmMuKoazysissHmamu HerpsiMmo20 delicmeusi,
ompaeJsieHue aHmaz2oHucmamu eumamuHa K

[Tepeno3upoBKa HEMPSIMBIX AHTUKOATYJISTHTOB
WK OTpPaBJICHUE aHTaroHKCTaMH BUTamuHa K mpu-
BOJAT K COCTOSIHUIO TUTIOKOAryJISIMU. DTU Tperna-
parthl SIBJISIFOTCSI HCAKTHMBHBIMU QHAJIOTAMH BUTAMU-
Ha K ¥ KOHKYpHPYIOT ¢ aKTUBHBIMUA (POPMaMHU BH-
tamuHa K. Benencteue 3toro cuHTe3upoBaHHbIEC BU-
tamuH-K-3aBUCHMBIE (haKTOPBI HE UMEKOT Y-KapOo-
KCUTJIyTaMHHA, HE MOTYT (PMKCHPOBAThCs Ha (oc-
(bOMMIUAHON MATPHIIC U BBIOJIHATH CBOKO (yHK-
o (PIVKA-Oenkn). KimHuka v MarHoCTHKA T1e-
PEIO3UPOBKH M OTPABJICHUS] aHTATOHHCTAMHU BHTA-
mrHa K aHanornyHa reMopparniyeckoMy COCTOSIHUIO,
BBI3BAHHOMY Jiehurimrom Butamuna K, u Bappupyer
10 TsHKECTH (B 3aBUCHMOCTH OT JIO3bI MpErapara).
JleueHne Tiepeio3UPOBKH HENPSIMBIX aHTUKOATYJISH-
TOB OTHCAHO B pasjielie, MOCBAIICHHOM IPUMEHE-
HUIO HETPSMBIX aHTUKOATYJSHTOB JUIS JICUCHUS
TPOMOO30B.

[Tockonpky aHTaroHucThl BUTamuHa K wmc-
MOJIL3YIOTCSI B KQUECTBE SJI0B Ui OOpHOBI C J0-
MAaIllHUMHU TPbI3yHaMH (KyMapHHBI), T€MaTOJOTH
SMU30JMYECKU CTATKUBAFOTCS CO CITy4asMH OTpaB-
JICHUSI OTUMU Tipenaparamu. JleueHne oTpaBiIeHHI
TpeOyeT MacCUBHOT'O BBEJICHHSI MPENapaToB BHUTA-
muHa K ¥ 3aMecTHTEnbHOW Tepanmuu Tpernapara-
MU TPOTPOMOMHOBOTO KOoMIuiekca. [Ipomormku-
TEJILHOCTh JICYCHUSI MOKET OBITh OYEHB OOJIBIIONH
(MHOTHE MeCSIbl) M3-3a KyMYJISATHBHOTO 3ddekra
KyMapHHOB.

B moue mukporemarypus (2-3 spuTpounmTa B IIOJIE
3peHmusn).
I1B 80,5 ¢ (mopma 15,5-21,2 ¢), MHO 8,5.
3axmouenue: nepenosupoBka Baphapuna. HeoO-
XOAUMO YMEHBINTH 103y. Kontpons MHO mpoBoauts
©KCTHEBHO JI0 JIOCTKEHHS PEKOMEH TyeMOr0 ISl TIPO-
¢dbumakTuku TpoMO0sIMOoHH 3HaueHnss MHO = 2-3.
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lenapuHonodobHble aHmMuKoazynsHmbl

Pa3Butne remapuHOnom0OHOTO aHTHKOATYISHTA
OBLIO OMHMCAHO Yy HAllMEHTOB, CTPAJAIOLIUX HEOIIa-
3USIMHM WJIM TTOJYYaroIMX TEPANUI0 CypaMHUHOM IIpH
agpeHoKkapuuHoMme. KimHudeckn 3To HapylleHue mpo-
SIBIAETCS BBIPAXKEHHBIMH T€MOpPParnyecKUMH CHMII-
ToMamu. J[abopaTOpHO BBISABISIETCS YAJIMHEHHE TPOM-
OMHOBOTO BPEMEHH, KOTOPOE KOPPUTHPYETCSI PUMeE-
HEHUEM MpOoTaMUHCYIb(aTa, TUO0 TOTYHIMHOBOTO
roy6oro, nubo remapuHassl. buoxumudeckue u ¢u-
3UKO-XMMHUYECKHE UCCIEAOBAaHUS MOKa3aJIu CXOACTBO
9TOr0 aHTUKOAryJIsHTA C TNIMKO3aMHHOTJINKaHAMH.

3abornesaHusi neyeHu

KpOBOTG‘-IeHI/ISI YacCTO CONMYTCTBYKOT XPOHUYCCKUM
HJIN OCTPBIM 3a00JICBAHUAM IICUCHH. FeMoppaquec-

KHid CHHAPOM TIpH 3a00JIEBaHUSIX ITEUYSHH HOCHT CMe-
[IaHHBIA xapaktep (M0 TeMaTOMHOMY M MHKDPOILHP-
KyJIsTopHoMmy THiy). Haubosee omacHbsl KpoBOTEUe-
HUS U3 THINEBAPUTEIBHOTO TPAKTa, KOTOPhIE HEpeI-
KO CTaHOBSTCS MPUYMUHOMN THOETN 3TUX MAIUEHTOB.

B Ta6n. 60 nepeunciensl ocHOBHBIE Ae(DEKTHI CH-
CTEMBI TEMOCTa32a, CBSI3aHHBIE C TTIOPAKEHUEM TTEUCHHU.

B Tabn. 61 npencraBiieHsl 0COOGHHOCTU PE3YIIb-
TaTOB JIaOOPATOPHOTO aHAllM3a TeMOCTa3a MPH pas3-
JIUYHBIX 3a00JIEBAHUAX IICUCHHU.

CucmemHbIl chubpuHOIuU3

3HauyuTeNbHAS aKTUBU3ALUS CUCTEMHOro (huo-
pUHONM3a - JOBOJBHO peAKas MPpUYMHA reMoppa-
rU4ecKkoro cuuapoma. OQHAKO pa3BUTHE CHCTEMHO-
ro runeppuOprHOIN3a MOXKET MOBJIEUb 3a cOOOMH

Tabnuua 60

ﬂEdJEKmbl Cucmembvl cemocmasa npu nNOpAaANCeHUsAX nevenu

Hedexrt

Bosmoxknbie MeXaHHIMBI Pa3iBHTHH

CHIKeHHe MPOKoaryIsHTHOIH
aKTHBHOCTH TUIA3MBEI

CHukeHHe cHHTe3a B reueHH 6eKoB CHCTeMbI FreMocTasa
Jeduunt puramuna K

TpomGouuTonenus u Hapyie-
HHe (QYHKIMH TPOMOOIIUTOR

I'unepcniennsm

Henocrarounoe BeiBeieane HHruGuTopos (pyHkimn TpoMGounTOR

JIBC
DHAOTOKCHKO3

Buibpoc npokoaryJsHTOB U3 KJIETOK NE4CHH

HetoctarouHo aKTHBHAS SMHMHHAIIHA aKTHBHPOBAHHBIX (JaKTOPOB CBEPTHLIBAHHSA
CHuKeHHEe KOHUEHTpaluH aHTHTpoMOGuna u npotenHa C

[ToBbilIeHHE AKTHBHOCTH LIHTOKHHOB

UHTepKyppeHTHBIE COCTOAHMS

Cucremnslii pnbpunHoN3

CHIKEHHE OL-aHTHILIA3MHHA
Henocratouno aktuBHas smumMuHanma gepmerTor GpubpuHonmnza
CHmKeHHe IHMHHALIMHA TKAHEBOT0 AKTHBATOPA ILUIA3MHHOIEHA

Tabnuua 61
Bosmooichble uzmenenus nokazameneti 2eMoCcmasa npu 3a601e6aHUAX NeYeHU
Bpems ausuca
Marosoran | OT | Aurs| 1B | O™opes |G syraobyamno- | ¢.V | ¢.VIIL | ¢.VII Tpen-
HOTeH | AMMephl ; GounTHI
BOIO CIYCTKA
OcTpslii TaHKE-
e e S m L i 1 W ™ W H/L
SHERPIELT| Qg g {Uogpitil gt S H/T H/L 7l AR ) SR I S
ppo3
B M| Wt | H H/ H i H | &t | LW H
oGeTpyKIHS
Hippoa M| ar | vt | w4 | Bn H/L wl |t | WL
neueHn




OTaCHbIC TEMOPPArnYecKue MPOSIBICHUS, a MPH HC-
TOIIECHUU TJIA3MHHOTEHA - TpoMO003bI (Tabm. 62).
CucreMHbIil HUOPUHOIN3 MOXKET OBITH MPUUUHON
MAaCCHUBHBIX KPOBOTCUYCHHI U3 KEITyIOYHO-KHIIICY-
HOTO TPaKTa y MAIlEHTOB C MEYCHOYHOU HEe0CTa-
TOYHOCTBIO.

Tabnuua 62
Tuneppubpunonus u e2o ocioxcHeHUs

IposiBienne Caencreue

Hapymenue nojMMepHsaium
(pubpun-MoHOMEPORB M arpe-
ratiu TpoMOOLNTOB.

| Hectpykums pubpunore-
| Ha, oGpazoBaHne MPOIYK-
| ToB perpagauun GubpH-

norena (IT1P) YMeHblleHHE CYOCTPATOB J11s
= obpasosanust pubpHHa
AKTHBaLIMA H JerpajaiHs YBenuuenne ¢ MocJacayomHM

Mia3MeHHbIX (PaKTOpPOB, B | CHHXKeHHeM 00pa3oBaHus

rom guciae ¢.VIIL -V n TpOMOHHA W arperainu TpoM-
-XIII Gounton

[TorpeGaenne nuruduro- | M30brrounstit pudpuHoIN3,
poB (0L-aHTHIUIA3MAHA, | paspyuieHue GpudpuHorena
PAI-1 u ap.) |

CHukenne aare3un tpombo-
LIMTOB K Y9aCTKAM IOBpPexKie-
HHS COCYIMCTOH CTEHKH

Herpanaims Tpombor-
TAPHBIX PELIENTOPOB

| GPIb/IX
|(vWE-penenTopos) s 1
[Torpebnenne nnasmubo- | CHikenme GubpuHOIHTHYE-
rexa [ CKO#i aKTHBHOCTH

MaccuBHBIE KPOBOTEYEHHS C MOCHEAYIOLIeH TeHaeHInei

K TPOMOOTHYECKHM COCTOSHHAM

BONBIIMHCTBO CKPUHMHTOBBIX TECTOB HE BBISB-
nsieT coctosiHue Tunepdudpunonnsa. OTHOCHTEND-
HO CHEIM(UYHBIMU SIBIISIFOTCSI TECTBI OTIPEACIICHUS
BPEMEHHU JIU3UCa CTycTKa. TpoMOosiacTorpamma
CIIOCOOHA HAITIAHO TPOJIEMOHCTPUPOBATH Pa3BUTHE
runeppuopUHOIN3A.

M3-3a OTHOCUTEIILHO HEBBICOKOM creru(uuHo-
CTH IUIA3MUH MOXKET JETPaJupoBaTh MHOTHE OCNKH
KpoBu. Kpome Toro, mia3sMuH MOKET aKTHBUPOBAaTh
METAJIONPOTEA3bl, KOTOPBIE, B CBOIO OUYEPE/lb, CIIO-
COOHBI MHYLIUPOBATh JECTPYKLMIO TKaHEW U arorl-
T03. BBICOKa BepOsATHOCTH pa3BuUTHs runephudpu-
HOJIM3a MPU MHOXKECTBEHHBIX TPAaBMax, CEICHUCE,
JBC-cunnpome, BbIazieHUH (ByHKIIMM OpraHoB, 00-
LIMPHOM METACTa3UPOBAHUU C JECTPYKLUEH TKAHEH.
BpoxieHHblii uin npruoOpeTeHHbI HEeIOCTAaTOK O
HOTO WM HECKOJbKUX MHIMOUTOPOB (huOpHHOIM3A
(ocobenHO op-aHTHIUIa3MuHA W PAI-1) compoBoik-
JlaeTcs MPOSsIBICHUSIMU rurnepduOpruHou3a.

NaTonorua remocTtasa

['uneppuOprHOIN3 KIMHUYECKUA MPOSIBIISET-
Csl CKIIOHHOCTBIO K KPOBOTEUCHMSIM, a MPH UCTO-
meHun ($akTopoB - Tpombo3amu. CocTosiHUE THU-
neppudpruHOIN3a HEOOXOIUMO TUATHOCTHPOBATH
u neyuth. [{ns xoppekuuu runepdulOpuHoIn3a
UCHOJB3YIOTCS aPOTHHUH, HHTUOUTOPHI (pudpu-
HOJIM3a U MHTUOUTOPBI MPOTEOTUTUUECKUX (ep-
MEHTOB.

/_eMO,D,DGZU‘-IG‘CKUG Me3eHXuMallibHble nucriasuu

Meszenxumanbhble mucuiazuu (MJI) - rpymma
BPOX/ICHHBIX 3a00JI€BAHUI COSTMHUTEIbHON TKaHH,
B OCHOBE KOTOPBIX JIKUT HEIOCTAaTOYHOE WJIH aHO-
MaJIbHOE Pa3BUTHE KOJUIAr€HOBBIX CTPYKTYp, MPHBO-
JIIIee K HEMOJTHOLIEHHOCTH COCYICTOM CTEHKH, CBSI-
304YHOI'0 arrapara, KJIarmaHoB Cep/la, KOXKH, CKeJe-
Ta U JPYTUX CTPOMAJIbHBIX 00pa30BaHuii, 4acTo co-
YETAIOLIMXCS C HETOJIHOLIEHHOCThIO MIMMYHHUTETa U
remMocTasa.

Me3eHxumanbHbIe AUCIIIa3UH, COUETAIOIINECS
C HapyIIEHUsSMHU B CUCTEME reMocTas3a ¥ remoppa-
TMYECKUM CHHJIPOMOM, B COBPEMEHHOH JIUTEpaTy-
pe 0003HayYaIOT KaKk reMopparnyeckue Me3eHXu-
maneHble nucmasun (MJI). ['emopparuueckue
NPOSIBJICHUS] ONMKMCAHbI P MHOTUX ME3€HXUMalb-
HBIX JWCIUIA3UAX. TeHepaM30BaHHOM (hubpoauc-
na3um (cunapom Yepnorybosa-Onepca-/lanioca),
Me30/1epMabHON aHomanuu MapgaHna, HecoBep-
IIIGHHOM OCTEOIeHe3€, CUHJIPOME OTCYTCTBHS JIyde-
Boii koct (TAP-cunapome), MO3KEUKOBOI aTak-
cuu-TeneanrudkTazun (cunapom Jlyn-bap), O6ones-
HU Pano-Ocnepa, nuddy3Hoit aHrnokeparome Ty-
noBwuiia (6one3np @adpu), reManrnoMax (CUHIPOM
Kazabaxa-MepuTra, MUKPOAHTHOMATO3bl C TPOM-
OourToneHueit) u 1p. B ocHOBe reMopparnyeckoro
CHHJIpOMa IPH IeMaTOMe3eHXUMAaIbHBIX JAMCIIIA3H-
X JIEXKAT HECKOJIBKO MEXaHU3MOB:

* Hapymenue ctpoeHus COETMHUTENBHOM TKa
HU MPUBOJUT K MOBBIIIEHHOW PAHUMOCTH CO
CY/IOB.

*  CoueraHue reHeTHYEeCKH 00YCIOBICHHBIX aHO
MaJIMi KoJIJIareHa ¢ TeHeTHUeCKU 00yCIIOBIIeH
HBIMU HapyIICHUSIMA KOMIIOHEHTOB CUCTEMBI
remMocrasa (KauyeCTBEHHbIC W/WIN KOJIMYECTBEH
HbIe Ae(PEKThI TPOMOOIIUTOB, Ne(DUIIUT AaKTUB
HOCTH (haKTOPOB CBEPTHIBAHMS, KAYECTBEHHbIE
W/WJIHM KOJIMYeCTBEHHBIE JePeKThl (haKkTopa
BunneOpanaa, HapymeHus B3auMOAeHCTBHS
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TPOMOOLIMTOB C KOJUIAr€HOM COCYZOB, Kaue-
CTBEHHBIC W/WUJIHM KOJUYECTBEHHBIC NE(PEKTHI
(ubpHrHOreHa, B TOM YKCIIE HApYIIEHUE €ro Io-
JUMEpPU3aIINH).
* CoueTaHue aHOMAJINU CTPOEHMs KOJUIareHa ¢
NPUOOPETCHHBIMU HAPYIICHUSMH CUCTEMBI Te-
Mocra3a (cekBecTpamus TPOMOOIMTOB U IIO-
TpebsieHue (HaKTOpOB CBEPTHIBAHUS B TIE€MaH-
rMoMax, BTOPUYHBIE 1e(heKThl CUCTEMBI T€éMOCTa3a
Ha (poHE XPOHMYECKUX MH(EKIMH y MALUEHTOB C
UMMYHOE(PULIUTHBIMH COCTOSIHUSIMH, B
yacTHOCTH nipu cuHapome Jlymn-bap). Heckombko
1oipoOHee OCTAHOBUMCS Ha JIBYX COCTOSIHUSIX.

FeMaHFI/IOMBI, OCOOEHHO TI'MTaHTCKHE KaBCpHO3-
Hble reManrnombl Kazabaxa-Meputrta, IpHBOAAT K
aKTHUBAIIMU U CEKBECTPAI[UH TPOMOOIMTOB, MOTPEO-
JICHUIO TIa3MEHHBIX (pakTopoB remocrasza. [Tomumo
KPOBOTEUEHMI BCJIEJCTBUE TPAaBMbI IIAaTOJOTMYECKU
W3MEHEHHBIX COCYI0B, M3MEHEHHSI TEMOCTa3a BHOCST
CBOM BKJIaJ] B Pa3BUTHUE I'€MOPPAruyeCcKoro CUHIPO-
Ma y 9TUX NallUE€HTOB.

OnHUM M3 CEepbe3HBIX OCJIOKHEHUH OOJBIINX
TEMaHTHOM SIBIISIETCS. OCTPBIM MM XPOHUYECKUMN
JABC, npuBoAIIMiA K NOTPEOICHUIO MTPOKOAryJIsH-
TOB M akTHBalMU ¢udpunHonuza. [Ipu sTux siBie-
HUSIX HapyLIEHUs FeMocTa3a XapaKTepU3yHTCs
TPOMOOIIMTONIEHUEH, CHIKEHHEM KOHIIEHTpaluu
¢bubpuHoreHa, mosbimeHneM konuuectBa 1D,
D-aumepoB. Ha ¢one 3Toro wacto pazBuBaercs
aHEMMSL.

bonesur Panmo-Ocnepa-Bebepa - HacnencTBen-
Hoe 3a00JieBaHue, MPOSBIISIOIEECS] MHOKECTBEHHBI-
MU TEJICAHTUAIKTA3MAMHU Ha KOXKE, B JKEITyNOYHO-KH-
IIIEYHOM TPAKTE, JbIXATENNBHBIX MYTSAX U JPYTHX Opra-
Hax. ObnacTu TelneaHTrn KTa3ul JIETKO PaHHUMBI,
BCJIEZICTBUE YET0 Y MALMEHTOB BOHUKAIOT HOCOBBIE U
JKEITYI0YHO-KHUILIEUYHbIE KPOBOTEUCHMS.

[TprunHo¥ 3a005€BaHus ABISIETCS MyTalMsl pac-
MOJIO’KEHHOro B 9-if XpoMocoMe reHa SHJIOTJIMHA -
OeJika, yJacTBYIOIETO B aHTHOTEHE3€ M penaparuu
TKaHel. PacripoctpaHeHHOCTh 3a00J1eBaHUsI COCTaB-
aster 1:2500-40 000 uenosex.

Crenmduyecknx U3MEHEHUI NIPU UCCIIeOBaHUH
CBEpTHIBAIOLIEH CHCTEMBI KPOBU HET, OJJHAKO 00-
ne3nbp Panmro-Ocrepa-Bebepa moxer coueratses ¢
6one3nbto Bunebpana.

JlnarHocTka reMaroMe3eHXUMAIBHBIX JUCILIA-
31U OCHOBaHA Ha COYETAHUM TIIATEIBLHOIO KIMHU-

YecKOro o0cie0BaHus MalMeHTa U KOMILIEeKca Jia-
OOpaTOpPHBIX METOIOB.

Crniextp 71a00paTOPHBIX UCCIIEIOBAHUH, MPUMEHS-
eMBIX /I YTOUYHEHHS XapaKTepa MaToJI0rMu reMoc-
Ta3a, OueHb MHpoK. [Tomumo oGs3aTeLHOrO MpoBe-
JICHUsI CKPUHHMHIOBBIX TECTOB, B JAMarHOCTUYECKYIO
HATUTPY HEOOXOAMMO BKJIIOUHMTH MCCleioBaHue (yH-
KIIMW TPOMOOIMTOB (arperarysi ¢ pa3IMyHbIMH HH-
JTYKTOpaMH, HCCIEI0BaHUE aJre3uy TPOMOOIUTOB,
ONpesieieHne TOCTYMHOCTH (hakTopa 3 TPOMOOIIUTOB,
TECT PETPAKILMU KPOBSHOIO CI'yCTKa), MPH HCCIIEIO-
BaHUM IUIa3MEHHBIX OEJKOB CHUCTEMBI CBEPTHIBAHUS
KpPOBH 00s13aTeJIbHO MCCIIEJOBaHUE KOHLIEHTPALUU
¢ubpuHorena no Knayccy, aHanus nporiecca ayroro-
muMmepu3ai (PUOPHHOBBIX MOHOMEPOB, aKTUBHOC-
TH (akTopa BuiureOpaHaa B TecTax pHCTOLETHH-KO-
(haKTOPHOH aKTHMBHOCTH M KOJUIAreH-CBS3bIBAOIICH
aKTHBHOCTH. [Ipy HaIMUYMK HapyIIEHHWI B CKPHHUH-
TOBBIX TECTaX HEOOXOAMMO TPOBEICHHE YIITyOJICHHO-
IO WCCIIEIOBAHHsI COOTBETCTBYIOIIIETO 3BEHA TeMOCTa-
3a. [ToMMMO aHanM3a COCTOSHUSI CHCTEMBI T'eMOCTa-
3a, TIPU TEMaTOME3CHXHMAIBHBIX JMCIUIA3MsIX TTOKa-
3aHO TIPOBE/ICHHE HCCIIENIOBAHUSI CTPYKTYPBI KOJLIa-
r'eHa ¥ MOJICKY/ISIPHO-T€HETHIECKOE HCCIIEIOBAHNE.

HapyweHusi cmpykmypbi KonnazeHa

Cunnpom Onepca-/lannoca, cunapom Mapoda-
Ha MOTYT COIPOBOXKIATHCS TeMOPPArMYeCKUM CHH-
JPOMOM pa3IMuHON TspKecTH. JlabopaTopHbIie Hapy-
IICHHS TIPH ATOM MATOJIOTUH MOTYT OTCYTCTBOBATb.
OnHako MOXKET ObITh YAJMHEHHE BPEMEHH KPOBOTE-
YeHUsI, YMEPEHHOE HapylleHHe (QYHKIMH TPOMOOIH-
TOB, IPU3HAKK JUC(HUOPUHOTECHEMHUH.

KposomeyeHusi, cesi3aHHbIe C MaccueHoU
Kposoriomepeli

BeicTpasi MaccuBHasi KPOBOTIOTEPS - HEPEIAKOE
OCJIO)KHCHHUE TSDKEJIBIX TPABM M ITAaTOJIOTHUECKUX
POIIOB; OHA MOYKET OCJIOXKHSTh OIEPAIIMU TPAHCILIAH-
TallM¥ OPTaHOB, OIEPATHBHOE JICUCHHE CEPICIHO-CO-
CYZIICTOM MATOJIOTHH U Paka. ITO COCTOSTHHE MOXKET
TpebOBaTh MACCHUBHBIX reMOTpaHcdy3uii (6osee yem
1 OLIK B cytku). [Ipu KpoBOIOTEpPE HHTEHCUBHOC-
Thi0 1 OLIK MeHee yem 3a 2 yaca MOTYT BO3HHKATh
CepbE3HbBIC HAPYIIICHHS TEMOCTa3a.

VmMeeTcst HECKOITBKO TMaTOreHETHYECKUX (haKTo-
POB ATHUX HaPYIICHUH.



Haubosiee pacmpocTpaHeHHass KJIMHUYECKas
npobiema - pa3Be/ieHHe IUIa3MEHHBIX KOMIIOHEHTOB
reMocra3a ¥ TpOMOOLIMTOB BBOJMMBIMH I1a3MO03a-
MeHMTENSIMU. Vcnonp30BaHNe KOJUIOUAHBIX U KpUC-
TAJUIOUJHBIX PacTBOPOB, SPUTPOLIUTAPHOM MAacchl,
Pa3BEICHHON M30TOHMUYECKUM COJIEBBIM pacTBOPOM
B remaroxpura 60%, npy MaccuBHOM TeMOTpaHC-
(by3uM MPUBOJUT K 3HAYUTEIHBHOMY CHI)KEHHIO aK-
TUBHOCTH KOMIIOHEHTOB I'€MOCTa3a.

OpHuM U3 CIIEICTBUM MAaCCHBHOM KPOBOIIOTE-
PU U MACCHBHOM 3aMECTUTEIILHON TEpaIuu sBJIs-
I0TCS TPOMOOIMTONEHUSI U TPOMOOIUTONATHS,
BO3HUKAIOIIME BCIEJCTBHE OBICTPO BHYTPHCOCY-
JTUCTOM aKTHUBAIMM TPOMOOLMTOB MPOAYKTAMH
nerpagauuu Gubpuna/puOpUHOreHa, pa3BeleHHs
U CEKBECTPAIMU TPOMOOIIUTOB B COCYIHCTOM pYyC-
nie Ha (UOPHHOBBIX JeNo3uTax. B cimydasx Maccus-
HOW KPOBOIIOTEPH HPH THKENION TpaBMme, 0cOOeH-
HO TOJIOBBI M MO3ra, TMIOTOHUM C TUIIOKCUEN U
anua030M, OaKTEpHAIbHOM CeIlCHCe, Mpexiae-
BPEMEHHOM OTCJIOMKE IUIALIEHThl MOKET Pa3BUTh-
cst IBC-cunpom.

Pexomenoyemvie nabopamopmvie mecmol 11 KOH-
TPOJIsI COCTOSIHUSL T€EMOCTa3a IPU MacCUBHOM KpOBO-
norepe ¥ MaccuBHBIX remotpancoysusix: I1T, AUTB,
(uOpHHOTEeH, reMaTOKPUT, KOJMYECTBO TPOMOOIHU-
toB, I1JI®, D-mumMepsl, TecT mu3uca 3yrao0ymHO-
BOTO CI'YCTKA.

HapyweHUH eemMocmaasa,
cesi3aHHble ¢ namorioauel novyek

/Jlo Havana MCIONB30BaHUs TEMOIHAIN3a KPOBO-
TedeHus! ObLIN CEPbE3HBIM OCIJIOKHEHUEM Y TalllieH-
TOB C XPOHUYECKHUM IOpakeHHeM nodek. OgHako
JIwKe TP CUCTEMATUYECKOM IIPOBEIECHUH I'eMOalIi-
3a IPUMEPHO Y TIOJIOBUHBI OOJIBHBIX C XPOHUUYECKOM
MIOYEYHOW HEOCTAaTOUHOCTBIO MMEIOTCS TaKUe Ipo-
ABJIEHUS], KaK IIypIlypa, MEHOpparuu, HOCOBBIE KO-
BOTEUEHHUS, PEXKE KPOBOTEUECHUSI U3 JKEITYNOYHO-KH-
LIEYHOT 0 TpakTa. TspKesble KpOBOTEUEHUS y JaHHON
TPYIIIbI MAlMEHTOB, KaK MPaBUIIO, CBA3aHbI C TPaB-
MO} WM ONEPAaTUBHBIM JICYEHUEM, TEM HE MEHEE Ie-
MOpPpParMyecKkuii CHHAPOM OCJIOJKHSET UX BEACHUE U B
JPYTUX CUTYaLHsX.

[Tatouznosornueckue MexaHU3Mbl, MPUBO-
JIIME K TeMOopparusM y NalueHTOB ¢ XpOHUYeC-
KO IOYEYHON HEJOCTATOYHOCTHID, B OCHOBHOM
CBSI3aHBbI C SIBJICHUSIMU YPEMHHU. Y 3THX MALMEHTOB
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BBISIBJISIFOTCSI 3HAYUTEIbHBIE HapYIIEHUs TPOMOO-
[UTAPHO-COCYANCTOTO B3auMojeicTBus. OqHUM
U3 BO3MOXKHBIX MEXaHU3MOB SIBIISIETCSI TIOBBIIIICHUE
CHHTE3a M JKCIPECCHU OKCHJIA a30Ta SHAOTEIHEM.
OmnpeneneHHbIil BKIIaJ BHOCHT aHEMHS; MMaTOreHe-
TUYECKUE MEXaHU3MbI 3TOTO HESICHBI, OJTHAKO MOC-
nie Tpancy3un SPUTPOIMTAPHON MACChl YMEHbIIIA-
€TCs BpeMsI KPOBOTEUEHHS M TeMOpparuyeckuit
CUHJIPOM.

Eme oqHuM matoreHeTMyeckuM (akTOpoM TIo-
BBIIIIEHHON KPOBOTOYMBOCTH MPH XPOHHUYECKOU TIO-
YEeYHON HEJIOCTATOYHOCTH SIBJISETCS TPOMOOIIMTOTIE-
HUsI, KOTOpasi IOBOJILHO YacTo ObIBaeT y TaKUX Ma-
I[UEHTOB.

[Tpouenypa remMoauannsa COMPOBOKAACTCS
npuMeHeHreM TenapuHa. OCTaToYHOe ero Koyude-
CTBO MOXKET BHOCHTH BKJIaJ B FeMOpparuyeckue
MIPOSIBIICHHUSI.

Jlabopamopnwie dannblie

VY MmanmeHToB ¢ ypeMUel 4acTo YUTMHEHO BPeMsI
KpoBoTeueHus.. CTerneHb YIIMHEHUS! MOXKET BapbH-
pOBaTh OT HE3HAYUTEILHOU 10 OYEHBb OOJBIION.
Arperaiusi TpOMOOIIUTOB MOKET OBITh CHUKEHA,
OJIHAKO €€ CHM)KEHHE HE KOPPEIUpPYET C THKECTHIO
reMOppariyeckux MposiBieHui. J[pyrue CKpUHUHTO-
Bole TecThl (1T, AUTB, TpomMGHHOBOE Bpems, (huoO-
PUHOTEH) MOT'YT OBITh HOPMATBHBIMU MJIA HEMHOTO
YIUTNHEHBI.

VY manueHToB ¢ HePOTUUECKUM CHHAPOMOM,
0COOEHHO y JieTel, N3MEHEHHEe CKPHMHHHIOBBIX Tec-
TOB BO3HHKaET Jake 0e3 ypemuu 3a cyet notepu ¢.1X
u ¢.XIl gepe3 mouku.

TpomOoTHYeCcKHe MPOSBICHUS Y MAlMEHTOB C
MOpaKEHHEM TOYEK acCOLUUPYIOTCs ¢ HedpoTHuec-
KAM CHHJJPOMOM, TUTIEPrOMOIIMCTEMHEMHUEN U Tema-
PHUH-UHIYIIUPOBAHHON TPOMOOIIUTOTICHHUEH.

Amurnoudos

Oxoso 10% nareHToB ¢ CUCTEMHBIM aMUJION-
JI030M UMEIOT BBIPOKEHHBIA TeMOPParnyecKuii CHH-
npoM. be3ycrioBHO, KOXKHBI TEMOCHHIPOM y HUX
MOXET OBITh CBSI3aH C TOBBIIIEHHEM XPYIKOCTH CO-
CYZIOB B CBSI3H C OTJIOKEHHEM aMIIOHU/A B UX CTEH-
Kax M B MEPUBACKYISIPHOM npocTpaHcTBe. Kpome
TOTO, Y 3TUX OOJIHBIX UMEIOTCS TAKKe CUCTEMHBIE
nedekTbl reMocTasa, B IEPBYIO OYepe/lb - CHI)KEHHE
aktuBHOCTH (.X. BeposiTHOM MpUYMHON ATOTO SIB-
nsiercst aacopouus ¢.X Ha amunone. AKTUBHOCTh
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¢.X B mIa3mMe MalyeHToB C aMUJIOUI030M MOXKET CO-
CTaBJIATH 2-4% OT HOPMAJIbHBIX 3HAYCHUH.

[Tpu nanHOM 3a00NIEBaHUM TAKKE OTMEYACTCS
ycuiieHue cucteMHoro ¢uopunoinusa. [loiHocTbiO
MEXaHU3M 3TOTO Ipoliecca He pacKpbIT. IIpouncxo-
JIAT CHIDKEHHE OI-AHTUILIA3MHHA, BUIMMO, TOXE 32
cuer ajcopoumu ero Ha amuionse. ONMCaHo MOBBI-
IIICHUE B I1a3M€ aKTHBATOPOB IIA3MUHOIeHA U CHU-

JKEHHE MHIMOUTOpa aKkTHBATOpa IUIa3MUHOTeHa-1.
Hakonerr, uMeIoTcsl IMHUYHBIC ONHCAHUS PA3BUTHS
crierpuueckoro uaruouTopa K . VIII.

JlabopaTopHasi TMarHOCTUKA BKJIIOYAET CTaH-
naptHeie TecTbl ckpununra (I1T, AUTB, TB, ¢uo-
PHHOTEH, BpeMsI KPOBOTCUYCHHSI, KOJIMUECTBO TPOM-
OOIIMTOB), IOMUMO 3TOTO, PEKOMEHJIYETCSI IIPOBO-
JIATH UCCIICIOBAHNE PETITUIIA3HOTO BPEMEHHU.

Tpombomuyeckue 3abonesaHusi

Tpombouumo3s

YBenuueHne cosiepaHusi TpOMOOIIMTOB B CHIBO-
potke cabimre 400 x 10°/1m onpenensiercst Kak TpoM-
6ouuTo3. TpoMOOIMTO3 BO3HUKAET IIPU MHUEIONPO-
TMQepaTUBHBIX 3a00J1€BaHUAX, 3TOKAYECTBEHHBIX CO-
cTosiHUAX (pak, 0oyie3Hb XOJKKUHA, JTUM(POMBI),
BOCHAJICHUIX (PEBMATOWAHBI apTPUT, SI3BEHHBIH
KOJIUT, TYOEpKYJIe3, OCTEOMHUEIINT), TIOCIIE y/IaJICHUS
Celie3eHKH (2 Mecsila) U IpU JPYrod MaToJIOTHH.
TpomOOIMTO3 - KOMIIOHEHT OCTpo(a3HOM peakiyu.
OcceHIpmanbHas TpoMOOIMTEMHS - MHENONpoUde-
patuBHOE 3a0o0seBaHue. COCTOSHHE TOCTE CIUICHIK-
TOMUM OOBSACHSETCS YIAJICHHEM OCHOBHOTO MecTa
paspyIIeHUs TPOMOOLIMTOB. YBEIMUYEHHOE COfIeprKa-
HHE TPOMOOILIMTOB MOXKET MPUBECTH K apTepUATTbHO-
MY WA BEHO3HOMY TPOMOO3Yy.

Tpombogpunuu. Obwee npedcmasrieHue

[TpoGnema maronormyeckoro TpomMoOooOpa3oBa-
HUIS - OJTHA U3 BOKHEHIIINX TeParieBTHIECKIX MpoliieM
B Pa3BUTHIX cTpaHax. Mmemuueckas 6one3Hb cepa-
1a, TpoM003MO0Hs JerouHoit aprepuu (TIJIA),
TpoMOO03bI IITYOOKHX BEH - MaTOJOTHYECKUE COCTOSI-
HUIS1, TIPUBOJIAIIINE K TSDKENON MHBATMIHOCTH U THOE-
71 4yenoBeka. [Ipu neyeHny Takux MaryeHToB JIabo-
PATOPHBIN KOHTPOJIb COCTOSTHHSI TeMOCTa3a - BayKHEH-
it pakTop ycnexa.

AprepuanbHble ¥ BHYTPHCEPJICUHBIE TPOMOBI,
00pa3yscCh B YCJIOBHSAX BBICOKOH CKOPOCTH KPOBOTO-
Ka, COCTOAT MPEUMYIIECTBEHHO U3 TPOMOOLMTOB, CO-
€IMHEHHBIX (UOPUHOBBHIMU MOCTHUKAMH - Oerble
TpoMOBI. ApTepuanbHble TPOMObI MPEUMYILIECTBEH-
HO TMPUCTEHOYHbIE. BakHelmmu ¢akropamu mnaro-
reHe3a apTepualibHOr0 TpoMOa SIBIISFOTCS BPOKJICH-
Has WM NPUOOpEeTeHHAss aHOMAaNHs COCYAUCTOM

CTEHKH U MATOJIOrMYecKasi aKTUBALMS TPOMOOLIMTOB.
Haunbonee yacrast anomanus - arepockiepos. py-
T'€ COCTOSTHMS - 3TO BPOXJICHHbIE HapyIICHUs pa3-
BUTHUS COCYJIOB, aHTHOMAaTO3HbIe 00pa3oBaHusl, MH-
(EeKLIMOHHOE MOpaKeHUE SHIOTENHs, SATPOr€HHbIE
HapyleHus. 3aKyrnopka NpOoCBeTa apTepHabHOTO
coCyJla MOJKET HAaCTYMUTh MPH YBEINYEHUH TpomOa
Ha ()OHE HapacTaHMs MATOJOTMYECKOTO Mpolecca
(aTepockiIepo3) WM MPU SMOOIHU HIDKEIEKAIHUX
0oJiee MEJIKMX COCY/IOB OTOPBABLIMMUCS SIEMEHTa-
MU TpoMoOa.

Beno3Hbie TpoMOBbI 00pa3ytoTCsl B YCIOBUSIX OT-
HOCHUTEJIbHO MEUIEHHOTO KPOBOTOKA M HU3KOTO Ha-
NPsDKEHUSI CIIBUTA, BKIIFOYAIOT B Ce0sl 3HAYUTEIEHOE
KOJIMYECTBO APUTPOLIUTOB M OOJIBIIOE KOJIMYECTBO
¢ubpuna. BeHo3Hbie TPOMOBI 4AaCTO MOTHOCTHIO 00-
TYpUPYIOT IpOcBeT cocyaa. OCHOBHON MEXaHU3M
00pa3oBaHMsI BEHO3HOTO TPOMOa CBsI3aH C TIOBBIIIIE-
HUEM CBEPTHIBAEMOCTH KPOBHU U cTa3oM. Ecim Tpom-
003 BO3HMKAaeT B MarkCTPaJbHOIM BEHE, HapyIICHHE
BEHO3HOT'O OTTOKAa MOXET MPUBECTH K BEHOZHOMY
MOJTHOKPOBHIO, TIOBBIIICHUIO BHYTPHOPTaHHOTO JIaB-
JIeHUsI, CHIDKCHHIO TIPUTOKA KPOBH, MIIIEMUH U JIUCT-
poduueckum n3mMeHeHusIM oprana. [Ipu coxpansto-
IIeMCsl KPOBOTOKE 110 TPOMOMPOBAHHOW BEHE BO3-
MOYEH OTpPBIB YaCTH TPOMOA 1 IMOOIIHS.

lNamozeHe3 mpombogburuu

Kak mipaBuiio, TpoMO0ohmims - KOMOMHUPOBAHHOE
COCTOSIHHE, BO3HUKAIOIICE BCIIC/ICTBUE JICHCTBHS
HECKOJIbKUX MaTOTeHeTHYeCKUX (hakTopoB. OCHOB-
HBIC TTATOTCHETHYECKHE (DAaKTOphI TPOMOODHUIHH: *
[MoBpexieHrEe SHAOTEMMABHBIX KJIETOK C O0Ha-
KECHHEM TPOMOOTEHHBIX CYOIHIOTEINATBHBIX

CTPYKTYD.



*  AKTHBaIMs TPOMOOIIUTOB HUPKYIUPYIOLITIMHU
aroHMcTaMH JIM0O BCIIEICTBUE B3aMOICHCTBUS
TPOMOOIIUTOB € CYORHIOTEIMAIBHBIMU CTPYKTY
pamu win paxkropom Bumiebpanna.

*  AKTUBaUUS CBEPTHIBAaHUS KPOBH.

*  Pe3nCTEeHTHOCTH K aHTUKOATrYJISIHTaM WK JAe(u
IIUT QaHTHKOAryJISIHTOB.

*  CHmwKeHHEe aKTUBHOCTH (PHOPHHOIH3A.

*  Peonoruueckue HapymeHus U CTa3.

31 (aKkTopsl BOHUKAIOT Ha (POHE IIEN0To psijia
[IATOJIOTMYECKUX COCTOSTHU.

Hacneocmesennvie ghakmopul pucka namonosuyec-
K020 mpomboobpazosanus (TeHETUYECKUe Ie(heKThI
BoisBILItOTCA Y 30-50% marpeHToB ¢ TpomOoTHYEC-
KUM COCTOSIHUEM):

*  Myrauus ¢paxropa V (pakrop V Jleiinen).

*  Jlepuuut anTuTpomOuHa Il

*  Jledurur mpotenna C.

*  Jledumumr nporenna S.

*  Myrauuu npoTpoM0OH1Ha, B IEPBYIO OYepeb
G20210A.

e [lomumopdusM TPOMOOIIMTAPHOTO PELETITOPA
GPllla.

*  JlucopuOpunorenemum.

* T['unepmunonporennemus (a).

*  Myranust ”HTHOMTOpA MYTH TKAaHEBOTO (PaKTo
pa (UBII), 536C/T.

* T'unepromormcrenHemus (y AeTei, Kak MpaBu
JI0, HOCUT HAaCJIE/ICTBCHHBIH XapaKTep).

*  JledexTsl TPOMOOMOAYIMHA.

e Myramuu rena GPllla TpomGoruTos.

* PAI-L
IIpuobpemennvie hakmopvi namonocuyeckozo

MpomMbooOPaA308aHU

* Bospacr.

* Tlopoku cepaua u coCcyzoB.

*  ATepockIiepos.

*  Karerepuzanus BeH, 0COOEHHO JUTMTEILHOE Ha
XOJK/IEHHE KaTeTepa B BEHE.

* [loBbimeHue BA3KOCTH KPOBU (HONUIUTEMHS,
HOTEePs KUAKOCTH).

*  Omepanus Wi TpaBMa.

e JlnurensHas UMMOOWIM3AIIMS.

*  Uudexuus (BUY, BeTpsiHas ocna, THOMHBIN
TpoMOOIIeOHnT).

*  AyroumMmyHHbIE 3a00JieBaHus (BOTYaHOUHBIH
aHTUKOATYJISIHT, aHTU(HOCHOTUIUAHBINA CUHA
poM, caxapHblii iuader, Oone3nb bexyera u ap.).

*  Hedporuueckuii cuHIpoM.

NaTonorna remocTtasa

*  Wurubutops k nporenHam S u C.

*  OHKONoruyeckue 3a00JeBaHMs.

*  Xwumwmorepanus (L-acnaparnnasa, npeaHu3o-
JIOH).

*  3abosieBaHus MIEYEHH.

*  Tanaccemus (MOCTCIUICHIKTOMHYECKHI TPOMOO3
NICYCHOYHBIX BEH).

*  CeproBUIHO-KJIETOUHAS AaHEMUSI.

* [Ipuem ropMoHaIBHBIX MPOTUBO3a4aTOUYHBIX
IpernaparoB.

@akTOpBkl, pob KOTOPHIX B Pa3BUTHU TPOMOO-
30B HESICHA:

*  Beicokuii ypoBenb aktuBHOCTH (haktopos VIII,
Xl, XIl, Bunnebpanaa, HHTHOMTOpa aKTUBATO
pa MmIa3MHUHOIeHa.

*  Jlepuuut dpaxropos Xll, kodakropa renapu
Ha ||, m1a3MuHOreHa, aKTHBAaTOPOB IJTa3MHHO
reHa, TpPOMOOMOTyJIHa.

JlabopamopHble mecmbi npu mpom6ogunuu

JlaGopaTopHbIe TECTHI MPU JTUATHOCTHKE TPOM-
60U MOYKHO CTPYIIHPOBATH B 2 TPYIIIIHI:

1 Mapxepvr akmueayuu. T1oBbIIIIeHAE KOHIICHT
paIK ATUX MapKEPOB SIBISICTCSI TPU3HAKOM BBICO
KOM aKTUBHOCTH 00pa3oBaHusi PUOpHHA, HO HE TIpE
JIOCTaBIISICT MHPOPMAIMH O IPUUNHAX THIIEPKOAry
JISIAA. DTH TECTHI TAIOT BO3MOYKHOCTB PEILIUTh BOII
POC 0 Ha3HAYCHHH AHTHKOATyJISIHTOB.

2. Tecmbl Ha evisAGNIEHUE NPUYUH MPOMOODUIUL.
DTH TECTBI MPOBOATCS JJIsl BEIICHEHUS TIPUYUH
TpoMOodrmK. OHU HE TAFOT MPEICTABIICHUSI O PUC
K€ pa3BUTHs TpOMOO3a B MOMEHT MCCIICIOBAHUSI.
YacTo 3T TeCThI MPOBOIATCS TIOCIIE TOCTAHOBKH TE
cToB 1-i rpymmbl ¥ KynmupoBaHus Tpomo6o3a. K co
YKAJICHHIO, IAJICKO HE BO BCEX CITydasX YIaeTcsl ycTa
HOBUTH IPUYHHY TPOMOODUITHH.

Mapkepbl aKTUBAIMH - WHIUKATOPBI TpOMO03a,
WX TOBBIIICHUE B CHIBOPOTKE CBUJICTEIILCTBYET, UTO
TIPOUCXOJIUT aKTHBalwsl TpoMOuHa. Kaszaock Obl, 4To
PE30HHO M3MEPSTH CaM TPOMOWH B CHIBOPOTKE, OJTHA-
KO TI0CJIe 00pa30BaHus TPOMOWH B TeueHHe 15 ¢ MHak-
THBUPYETCS, TJIABHBIM 00pa30M 3a cueT 00pa3oBaHUsI
KoMIuiekca TpomOun-anTuTpoMOuH (TAT). Mapke-
PBI aKTUBAITMH TIPE/ICTaBICHBI Ha puc. 136.

Bpemst mosiBIieHHsSI MapKepOB aKTHBAIIMK KOary-
TSI HEOTHO3HAYHO '

*  Pannumu mapkepamu aKTUBaIMN TPOMOWHA SIB

jproresa F1+2 u TAT.
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| nporpomﬁun ]

Tpomﬁnu pumﬁoumbl

(DlﬂﬁplﬂHOI'BH

v .

| DuGpuH-moHomepsi|

v
bubpun

Puc. 136. Mapkepbl aktuBauuu koarynsaumum. K HUM oTHO-
cATCA: oparMeHTbl NpoTpoMbuHa 1 + 2 (F1 + 2), TPOMOWH-aH-
TUTPOMOUHOBBLIN komnnekc (TAT), pubprH-MoHoMepbI, hmbpu-
HonenTug A (OIA), daktop 4 TpombouuTos (PF4), p-TpoMbo-
rmo6ynvH ((3-TG), D-gumepbl

*  Henocpeocmsento 6 Momenm o6pazo6anus c2ycmKa
onpenensaoT GudpuH-MoHOMEpHI (PM) 1 DIITA.

*  [lo30Humu mapkepamu, BOSHUKAIOLUIMMU OCIE
ob6pasoBanus GuodpuHa, sBusitorcs D-numepsr,
KOTOpBIE MPENCTABIAIOT COOOH OJHOBPEMEHHO
Mapkepsl GpuOpuHO0OpazoBaHus U GUOPHUHOIH-
THUYECKOH aKTHBHOCTH.
Mapxkepsl aKTHBAaIlUd UMEIOT Pa3HbIi Mepuos

nomyBbiBeieHus (t1/2) U3 CHCTEMbI IUPKYJISIHU:

- OIIA - 3-5 munyT (OBICTPO BBIBOASTCS Yepes
TIOYKH);

- TAT- 15 munyr,

- F1+2-90 munyr,

- D-pumepsl - HECKONBKO YacoOB;

- ©®OM - HecKoNbKO YacoB (KOMILIEKCH (UOpPUH-

MOHOMEPOB IepepacnpeacasioTcsi B OpraHu3Me

B 3aBHCHMOCTH OT X KOJIMYECTBA).

Knmuanuaeckoe 3HaueHME OMPEACICHHUS 3THX MapKe

POB paznu4HO (cM. pasaen «TecThl aKTHBAIUK CBEPTHI

BaHUS KPOBU»), YTO BO MHOT'OM ONPEIENSETCS POLIEC

CaMH WX TOSIBJICHUS, CIOCO0aMH yalIeHHsI U3 CUCTEMBI

LHUPKYJSIINY, a TAKKE IPeaHaTuTHYECKUMH (akTopa

MU ¥ aHAJIUTHYECKMMH BO3MOKHOCTSIMU JIa00paTOPHA.

Mapkepbl mpombogpunuu

Mymauusi cpbakmopa V (¢pM JledneH, Leiden)

MyTanus ¢gakropa cBepThIBaHUS KpoBH V Oblia
onucaHa B 1993 rogy B ceMbpiX ¢ MaTOIOTHYECKOM
YCTOWUYMBOCTBIO K JeiicTBHIO npoTtenHa C. Ilpu usy-
YeHUH 3TOro peHOMEHa BBISICHUIIOCH, YTO MPUMEp-
HO B 95% cnyyaeB maronorusi Obliia BeI3BaHA TOYEU-
HOHW 3aMEHOM aprUHUHA Ha TIyTaMHuH B nosunuu 506
reda ¢.V. ¢.V Jleiinen - Hanbonee pacrnpocTpaHeH-
HBI B €BPONEHCKON MOMyJsiuu mpoTpoMOoTHUEc-
kuit pedekr. YacTora reTepo3UroTHOr0 HacjiaenoBa-
HUS y eBponeineB konebnercs ot 2 go 16%. 'omo3u-
TOTHI TI0 ATOH MYTAIlMHM BCTPEYAIOTCS TOpasfo pexke,
npumepHo B 0,1%. B adpuxanckoii, amepukaHCKOH,
aBCTpanicKoii (aOOpUTeHbl) W a3HATCKOW MOMyJIs-
UM 3Ta MyTalusl MPaKTHIecKu orcyTcTByer. 1o pac-
yeTaM TeTepO3UrOTHOE HOCUTENbCTBO reHa ¢.Y Jleid-
JICH yBEIWYMBACT PUCK pa3BUTHA TpoMOo3a B 5-10 pas,
a TOMO3HTOTHI 1O 3TOH MyTallMd UMEIOT PUCK pas-
BuTHsI TpomMOo3a B 80 pa3 Oonbie, yeM JMLa, HE CTpa-
npatoure Tpombodunueii. TpomOoTnueckue mposiB-
nenus y muy ¢ ¢.V JleiineH, kak mpaBuio, BIIEPBbIC

BO3HHMKAIOT B MyOepTaTHOM BO3pacTe C pacyeTHOH
yactoToil 0,28%. TpomOo03bI, accounupoBaHHBIE C
¢.Y Jleiinen, B mepBylo o4epenpb 3aTparuBaloT BEHO3-
Hylo cucreMy. Hambosee xapakrepHas JOKaIH3aus
TpoMOO030B, aCCOMUPOBAHHBIX C 3TOM MyTanuen -
MOBEPXHOCTHBIC U TTyOOKHE BEHBI KOHEYHOCTEH,
TpoMOO3Hl IepedpanbHBIX BeH. Puck Tpom0030B
MOBBIIIACTCS IPU MPUEME OPaJIbHBIX KOHTpAleNTH-
BOB, IIPH Pa3BUTUU aHTU(HOCHOIUIUIHOTO CHHIAPO-
Ma (Hanuuue ayToaHTUTEN K QochonunuaaM Hin
OenkaM, CBsI3aHHBIM C QocomunmuIaMu, TaKUM, KaK
npotensbl C u S, poTpoMOUH, 0-TIMKonpoTenH | u
ap.), npu nedUIUTe OJHOTO M3 HHTHOMTOPHBIX
0enkoB, Takux, Kak nporeuH C, IpOTeHH S uiu aH-
tutpom6OuH. @aktop V Jlelimen yacto oOHapyx uBa-
€TCSl y JKCHILINH C XPOHMYECKUM HEBBIHAIINBAHUEM
O6epemenHocTH. CrioHTaHHBIE a0OpPTHl Y HUX BO3HH-
KalOT Ha MO3JHUX CPOKaX M CBSI3aHBI C XapaKTePHBIM
it 3Tux cpokoB nosbimeHrneM C4-CII u pyHkumo-
HaJbHBIM THIO(QUOPHUHONU30M, YTO B COUCTAHUU C
PATIIC npuBoauT Kk TpoMOO3y COCYIOB IJIAI[€HTHI.
Puck TpoM603MO0IMYN TETOUHBIX apTEPHil y UL C



¢.V JleiineH, o cpaBHEHHIO ¢ OOIIEH MOMyIIsIHeH,
MOBBIIIACTCS HE3HAUMTEIILHO. Y JeTel U JHI] MOJIO-
JIOTO BO3pacTa TpoMOO3bl BOSHUKAIOT TIPU TPHCOE-
JMHEHUH JIOTIOJHUTEIBHBIX (PaKTOPOB prcKa (MHpeEK-
IIMOHHBIX 3a00seBanuii, 6onesnu Ilepreca, bexuera,
npu JLIT, nopsHuedanuu u ap.), He CBA3aHHBIX C
BO3PACTOM.

Knnanyecknii npumep 10

Bonbhoii 15 ner. 3abosen ocTpo, MOSBUINCH
0071 B MOSICHUYHOM 00JacTH, U3ypUUYECKUE MPOsIB-
nenus. [IpeapsaBis sxano0bl HAa YacTble TOJOBHbIC
0O0JIM U MOJTbEM apPTEPUATIBHOTO JABJICHHSL.

Knunuueckoe obcnedosanue. npoBesieHa aopTo-
rpadusi, CeneKTUBHasE aHrHorpadus KyJabTH MpaBoi
no4yeyHoi aprepuu (mpaBasi MOYKa 3HAYUTEIHHO
yMEHbIIIeHa B pa3Mepax). [IpaBas moueunast aprepus
OKKJTFO3UPOBaHa B CPEIHEH TPETH, YMEHBILICHA B JlUa-
merpe. Ha skckperopHoii yporpaduu - oTCyTCTBUE
¢byHkimu npaBoil nouku. Ha anrnocrmuTHrpaduu
TIOYEK BBISIBJIEH JBYCTOpOHHUIA HedporTos. [Tpu 3xo-
KapIUOCKOTIMM BBISBIICHO NpPOJaOHWpoBaHUE MUT-
panbHoro kianaHa Il crenenu m aHeBpu3maruyec-
KO€ BBITISTYMBAHUE B 00JIACTH OBAJTBHOT'O OKHA.

ITpu uccnenoBaHuK OOIIErO aHaIM3a KPOBH BbI-
sSIBJICHA YMEpeHHasi Nouriao0ynus (reMorioouH -
159 r/n), B ananmi3e Moun - npoTeunypus. [Ipu nc-
CJIe/IOBAHUM CHCTEMBI T€MOCTa3a Hal/ICHO CHIDKEHHE
pe3ucTteHTHOCTH (hakTopa Va K akTUBUPOBAHHOMY

Hecuyum npomeuna C

HecMmotpst Ha TO 4TO TEepBbIC ONMUCaHus Jehu-
muta I1C nossummcs ¢ Hauana 80-x rogos XX Beka,
JI0 CHUX TIOp B JIUTEPAType UMEIOTCS MPOTUBOPEUH-
BbIC CBEJICHUS O XapaKTepe HacJeIOBaHHS U 3Ha-
YEeHUHU pa3HbIX (popM B maroreHese TpomOooOpa-
3oBaHus. Jlo MoOciIeaHEero BpeMEeHH Mpearnoiara-
nock, yro aedurmt I1C Hacnemyercs mo ayrocom-
HO-JIOMAHAHTHOMY THITY C HETIOJIHOW TEHETPaHT-
HoCThI0. OIHAKO B MOCJIEIHHE TOAbl OLUIO ITOKa-
3aHO, YTO HACIIEIOBAaHHE OCYIIECTBISETCS MO ayTo-
COMHO-PEIIECCUBHOMY THITY, YTO OJIHA M Ta K& MY-
tanus TeHa [1C MokeT BCTpevaTbes y JIUI[ C TPOM-
OOTHUYECKUMH SIIM30JaMH U3 ceMel ¢ HaclIeICTBEH-
HOU TpoMOO(dmHel U y pOJICTBEHHUKOB, HE UMe-
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JlaGoparopHasi TMarHOCTUKA: OIPEIENICHUE Mo~
BBILLEHUS PE3UCTEHTHOCTU K NpoTenHy C, MOJIEKy-
JsIpHBIA aHanu3 reHa ¢.V. Myranus Jlelinen anex-
BaTHO BBIABIIIETCS METOAOM IOJIMMEPA3HOU LIEITHOM
peakuuu (ITLP).

nporeuny C (HO = 0,52, xoutpons 1,10 + 0,02).
CnoHTaHHas arperauus TpoMOouuToB - 22% (koH-
tpoiib 10 20%), AJId-arperanust - 86% (kOHTPOJIL
60-71%), anpenanun-arperanus - 94%o0 (KOHTPOJIb
69-75%), xoymaren-arperarus - 76%o (koHTposb 60-
70%). BomyaHOUHBII aHTHKOATYIISIHT HE OOHApYKEH.
Jlpyrue nokazareny reMocTasa HapyIeHbl He ObLTH.

Taxum obpazom, y OOILHO20 6bIAGIEHO . TIOCT-
TPOMOOTHYECKAsE OKKITIO3USI TIPAaBOM MOYEUHOM ap-
Tepud. BropruyHO cMopuieHHas noudka. Baszope-
HaJIbHAs TUIIEPTOHMS, TeMaToTeHHass TPOMOODUIIHs
CJIO)KHOTO TeHe3a: Pe3rCTEeHTHOCTh (hakTopa Va k
npotenny C, Tspkenast (hoopma, THIIEparperaioH-
HBIA CHHIIPOM, BTOpPUYHAS PEHATbHAsl MOJUIIO0Y-
JIvsl. YUUTBIBAs MOJIOJIOW BO3pACT MAlMEHTA, MOXK-
HO TIPEJINOJIOKUTh BPOXKACHHBIN XapakTep TpomOo-
bunmmn.

BbisiBiieHHBIC M3MEHEHHUs TTIO3BOIIIIN COCTABUTh
IJ1aH MPOQUIAKTHKN PELUIUBOB TPOMOO30B B Te-
YeHHE JKU3HU. B CBSI3U ¢ PE3UCTEHTHOCTHIO K MPOTe-
uHy C Ha3Ha4YeHHE HENPSMbIX aHTUKOATY/SIHTOB HE
MIPOBOIUIIOCK.

IOIINX KIMHUYECKUX MPOSBICHUM, HO SIBIISTFOLIUX-
Csl HOCUTEISIMU MyTalu. Beiienstor 2 tuna nedu-
uuta [1C:

e Tun | (runodopma) - KoMUUECTBEHHBIN nehu
IIUT C MPOTIOPIIMOHATIEHBIM CHIDKEHUEM aHTHTe
Ha u akTuBHOCTH [1C.

o Tun Il (muchopma) - KadecTBEHHBIH AedeKT, Tpu
KOTOpOM Ha (pOHE CHMKEHHOI aKTUBHOCTH aH
tureH [1C HopmabHbIN.

Pacuer nokazain, 4To reTepo3UroTHOE HOCUTEIh-
ctBO reHa nedurmra [1C moBbImaeT puck BEHO3HO-
ro Tpom6o03a B 7 pa3. YacTora MyTaiuu y 310pOBBIX
nm coctasnsier 0,2-0,3%, y oTAenbHBIX MAlMEeHTOB
¢ snm3oaMu TpomOo3a riaydokux BeH neduuut [1C
BCcTpeyaeTcs B 3% CydaeB, a B CEMBSIX C HACJIeICTBEH-
HOM TpoMOoduHei - 6%.
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3nauenue nedunura [1C, kak U30IHUPOBAHHOTO
nedekra B MaTolOrH4ecKOM TPoMOOOOpa3oBaHWH,
TaKXke TUCKyTHpyeTcs. Bumumo, B gercTBe TpoMOo-
3Bl PA3BUBAKOTCH Y JHUI[ C TOMO3UTOTHBIM HOCUTEIh-
ctBoM. [Ipu coderanuu ¢ nIpyrumu jaedextamu aaxe
reTepo3uroTHoe HocutenbeTBo aedunura 11C mpu-
BOJIUT K BO3HUKHOBEHHUIO TPOMOOTUYECKUX SITH30-
JIOB B JE€TCKOM Bo3pacTe. brlmu onmucansl coueTaHus
¢ nepexrom ¢.V Jleitaen. [lo HEKOTOPBIM TaHHBIM
aT0 coueranue BcTpeuyaercs B 20% cemell ¢ Hacnen-
cTBeHHOU TpoMOodunueit u aepuuurom IIC. Jedu-
nut [1C BcTpeuaercs kak Mpu apTepualbHBIX, TaK H
MpU BEHO3HBIX TpoMOo3ax. TpomboTHyeckue mpo-

Kuannunuecknii npumep 11

Bosbnas 34 ner. O6parunach B remMaToioruyec-
kuii neHTp 10 et Ha3ax Mo mMoBoJy NMPUBBIYHOTO HeE-
BBIHAIIMBAHMS OCPEMEHHOCTH M BO3HHKHOBEHHS Ha
ee (oHe TpoMOO30B BEH HMKHUX KOHeuHOcTeH. U3
aHaMHe3a 3a00JIeBaHMS YCTAaHOBJICHO, YTO Ha CPOKE
12-14 menens pa3BWIICS OCTPBHIN miIe0(heMOpaTbHBIN
(¢rmeboTpom0O03 cieBa, MO MOBOJY KOTOPOTO MPOBE-
JeHa TPOMOARKTOMHSI, Ha3HAYEHO JICUYCHUE TernapHu-
HOM, HENpSAMbIMH aHTUKoaryisHtamu. Ha cpoke 16-
17 Henmenb BO3HUKIM CXBAaTKOOOpas3HBbIE 0OJIM BHU3Y
JKMBOTa C CAMONPOM3BOJBHBIM BBIKUABIIIEM. [IBe
npeablaynme 0epeMeHHOCTH 3aKOHYMIIMCh BBIKHIbI-
mamMu npu cpoke 6-8 Henens. Bo Bpems yerBepToit
OEepeMEeHHOCTH Pa3BUIICS TPOMOO3 TITyOOKMX BeH Oej-
pa u rojeHu cmpana, ocinoxHuBwumiica TOJIA. be-
PEMEHHOCTh TIpepBajiach Ha cpoke 12-13 Henmenb moc-
Jie IPOBEACHUS NJIMKALUU HUXKHEH MOJOH BEHHBI.
[Ipu uccnenoBaHUU reMocTa3a OOHAPYXKCHBI:

Heguyum npomeuna S

Ormucanus gedunuta 1S, kak nmpuanHB TPOMOO-
¢wmm, nossuimck B kKoHte 1984 roxa. HacrenoBanme
nedexra MpOUCXOOUT MO AyTOCOMHO-IOMHUHAHTHOMY
IIyTH C HEMOJHOM MeHeTpaHTHocThio. K Hacrosmemy
BpeMeHHn ommcaHo Oomnee 70 reHeTHyeckux Ae(hEeKTOB y
nanueraToB ¢ aedunurom I1S. I1S B miazme npucyt-
CTBYET B JIByX BUjaX - cBoOoaHbii (mpumepHo 40% ot
o01ero) u cBsi3aHHbIN ¢ C4-CBSI3bIBAIOIINM ITPOTEHHOM
(60% coorBercrBerno). CBobomuslii I1S sBasercs ak-

SIBJICHUA Yy TAllUE€HTOB C U30JIMPOBAaHHBIM T'€TEPO3U-
rotHbM aedunutom IIC, kak mpaBuiIo, HAYNHAIOT-
cs mocine 15 ner. J{ns nanueHToB ¢ riryOokuM aedu-
uutoM [IC mpu roMo3UroTHOM HOCHTENBCTBE XapakK-
TEPHBI TSDKENble paHHUE TPOMOOTHYECKHE MPOsIBIIe-
HUS B BHJE HEOHATAJILHOW (yJIbMHUHAHTHON MypIy-
pel uin [IBC-cuHapoMa B iepBbIe JTHU JKHU3HU MIPH aK-
tuBHOCTH [IC <1%. DTO COCTOSHHME MPaKTUYEeCKH HE
COBMECTHMO ¢ ku3Hbl0. Ecim aktuBHOCTH [IC cocTaB-
nsiet 5-25%, TO penuANBUPYIOIIKE STU3046I TPOMOO-
5MOONTUH NPOSBIISIIOTCS TO3KE.

JlaGopaTopHas IMarHOCTHUKA: ONpeIeIeHNE aK-
TUBHOCTH M aHTUTreHa nporenHa C.

AIITB - 35 ¢ (koutpoins 39 ¢), 1B - 16 ¢ (Hopma 16 ¢),
TpomOuHOBOE Bpems - 15 ¢ (koutpons 15 ¢), dub-
puHoreH - 3,5 /1. [lpy MOBTOPHBIX MCCIIETOBaHHU-
sIX OTMeuajcsi MOBBIIEHHbIH ypoBeHb POMK B
miasme - ot 4,5 no 6,0 mr% (uopma 3,5 mr%), 3a-
memienne XHW-3aBucumoro pudbpuHonuza ot 12 mo
20 MuHYT (KOHTPOJb 6 MUHYT), BEICOKHH YPOBEHB
CITOHTAaHHOU arperanuu TpomOonuToB - or 30 10
38% (koutposb no 20%). AxktuBaocts ATIII -
120%, npoteuna S - 105%, nporenna C mpu moBTOp-
HOM OIIpE/IeIICHNN KIOTTHHTOBBIM MeTogoM - oT 30
1o 43%, mpu MCTIONB30BAHUN XPOMOT'EHHBIX CyOCcTpa-
ToB akTUBHOCTBH npoTenHa C coctaBmia 30%. ITocne
npoBeseHHoro o0cienoBanns y 00JbHOW BHOBb Ha-
cTynmia 0epeMEeHHOCTh, B TEYEHUE BCETO CPOKa KO-
TOPOi OHa IMOJydYana aHTUTPOMOOTHYECKYIO TEPaITHIo
¢dpakcurrapuaom. bepemeHHOCTH 3aKOoHYWIACh B 39-
40 Henmens poJamMu 3I0POBOTO peOeHKa. YUHUThIBas Xa-
pakrep TpoMOOGWINY, OT Ha3HAYCHUS HENPSMBIX aH-
THUKOATYJISTHTOB BO3EPKAIUCH.

THUBHBIM aHTUKOATYJISTHTOM, €0 YPOBEHb KOPPEIUpY-
€T C KIIMHNYECKUMH CHMITOMaMH TpoM003a.
Beinenstor Tpu tuna gaedurmura I1S:

e Tun | - konuuectBenHoe cumwkenue I1S (mpo
NOPIHOHAIBFHOE CHUKEHUE AKTUBHOCTHU U aH
turena IIS).

e Tun Il - xauecTBeHHBIH nedeKT (CHUKEHHAS aK
TUBHOCTB TP HOPMAJIEHOM WIJIH HEIPOIIOPIIHO
HAJIbHO CHID)KEHHOM aHTHICHE).

e Tun Il - camxenne ceobouOroO I1S pu HOp
MaJIbHOM OO0LIeM.



Yacrora nepunura [1S y G0IBHBIX ¢ BEHO3HBI-
MU Tpombo3amu cocraBisier 1-2%, B cembsix ¢ Ha-
cleJICTBeHHOM TpomOodumeii - 6%. Yacrora myra-
IIMM B TTOMYJISIIMA HEW3BECTHA; TI0 pacyeTaM OHa CO-
crasisier 1:33 000.

TpomOO3bI y MAIMEHTOB C U30JIMPOBAHHBIM Te-
TEPO3UTOTHBIM HOCHTENICTBOM, KaK IPaBUJIO, BIIEp-
BbI€ MPOSIBISIIOTCS Y B3pOCibIX. OHAKO cOYeTaHHe
neburura I1S ¢ npyrumu dakropamu, mpeapacro-
JararIpMu K TpomM003aM, IPUBOAUT K OoJiee paH-
HHUM 3IM30/aM NaTOJIOTHYECKOro TpoMOooOpa3oBa-
HUS. ['OMO3UTOTHOE HOCHTEIBCTBO BCTPEUACTCS
Ype3BblYaAHO penko. K HacTosieMy BpeMeHt OIu-
CaHO TOJILKO 2 MAallMeHTa C MPOSIBICHUSIMHU, aHAJIO-
TMYHBIMH TIPOSIBIICHUSIM TIPU TOMO3UTOTHOM HOCH-
tenbetBe Aeduimra [1C. 3HadeHne rerepo3uroTHo-
IO HOCUTEJIBCTBA B MATOJIOTMYECKOM TpoMOooOpa-
30BaHMH U3ydyaetcs. [1o pa3HbIM JTaHHBIM reTepo3u-
TOTHOE HOCHTEJIBCTBO MOXKET YBEIMUYUBATH PHCK
Tpomb03a B 1,5-6-10 pa3. [Ipu 310M OCHOBHYIO pOJIb
Urpaer ypoBeHs cBoboaHoro I1S.

Ormcanbl citydad MOSIBJICHUS] BTOPUYHOTO WHIHU-
outopa k npoteuHaM C u S, KOTOpbIe KIIMHUYECKH
NPOSIBISIIOTCS aHAIOTMYHBIM 00Opasom. [Ipuunnamu
BTOpHuHOro Aeduuuta IIS moryr ObITh 3a007€Ba-
HUS TI€YCHH, NepeI0O3UPOBKA HEMPSIMBIX aHTHKOATY-
JSIHTOB, neduumt ButamuHa K, 3a0oneBanus moyvex,
KOAryjonatusi moTpedieHus, 6epeMeHHOCTb, JIH-
TeJbHBIE JIMXOPAIKH, COIMPOBOXKIAIOLINECS OCTPO-
(aznoit peakuueil ¢ nosbimeHneM C4-CBs3bIBAIOLIE-
ro MPOTEHHA.

JlabopatopHasi MarHoCTUKA: MCCIEI0BAHNE aK-
TUBHOCTH cBoOoaHOorO I1S, anturena I1S

Mymauyust npompom6uHa 20210A

Ormmucana B 1996 roxy Poort ¢ coaBropamu. To-
yeyHast MyTalsl (aICHUH 3aMellIeH TYaHHHOM) B T10-
suimu 20210 3' HeTpaHCIMPYEeMOro peruoHa reHa
NpOTPOMOMHA, YTO MPUBOJUT K MOBBILIECHUIO YPOB-
HsI IPOTpoMOMHa (caM MPOTPOMOMH HE U3MEHEH) B
KPOBU U ACCOLIMUPYETCS C MOBBIIIEHHBIM PUCKOM
TpoMOooOpazoBanus. Kakux-mmbo apyrux usMeHe-
HUIA CO CTOPOHBI MPOTPOMOMHA IIPU 3TOH MYTaLUH
BBISIBUTH HE yJaJ0Ch. PacueTHast yactora 3Toi My-
TallMi B €BPOIIEHCKON MOMyISLKK cocTaBiser 2-3%,
a B CpeIM3eMHOMOPCKOM peruoHe - 4-5%. V i ¢
3MU30/1aMU BEHO3HBIX TPOMOO30B, 0OCOOEHHO TPOM-
00(1e0MTOB HIXKHUX KOHEYHOCTEH, TPOTPOMONH
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20210A Bctpeuaercs B 6—10% ciyqaes. Ot 4 no 8%>
MAILUEHTOB C BIEPBbIE BBISIBJICHHBIM TPOMOO30M IUTy-
OOKHMX BEH MUMEIOT 3Ty MyTaiuio. Poib 310l MyTa-
MM B Pa3BUTHUU apTepUANIbHBIX TPOMOO30B H3yya-
ercs. | OMO3UrOTHBIE HOCUTENN 3TOM MYTaIlMU peji-
Kd. ['eTepo3uroTHoe HOCUTEIBCTBO IO pacyeTam
MOBBIIIAET PUCK BEHO3HOTO TPOMOOOOpa3oBaHUS B
2-3 pa3a. Kak npaBuio, nepBble 3M130/16I TPOMOO-
30B BO3HHUKAIOT Y B3POCIIBIX U CBSI3aHbI C IIPUCOEIH-
HEHHEM BO3PACTHBIX (PaKTOpoB pucka. OcoOeHHO
CHJIBHO PHCK TPOMOO(MIMK BO3pacTaeT Mpu coye-
TaHUM TOW MYTallUH C IPYTHMH (PaKTOpaMHU pUcKa
CEep/ICYHO-COCYIMCTHIX 3a00JIEBaHUN - KypEeHHEM
MOJIOZIBIX KCHIIHMH, OXXUPEHUEM, THIIEPTOHHEH, ca-
XapHBIM THa0ETOM.

JlaGopaTopHasi TMAarHOCTHKA. MOJEKYISPHBIH
aHaJIN3 FeHa MPOTPOMOUHA.

Hecuyum aHmumpom6buHa

IepBoe coobmienune o aedrmre AT, kak o dak-
TOpE PHCKa MaTOJOTHYECKOro TpomMOooOpa3oBa-
Hus1, ObUTO creano B 1965 romy Egeberg. B Hacro-
auiee Bpems onrcano 6onee 80 myrauuii rena AT.
HacnenoBanue - ayToOCOMHO-JIOMUHAHTHOE C HE-
MOJIHOM MEHETPAaHTHOCTHIO. BBIIEAIOT 1Ba THIA
nedurmra AT:

e Tun | - kon4yecTBEHHBIN Ae(eKT, MPUBO TSI
K TPONOPIHUOHAILHOMY CHIDKCHHEO aKTHBHOCTH
u anTurena AT:

- noomun la - cawoxenue cuaresa AT;

- noomun |'b - yBenmMYEeHHAs CKOPOCTh pactia

1a (BbIBEICHHS).

e Tun |l - Ka4eCTBEHHBIN THII, XaPAKTEPU3YCMBbI
CHIDKCHHEM aKTUBHOCTH IIPH HOPMAJIbHOM aH
turede AT:

- noomun Ila - neext aKkTUBHOTO LICHTpA (13

MEHEHHOE CBOMCTBO PEaKTHBUPOBATH TPOM
OWH) ¥ yJacTKa CBSI3bIBAHMS rermapuna (13
MEHEHHAs PEAKTUBHOCTD C TEIIapUHOM);

- noomun b - geeKT aKTHBHOTO LIEHTPA,;

- noomun lle - nedexT ydacTka cBsI3bIBaHUS

rernapyHa.

[Tpu Il tine dynxipionanbubii gedurmr AT Bo3-
HHMKACT B PE3yJIbTAaTe PA3IMUHbBIX MYyTaI|i, TPeOyIOT-
¢ TOTIOJIHUTEIIEHBIE UCCIIENOBAHMS, B YACTHOCTH OIl-
pelieieHHe TeraprH-CBI3BIBAIOIINX CBOMCTB AT.

['omo3uroTHBIX HOCcHTENEH TeHa medurmra AT
HE OIHMCAHO: MPENOJOKHUTEIHLHO ITa MyTaIUs HE
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COBMECTHMA C JKU3HBIO, JIETH MOTHOAIOT BHYTPUYT-
poOHO MM BCKope nocie poxaeHus. OnHako Obun
OIMCAHbl TOMO3UTOTHBIE HOCUTENH Jie(heKTa CBSA3bI-
BaHus AT c renapunoM. I'erepo3urorHoe HoCHUTENb-
ctBo Berpedaercs y 0,05-1% 310poBbIX Juil B MOITY-
nsiud, y 1% Jiir ¢ mepBhIM B CeMbe CITydaeM BEHO3-
HOro TpoM0Oo3a u B 4% cemeii ¢ HacIEICTBEHHOM
TpoMOodHIHEH.

Bropuunoe chmkenne AT MOXXET UMETh MECTO
npu sedeHnu remnapuHoM uiaun HMI (pparmum,
(bpakcunapuH, JOBCHOKC, KJICKCaH), 3a00JICBAHHSIX
MIeYeHH, HePPOTUIECKOM CHHAPOME, JieueHun L-ac-
naparuHa3oi, 3CTPOreHaMH, MPHU KOaryJaomnaTusix
notpednenus. YMmenbieHue aktuBHoctu AT Ha 25-
30% comnpoBoXkaeTcsi pa3BUTHEM TellapHHOPE3UC-
TEHTHOCTH, YTO MOYKET BBI3BATH MOSBICHUE PUKO-
IIeTHBIX TPoMO030B. Ha HeaddeKTHBHOCTD aHTHKOA-
T'YJASSHTHOTO JICMCTBUS remapvHa yKa3blBaeT OTCYT-
creyrouiee yummHeHne AUYTB, nepcucreHims u qaxe
noBeleHne pudpuHonenTuioB A u B nnmm apyrux
MapKepoB akTMBHOTO (pubpuHooOpa3zoBanus. Eciu
e UMeeT MeCTO Je(UIMT WM BPOXKIIEHHAsT aHOMa-
must AT, To aHTHKOAryJIsSsHTHBIA 3QQeKT remapuHa
OyzeT m3HayaIbHO ociabieH. Bo Beex aTHX cimydasx
HEO0OXOIMM KOHTPOJIb 32 aKTUBHOCThIO AT B mia3-
me. [Ipu 3HauutensHoM nedpuuute AT U BBICOKOM
pUCKe TPOMOO30B MOKa3aHO BBEJEHHE OOJILHBIM KOH-
neHTpatoB AT wimn uHQY3Hs CBEKE3aMOPOKEHHOM
TUIA3MBL.

AT uHOrzma paccmaTpuBaercs Kak OTpHIla-
TEeJbHBIA PeaKTaHT OCTPOil a3kl BOCHANEHHUS, YpO-
BEHb €0 CHIDKAeTCsl MpU MHPEKIwsIX. AKTUBHOCTE AT
(HO HE ero KOHIIHTpAlMs) CYHIECTBEHHO YMEHb-
I1aeTcsa MPH MHCYJIMH-3aBUCUMOM CaxapHOM JHa-
Oere | Tuma, npuyeMm CHUXKEHHE aKTUBHOCTH AT
KOPPEIUPYET ¢ YPOBHEM TITUKMPOBAHUS IJIa3MEH-
HBIX OEJIKOB.

PacuetHoe moBeIlIeHHE pUcKa TpoMOOOOpa-
30BaHUs y JIMI C F€TEPO3UTOTHBIMU MYTalUsIMU
reda AT - 5-10 pa3. Cpoku Hauana nepBbIX MPo-
SBJICHUN U TSHKECTh TEUCHHUs 3a00JIeBaHUSI BO MHO-
I'OM 3aBHCAT OT ocTaroyHoil aktuBHOcTH AT U co-
yeTaHus Toro aedexra ¢ ApyrumMu (paxropamu
TpomOodunm.

Tpom603b!1 npu aeduuute AT IOKaIU3yIOTCS
KaK B BEHO3HOH, TaK U B apTepHAIbHON CUCTEME.

JlabGopaTopHasi JUMArHOCTHKA. OIpeieseHue
akTUBHOCTU AT XpPOMOI€HHBIM METOJIOM, a TaKXKe
aHturena AT.

runepzomoyucmeuHemusi

['oMoLMCTENH - aMUHOKHCIIOTA, MPOU3BOTHOE
METHOHHHA, B KJIETKE UMEET JBa MyTH METa0OoH3-
Mma (puc. 137): 1) pemeTunupoBaHHe B METHOHUH C
y4dacTeM (epMEHTOB METHOHMHCHHTa3bl (Kodak-
TOpPOM siBJIsieTCsl KobanamuH), 5,10-mMeTunenterpa-
ruapodoraTpeykTasbl 1 O0eTanHMETHOHUHMETHII-
TpaHcdepassl; 2) TpaHccyIb(OUPOBAHKE B IIUCTCHH
C y4acTHeM LHCTaTHOHHMHCUHTA3bl, KOPaKTOpPOM
KOTOpOU SABJISIETCS] MUPUAOKCHH. B 1a3zme romoru-
CTEHH OKHCIISIETCS B AUCYAb(UIBI U CMEIIaHHBIC
TUCYTbGUABI M HAXOIUTCS KaKk B CBOOOTHOM, TaK U
B CBSI3aHHOM ¢ OenkoM (opme (0OIIIHii TOMOIIUCTE-
uH). HopManbHast KOHIIEHTpAIUs B TU1a3Me COCTaB-
nseT 5-16 MKMOJIB/I.

Y B3pOCIHBIX JHUI TUIEPTOMOIUCTEHHEMUS
(I'TLY) MokeT OBITH BPOKACHHBIM U IPUOOPETEH-
HBIM JIe)eKTOM, Y JIeTeid, KaK MPaBUIIo, - CIEACTBHE
neduuuta (hepMEHTOB, METAOOIH3UPYIOIIUX TOMO-
mucrenH. HanGonee tsokensie Gopmer I'T1] cBsza-
HBI C Je(eKTOM LMCTaTHOHHH-OeTa-cuHTa3bl. Yac-
TOTa €€ TOMO3UTOTHOTO HOCHUTENILCTBA CPEeIU Hace-
serus cocrasiser oT 1:200 000 mo 1:335 000, rere-
posurotHoe - Bctpevaercs B 0,3-1,4%. [Toammop-
¢u3m metmieHTeTparuaApodoIaTpeyKTasbl UIHPO-
KO pacIipoCTpaHEeH B €BpOIeHCKOM momysun. [ e-
TEPO3UTOTHOE HOCHTEIBCTBO, MO HEKOTOPHIM JIaH-
HbIM, BcTpeyaercs y 60% uiy eBporeonIHoM packl.
['omo3urotHeiit moauMophu3M, MO pa3HbIM JaH-
HBIM, - y 5-15%. T'opa3no pexe BcTpedaroTcs Jie-
dbekTbl 1pyrux GepMeHTOB, META0OIM3UPYIOIIUX TO-
MOIIUCTEUH.

YMepeHHOe TOBBIIIEHHE TOMOIMCTENHA B KPO-
BU BbIsABIIsieTCs: puMepHO B 10% ciryuaeB Bcex Be-
HO3HBIX TPoM0030B. PaccueTHoe MOBbIIIIEHNE PHUCKa
TpoMO00Opa3oBaHMs COCTaBseT 2,5 pasa. Tspkemas
TUIIEPrOMOIMCTCHHEMHS (C YPOBHEM TOMOIUCTEHHA
6onee 100 MKMOJIIB/TT) aCCOLMUPYETCS C PEIUAUBH-
PYIOIIMMH apTepUATbHBIMUA U BEHO3HBIMH TPOMOO-
3aMH, TposiBysromMucs ¢ aerctsa. [Ipuobperennast
TUIIEPrOMOIIMCTENHEMUS CBsI3aHAa C HEJAOCTATOUYHBIM
MOCTYIJIGHHEM C TuIIe koOanamuHa, QoaueBoit
KUCIIOTHl WM MHPUIOKCHHA, TIPUMEHEHHEM JIeKap-
CTBEHHBIX MPENapaToB, Hapymanmx GyHKmu dep-
MEHTOB WJIM OOMEH BUTAMUHOB.

Jl71s TUIEeproMOIIMCTENHEMHH XapaKTEpPHO BO3-
HUKHOBEHHE KaK apTepUAbHBIX, TaK U BEHO3HBIX
TpoM06030B. [1aTorenes pa3BuTHs TPOMOODWITHH TTPH
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TUMEPTOMOIMCTEHHEMUN H3YYE€H HEIOCTaTOYHO.
EcTh maHHBIE, UTO TPOUCXOTUT HAPYUICHUE aHTHKO-
aryJIsSHTHBIX CBOWCTB DHJOTENHS 3a CYET JIECKBaMa-
IUY DHJOTEIUAIBHBIX KIETOK, CHMXCHUS 3KCIIPEc-
cuu TpoMOoMmonynuHa u remapancynbdaros, 11,
WHTUOMPYETCS TKAHEBOW aKTHBATOp ILIa3MHUHOT'CHA,
AKTUBHPYETCS DKCIPECCUS TKAaHEBOTO (akTopa u
¢.X. Kpome TOr0o, BTOpUYHEIE TPOU3BOHEIE T'OMO-
nucTenHa (HampuMmep, TOMOIIMCTEUH-THOJAKTOH),
YPOBEHb KOTOPHIX B KPOBU BO3PACTaET MPH THIEP-
TOMOIICTCHEMUHY, BBI3BIBAIOT aKTHUBAIUIO TPOMOO-
IUTOB U BEIJeNeHnEe TxA;. AKTUBHO 0OCYyXIaercs
MOBPEXAAFOINNN MEXaHU3M OKCHJIATHBHOTO CTpecca,
BO3HUKAOIIEr0 MPU TUIICPTOMOIIUCTCHHEMHH U TIPH-
BOJIAIIETO K HepePMEHTATUBHBIM OKHCIUTEIBHO-BOC-

LluctatnoHuH

a-keTobyTupar

rOMOLUCTENH-
MeTun-
TpaHcdepasa

MeThoHWH N B

Puc. 137. MeTtabonuyeckne nytm c
y4YyacTMeM romMouMcTeEMHa B TKaHSX.
3Hakom X 0603HayeHbl reHeTu4eckne
AedekTbl, cBA3aHHbIE C HapyLleHWeM
obmeHa romouncTenHa u pas’BuTrem
TPOMG0OIMBOMMYECKNX  OCHOXHEHWIA.
Mpy HegocTaTo4HOCTU hepMeHTa Lu-
CTaTMOHWH-P-CUHTa3bl MPOUCXOAWT Ha-
pyLUEHVE npeBpaLLeHnsi FoMoumMcTenHa
B LMCTEVH. Y Takux 60rbHbIX Npy Bbipa-
>KEHHOW roMoLMCTEMHEMUN U FOMOLY-
CTeVHYpuM pasBMBarOTCA TPOMBOTUYEC-
Kne HapyLLeHus ¢ Tpombo3amn B BepX-
HEM CarmTTanbHOM CUHYCe, HUXHeMN
norow BeHe, NOpTanbHOW BeHe, a Tak-
Ke OKKITHO3US MOYEYHBIX, MO3rOBbIX 1 KO-
poHapHbIX apTepun. Mopdonoruyec-
Kne N3MeHEeHWUsi COCYANCTOW CTEHKU
CXofHbI C atepockrepoTndeckumu. MNpn
MyTauum reHa MTIOP Habniogaetcs
CTOMKas rMNeproMoLucTEUHEMUS], Bbl-
COK PWCK pasBuTUsi cepheqHo-cocyau-
CTbIX 3a60M€BaHNI N CKIIOHHOCTb K TPOM-
6006paszoBaHmo, MTTOP - meTuneHTeT-
parngpoconatpeaykrasa, MAT - metu-
OHVHageHo3nnTpaHcdepasa

BETAWH

CTaHOBHUTEJLHBIM peakiusM. B mpoiecce okucneHus
CyIb(QTUAPHIBHBIX TPYNI T'OMOIMCTEMHAa M TOMOLHU-
CTEHH-THOJIAKTOHAa 00pa3yloTCsl MEPEeKUCHBIE aHUOHBI
(O , OH) u H;0,, KOTOpBIE HHULUUPYIOT MEPEKUC-
HOE OKHCIJIEHHE JIMIIUJIO0B. DTO CONPOBOXKAAETCA I1O-
BpeXJeHHEM MeMOpaH 3HAOTEIHAIbHBIX KIETOK U
00pa30BaHMEM OKHMCJIEHHBIX JIMnonpoTenaoB. llepe-
KUCHBIE paJfKaJibl MOT'YT IEPEBOJUTH Ba30AMIIATATOD
NO B ¢popmy mepokcunutpuroB OONO™ (NO’), He
00nanaInX Ba30JUIaTaTOPHBIMU CBOMCTBAMH.

JlabopaTopHass OUarHOCTUKAa. HCCIEJOBAaHUE
CoJepKaHusl TOMOLMCTENHA B IJIa3Me, MOJIEKYISIp-
HBII aHaJu3 reHOB, YYacTBYIOLIUX B MeTabOIM3Me
TOMOLMCTEHHA, B TOM YHMCIE€ METHJIEHTETParuipodo-
JaTpeAyKTa3bl.
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Knnanyecknii npumep 12

Bonbehoi#i 20 mer. 3abonen octpo. Ha done
YIOBJIETBOPUTEIBHOIO CAaMOYYBCTBHSI [I0CIIE HE3HA-
YUTEITBHON (PU3UYECKOI HAarpy3KH MOSIBUIIUCH 00JIN
B JIEBOH T'OJIEHH, YEPE3 CYTKH - OTEK I'OJIEHH, YEPE3
4 nHs OTEK pacmpocTpaHuiics Ha Oenpo, 0onu ycu-
JIMJTHC.

B cemeiinom anammnese: y 6aOyIIKu Mo OTIY -
TpoMOO3bI TITYOOKUX BEH HMKHUX KOHEUHOCTEH, Y
NpaJIeAYLIKU - OCTPbIA MH(pApKT MHOKapAa, y Je-
JYLIKH - UIIEMUYECKUNA UHCYIBT, Y OTHA - TpOMO03
rITyOOKHMX BEH HM)KHHX KOHEUHOCTEH.

Obcnedosanue. Ha PETPOrpaHON MIleOKaBarpa-
¢bun onpezernsiics TpoM003 UIeoHeMOPATLHOTO Cer-
MEHTa CJIeBa C MPUCTEHOYHBIM TPOMOO30M HIKHEH
oJIoM BeHbL. JlanbHeliiiee 00CiIeOBaHNE BHISIBUIIO!
npaBocTopoHHui Hepponrtos Il crenenu, cuctemuas
AHTUOMCIUIA3US - YBEJIMYCHHBINA TMaMeTp BEH, JIUC-

lunepnunonpomeuHemusi (a)

Jlunonporenn (a) [JIT1(a), Lp(a)] - mumomnpore-
UJI-aCCOLIMMPOBAHHBIA aHTHTeH. ATo(a) - anomnpo-
TEUH, cocTodmui u3 4529 aMHUHOKHUCIIOT, COEqUHS-
SICh C JIMMONPOTEHIOM HK3KoM TwiotHocTH (JITTHIT)
JucynbuIHBIM MocTHKOM, oOpazyet JI1(a). JITI(a) -
cxoanas ¢ JIITHII, o6oramennas XC u OexxkoM 4dac-
THIIA, CONICPKUT MOJIEKYTy Aro(a) B JOMOIHEHUE K
mosekyne Amo-B (puc. 138).

Konuenrpauus JII1(a) B chIBOPOTKE MIMPOKO
BapbupyeT ot 2 10 1200 mr/n. OcoOslii uHTEpEC
NpPEACTaBISIET BBIABICHUE CXOJICTBA B AMUHOKHC-
JIOTHOH MOCJEA0BATENFHOCTH Aro(a) U IIa3MHUHO-
reHa. [Inasmunoren conepxut 791 aMHHOKUCTIOTY,
BKJIFOYAs! M1ATh OOraThIX LIUCTEMHOM MOCIIEI0BATENb-
Hoctedl 3 80-114 aMUHOKKCIIOT KaXkaasi, Ha3bIBae-
MbIx «Kringle», n ygacrox oOnanaromieii akTMBHOC-
TBIO CEPUHOBOM MpoTeasbl. Anio(a) copepkut 37 Ko-
nuii 4 «Kringle» mia3muHOTEHa, 32 KOTOPBIMU Clle-
ayet 5-it «Kringle» u ygactok mpoteassl. Ano(a),
TeM He MeHee, He 0011a/1as (pepMEeHTaTUBHON aKTUB-
HOCTBIO CEpMHOBOM MpoOTeasbl, He CIOCOOEH MpeBpa-
IIaThCSl B aKTUBHBIN IIA3MUHOIMOIOOHBIH (DepMEHT.
VBenudenue koHenTparmu JII1(a) B kpoBu cunta-
IOT HE3aBUCHMBIM (DAKTOPOM pHCKa aTepOCKIIepo-
3a 1 uHpapkra muokapaa. Konuenrparums JII1(a)
Boie 300 Mr/i1 cBsi3aHa ¢ 2-KpaTHbIM MOBBIILICHUEM
pucka IBC u 5-kparaeiv yBenmuenreM pucka MBC,

IUTa3Usl OPraHHBIX MPOTOKOB (IIEYSHH, MODKETYI0Y-
HOI1 »kere3bl). bpila Hauata aHTHKOAryJISTHTHAsI Te-
panmus.

[Tpu uccrnenoBaHUM CUCTEMBI FeMOCTa3a ObLI
BBISIBJICH THIIEPArperalMoOHHbIid CHHAPOM (CIIOHTaH-
Has arperaiys TpoMOOLMTOB cocTaBuia 32%, mpu
KOHTpPOJIHOM ToKazarese - 10 20%, cTuMyMpoBaH-
Hast arperanus Ha AJID - 90%, anpenamun - 94%,
koJutareH - 92%). JlomojHUTETbHO OOHApYKEH TI0-
BBIIIEHHBI YPOBEHb TOMOIIMCTEHHA B CHIBOPOTKE -
12,6 MKMOJIB/IL.

Taxkum 00pa3oM, y GOJIBHOTO BBISIBIEHA T'eMa-
TOreHHas TpOMOO(MIINS ¢ YMEPEHHOM THIIeproMo-
IMCTEMHEMHUEN U TUIeparperalioHHbIM CHHIPOMOM.
W3 anaMHe3a MOXHO CZ€NaTh BBIBOJ O CEMEHHOM
(HacIeICTBEHHOM) XapakTepe TpoMOo UMy,

Hasnauena crieruguueckass aHTUKOAryJIsTHTHAS
Tepanus, JaHbl PEeKOMEHJALUH 10 JIOJITOCPOYHOI
podHIaKTHKE TPOMOO30B.

€CIIH OJHOBPEMEHHO IOBBILIEHA KOHLIEHTPALU
JIITHIL. Y nereit BeIpakeHHAs TMIIEPIIUAIIONPOTEU-
HEMUS TAKKE MOXKET IIPUBOAUTH K PA3BUTHUIO aTe-
POCKJIEpO3a M PaHHUM HPOSIBICHHUSM aTepoTpOMO0-
3a. [locnennue naHHbIE yKa3pIBaIOT, YTO TUIIEPIIN-

Puc. 138. IlunonpoTtenp (a) umeet B CTpyKType Ano(a) n Ano-
B-100, koTopble coeauHeHbl Mexay cobon AncynbduaHbIMU
MocTuKamu. Ano(a) MMeeT CTPYKTypHOe CXOACTBO C Miasmu-
HOFEHOM, YTO, BEPOSITHO, OMpedensieT CBs3b Mexay atepore-
HE30M 1 TpomMBo30M



TIONPOTEHHEMHS SBIISIETCS HE3aBUCUMBIM (pakropom
pHcKa BeHO3HOTo TpoMmOoreHesa y netreil. [lpuun-
Ha areporenHoctH JII1(a) BeISCHEHA HE IO KOHIIA.
Haubornee BeposATHO, UTO aTepOreHHOCTh 0OYCIIOB-
JieHa BbICOKoU crocoOHocThi0 JITI(a) B3aumomeii-
CTBOBAaTh C OEIKaMHU KJIETOYHOT'O MATpUKCa, TaKH-
MH, KaK (PHOPOHEKTHH U MpoTeoriukaHbl. OOpa3zy-
JOIIMECS] KOMIUIEKCHI aKTUBHO TIOTJIOIIAIOTCSI MOHO-
UTaMH, MaKkpodaraMmy U IIaJKUMUA MBIIICYHBIMU
KJIETKaMH, B Pe3yJIbTaTe KICTKH TPAHC(HOPMHUPYIOT-
cs B ieucteie. JII1(a) Moxer MHrnOupoBaTh Guod-
PHMHONM3, MOBBIIIAS PUCK PA3BUTHUS TPOMOO3a U are-
pockiiepo3a. CTPYKTYPHOE CXOJICTBO MEKIy Amo(a)
Y TUIA3MUHOT€HOM, BO3MOYKHO, M OIPE/ENsieT CBSI3b
MEX/Iy aTeporeHe3oM u TpomOo3oM. B 1o ke Bpems
npsimoro BimsiHust JI[1(a) Ha pasButue TpomOOhu-
JIMM HE MOKa3aHo, OJIHAKO TOBBIIICHHBIN YPOBEHb
JITI(a) CymieCTBEHHO YBEIUYHMBACT BEPOSITHOCTD
NPOSIBIICHUS TPOMOODHINK B KOMOMHAIUU C JpY-
ruMHU (paKTOpaMu pUCKa.

JlabGoparopHasi MarHOCTUKA: OIpesieSieHHe KO-
mraectBa JI1(a) IMMYHOXHMMHUYECKMMH METO/IaMU
(TypOummetpust, HedermoMeTpHs U 1p).

Bbicokasi akmueHocmb ¢hakmopa VIl u gpakmopa
Bunne6bpaHda

3naueHue Beicokoi aktuBHOCTH (.Y u VWF,
KaK He3aBUCUMOTO (paKTOpa pUCKa MAaTOJIOTUYECKO-
ro TpoMbooOpazoBaHusl, usydaercs. [IpumepHo y
25% maryeHToB ¢ BEHO3HBIMH TPOMOO3aMH BBISIBIIC-
Ho noBbiienre ¢.VIII. 'Y 16% mur ¢ TpomboTrdec-
KMMH 3IHM301aMH BEISBIEHO IOBBLIIIEHHE aKTHBHOC-
™ .V Beme 150%. B menom npu uccnenoBaHum
eBporieiickoil nomyssiuun y 11% smrozeii O6pi1a onpe-
neneHa aktuBHOCTH ¢.VIII Bemme 150%. Pacuetst
MOKa3ajM, YTO PUCK TPoMOO3a y JUIl ¢ aKTUBHOC-
th10 @.VIII B mpenenax 100-150% B 2,7 pa3a BbliLe,
4YeM B CpPeJHEM B MOMYJSIUH, a TPU aKTUBHOCTHU
Beiie 150% puck Bo3pacraer B 6 pas.

B psine paboT U301MpoOBaHHOE 3HAUCHUE BBICO-
kot aktuBHOoCcTH ¢.VIII 1 VWF craButcs nmon co-
MHEHHE, TaK KaK 3TH OJIKM MOBBIIIAIOTCS TPH BOC-
MaJICHUH, a UX BBICOKAst AKTUBHOCTb Y JIMII C TPOM-
003aMu MOXET OBbITh CJIEICTBHEM MOCTTPOMOOTH-
YECKOI'0 BOCHATIEHHS M HE SBIIITHLCS T€HETHUECKH Je-
TEPMUHHUPOBAHHBIM (hakTopoM. OmHaKo ObLIO MO-
Ka3aHo, 4To BbIcOKas akTuBHOCTH ¢.VIII HE Kop-
pENUpYeT C MOBBIIICHUEM APYTrUX OEITKOB OCTPO
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¢a3bl Bocnanenus. CrnenoBaTeiabHO, BBICOKAs aK-
tUBHOCTH (.VIIl MOXeT ObITh HE3aBUCUMBIM T'€HE-
TUYECKU JIeTePMUHUPOBAHHBIM (DaKTOpPOM pUCKa
TpoMOo03a.

CBepXBbICOKOMOJIEKYIISIpHBIN (hakTop Buuie-
Opania, coeprKalumiics B eno (TpoMOOIMTaX U JH-
JOTENTOLIUTAX), TIOCNe BBIOpOCa pacIleruIsieTcs 10
dopM ¢ HOpMaAITLHOM MOJIEKYIsIpHOM Maccoit. Hapy-
IIEHHE HTOr0 MpoIiecca BCIAESICTBUE MYTAllUU CaMo-
ro VWF wiu peaylupyronmx ero MoJeKyIsapHYo
Maccy METauIoNpoTeas MOXKET ObITh IPUYMHOM Ma-
TOJIOTUYECKOW arperaryy TpOMOOILIMTOB B KPOBEHOC-
HOM pycJie ¥ BECTH K TpOMOO03aM.

JlaGopaTopHasi AMAarHOCTHKA. HCCIIEOBaHUE
aktuBHoctd ¢.VIII u VWF, ananu3 mynstumepon
daxTopa Bunnebpanma.

HucpubpuHozeHemus

Onucano okoJo 45 pa3nUyHbIX MyTalui Guo-
PUHOTEHA, TIPUBOSIINX K TPOMOOTHYECKUM TIPOSIB-
nenusiM. [IporpomOoTHueckast aucuOpUHOreHEMUS
BCTPEYACTCS Y B3POCIIBIX, IMEBILIHX TPOMOOTHYECKHE
aMU30/1bI TpuMepHO B 1% ciyuaes. [puannamu pas-
BUTHS TpoMOO3a MPU TPOMOOTHYECKUX JAUCHUOPH-
HOTCHEMHUSIX SIBIISIFOTCSI. CHYDKEHHE (DHOPUHOIN3A 13-
3a HapYIICHUS CBSI3M TKAHEBOT'O aKTHBATOpa TUIa3-
muHorena (t-PA) U miasMUHOTEeHa ¢ aHOMATbHBIM
¢bubpuHOM, aHOMasIbHas cOopka (puOpuHa, aedeKT
AKTHBAIIUK TUTA3MUHOTEHA aHOMAJIBHBIM (DHOPUHOM,
c(hOpMHUPOBAHHBIM U3 AHOMAJILHOTO (PHOpHHOTEHA.

Knuandecku mist TpoMOOTHYECKUX TuchHUOpH-
HOTCHEMUId XapaKTepHbI BEHO3HBIC M apTepUaIbHBIC
TPOMOO3BI ¥ TPOMOOIMOOJIUH JIETOYHBIX ApTEPUH.
['oMo3uroTHBIC TUCHUOPHHOTCHEMHUN OYCHB PEIKU
U MPOSIBIIIIOTCS B JICTCKOM BO3pAacTe UHCYJIbTaMH,
TpoMOO3amMu OpIOIIHOW a0pPThI U MOCTOIIEPAIIMOH-
HBIMH TPOMOO3aMH.

Apyaue epoxdeHHble aHOManuu,
npedpacnonazamujue
K mamoJsio2zu4eckoMy mpom60o6pa3zoeaHuro

Legpexmvr mpombomooynura. B HEKOTOPBIX HC-
CJIEIOBAHUAX OBLIO ITOKA3aHO, YTO OKOJIo 5% cemeit
C HaCJIeACTBEHHOW TpoMOodmmmerr nMeroT aedeKkT
ozxHoro 3 reHoB TM. Taroke ecTb COOOIIEHHUS O TOM,
yto nosmMopdm3M reHa TM MOBBITIIAET PHUCK apTe-
PHATIBHOTO TPOMO03a, 0COOCHHO B COUETAHHH C JIPY-
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ruMH (PaKTOpaMH MaTOJIOTMYECKOr0 TPOMOOTeHe3a.
N3yuenue aktuBHOCTM TM 3arpynHeHO U3-3a TOTO,
YTO OH CBsI3aH C MEMOpaHOi YHIOTEIUOIUTOB U OT-
CYTCTBYET B KPOBOTOKE.

Mymayuu eena mpomboyumapHozo peyenmopa
GPllla, ureubumopa axmuseamopa niazmuroeena. VIx
3HaYEeHHE B Pa3BUTUH TPOMOO30B, PACIIPOCTPAHEH-
HOCTh B TIOMYJISIIUKA U MEXaHU3M Pa3BUTHs TPOMOO-
(UMK U3y4aroTcs, OHAKO M3BECTHO, YTO 3Ta MyTa-
1M1 TIPUBOJIUT K BO3PACTAHHIO PUCKA apTepHAIBHBIX
Y BEHO3HBIX TPOMOO30B.

TapoxcusmanvHas HOUHAsE 2eMOTIOOUHYPUS, BH-
JIMMO, MOXKET PACIEHUBATHCS KaK (hakTop, mpeapac-
MOJIAraroIIri K TpoMO03aM.

Bospacm u amepocknepos. Upe3Bbr4aitHO Bax-
HbIE (PaKTOPBI MMATOJIOTMYECKOT0 TPOMO00Opa3zoBa-
Hust. [lo Mepe crapeHust opranu3zma puck TpomOo-
THYECKUX OCIIOKHEHUI 3HAYUTEIbHO BO3PACTaer.
Pactymas arepocknepoTrydeckasi OysiKa BbI3bIBA-
€T MECTHYIO JUCHYHKIMIO U JIECKBAMAIIHIO SHJIOTE-
TIHSL C pa3BUTHEM aTepoTPoMO03a.

Cocyducmo-mpombouumapHbIti 2emMocma3s rpu Oelticmauu ¢hakmopos pucka

cepdeyHo-cocyducmeix 3aboresaHull

Hapymienust cocynucto-TpoMOOIUTapHOTO Te-
MOCTa3a MOTYT OBITb MPUYUHON CEepIIeYHO-COCY IHC-
TBIX 3200JIEBaHUI - YCKOPEHHOTO pa3BUTHS aTepo-
CKJIEp03a, KIIMHMYECKU TPOSBISTHCS HApPYIICHUIMU
KOPOHAPHOI'0, MO3rOBOTO KpOBOOOpAIIEHHs], KPOBO-
TOKA B Mepr(EePHIECKUX OpraHax.

TpomboamepozeHe3

Jlunuonvie nsaimna u amepockiepomuyecKue onsui-
KU Ha TIOBEPXHOCTH MarucCTpajbHbIX COCY/IOB, BBIIH-
patoriie B mpocseT (puc. 139), IpUBOIAT K pe3KOMy
YBEIMYEHHIO CUJI OOKOBOTO CIBHMI'a HA MMOBEPXHOC-
TH, KOTOpbIE MOTYT BBI3bIBaTh MEXaHHYECKOE IO-
BPEXIIEHHE TOBEPXHOCTHOT'O CJIOS MNIMKOKAIMKCA U

JIEOHOTENU3AIMIO C TIOCIIENYIOIUM IPUCTEHOYHBIM
TpoMO00Opa30BAHUEM.

Oco0eHHO OMacHbI JIOMAIOIINECS aTEPOCKIEPO-
TUYeCKHe OJAIIKM, TaK KaK B MOMEHT pa3pbiBa
BCKPBIBAIOTCSL BHYTPEHHHUE CJIOM CTCHKH, KOTOpBIE
00J1a1al0T BBIPAXKEHHBIMU MPOKOATYISTHTHBIMU
cBoiictBamu. Kpome Toro, akTuBHbIE METaOOJUTHI,
BBIJICJIAIOIINECS U3 air€3UPOBAHHBIX TPOMOOLIUTOB
U JICMKOLIUTOB, MOT'YT B 3TOT MOMEHT BbI3BaTh JIO-
KaJIbHBIN CIIa3M, TEM CaMbIM JIONOJIHUTEIBHO CyXkKas
IIPOCBET apTEpUU. JTO COUYETAHUE - JIOKAJIBbHBII
TpoM0OO03 ¥ OJJTHOBPEMEHHBIN CMa3M - SBIISIETCS MpU-
YUHON OCTPOM COCYIUCTOM, B YACTHOCTH KOPOHAp-
HOM, HEIOCTaTOYHOCTH U BHE3AITHON CMEPTH.

Puc. 139. MNoBpexaeHne cocyanucTon CTeHKW Npu aTeporeHese: A - nunuaHble NATHA, BbiNUpaoLwye B MPOCBET aopThl,
B - aTepocknepoTunyeckas 6nsika, NOBEPXHOCTb KOTOPOW NoaBepraeTcs AeaHaoTenusaumm 3a cHet cun 6okoBoro casura,
B - nonHyBlas aTepocknepoTuyeckas Gnsilika B KOPOHapPHOW apTepuu, KOTopas siBUrachb NMpUYMHON aKTUBHOIO MpuUcTe-
HOYHOro TPoM6006pa3oBaHMsA U OCTPON KOPOHAPHOW HEQOCTATOYHOCTH



Knnanyecknii npumep 13

BonbHoii 58 net. Atepockiepos, sHAapTepUuT
HIWKHUX KOHe4HOocTel. COCTOsIHME IOCIIE MIaCTUKU
OepeHHOM apTepHy ¢ yCTAHOBKOM MpOTe3a THIIa
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I'oprekc. B kauecTBe Mpo(HIaKTHUECKOTO CPEACTBA
OT MOBTOPHOM OKKJIFO3MH IIpoTe3a OOJIBHOM B Tede-
HUE roJla IPUHUMAET aLeTWICATULIIOBYIO KUCIIOTY
B n03e 0,125 1 pa3 B nieHb.

Koazynoepamma ons pewenus sonpoca 06 adekeamnocmu aHmuazpeayuoHHol mepanuu

Tecr boJbHoi Pedepentnoe 3navenue

|AYTB (c) ¥ 42 [ e 3 3545

[T (%) . 94 80-100

M®ubpruoren (/1) 37 24

TB (¢) 27 28-30

JInzuc syrnoOynnHOBOI (hpakimm (MHH) 170 140-240 ;
ATIII (%) 80 75-125
Arperaums ¢ 2,5 mmoins/in AJI® (%) 02 50-70 i '
BQIKJIIU‘IC.HHC | Yeunenne Ell'pi:l'&ll.l]il)l{lil)n EKTI;BHOCTH TPUMG()IIH'I'UB. Henocrarounas !(.lld}l?,l\;'l'l'IBHIOC'Tb NMPHHHMAEMO- [

__|ro acnupuna. PekomMeHyeTCs IPHHHMATB AHTHATPETaHThl JAPYTOro psjia Kb

Kamemepbl UeHmpasibHbIX 86eH

Cpenu nproOpereHHbIX (PaKTOPOB PUCKA TPOM-
0032 Ha MEPBOM MeCTe y JIeTeil BceX BO3PacToOB CTO-
UT KaTeTepusalys LeHTPpaIbHBIX BeH. B Gosee crap-
IIeM BO3pacTe 3HaueHHe 3Toro (pakropa OTHOCHU-
TEJIBHO CHHMYKAETCsl, HO €ro aKTyaJlbHOCTh OCTacT-
cs. Jletn ¢ oOmUpPHBIMU TPOMOO3aMH BCIIEACTBUE
KaTeTepU3allM LIEHTPAJIbHBIX BEH UMEIOT CEepbes-
HBIA PUCK JUIMTEIHHO COXPAHSIOIIMXCS OCJIOMXKHE-
HUH, BKJIIOYAsi MMOCTTPOMOOTHYECKUI CHHIpOM. B
OOJIBIIMHCTBE CTy4aeB TPOMOO3bI, CBSA3aHHBIE C yC-
TAaHOBKOM KaTeTepoB, BOHUKAIOT B CUCTEME BEpX-
HE noJyiol BeHbl U B cepae. Cucrema HWKHEN 110-
JIOM BEHBI MOXKET CTPaJaTh NMPU YCTAaHOBKE KaTeTe-
pa B ITyMOYHYIO BEHY.

Katetep-3aBucumMble TpoMOO3bl ONMHMCHIBATUCH
Jaxe y JIMIL ¢ reMOHInel, y KOTOpbIX KaTreTep Ha-
xonuics Oosee 48 mecsieB. ITOT (GaKT yKa3bIBaeT
Ha BO3pacTaHue pHcKa TpomOO3a MPONOPIHUOHAI-
HO JUTMTEIBHOCTH YCTAHOBKHU KareTepa.

AHmucgbocgponunudHbili CUHOPOM U 80S1YaHOYHbIU
aHmMuKoaz2ysistHm

Tepmun «aHTU(HOCHOTUNUIHBIA CHHAPOM»
(ADC, anrnmiickas abopeBuarypa - APS) ucnosns-
3yeTcs Ui 0003HaYEHHsI COCTOSHMS, COIPOBOKIA-
JOILIErOCsl HAKOIJIGHUEM aHTHUTEN MPOTUB aHUOHHBIX
dochomunumos (PJI), 6enkos, csizanHbIX ¢ DJI,

WM KO(aKTOPHBIX OEKOB B OTCYTCTBUHU (pochou-
nuaoB. OcHoBHOe mposiBieHre ADC - TpomOO3bI
pazauuHOM nokanuzaimu. Yacro 3t aHTHTENa 000-
3HAYalOT KaK BOJYAHOYHBIE aHTUKOATYJITHTBI M3-32
TOTO, YTO OHU U3HAYAILHO OIPE/IENICHBI Y OOIBHBIX
¢ cucreMHOl kpacHoi Bomdankor (CKB, anrmmiic-
Kasi abOpeBuarypa - SLE - systemic lupus erythe-
matosus).

Pa3BuTHEe BOJIYAHOYHBIX AHTHUKOATYISIHTOB
MPOUCXOJNUT TPU CUCTEMHBIX 3a00JIEBaHUAX CO-
eIMHUTENIbHON TKaHU U peBMaTHYECKUX 3a00JeBa-
Husix (CKB, peBMaronaHblil apTpUT), IpH NEpPBUY-
HOM ADC, npu pa3nuuHbIX MHPEKUUAX, 3I0Kaue-
CTBEHHBIX HOBOOOPA30BaHMAX, Ha (pOHE IpUEMa He-
KOTOPBIX JICKAPCTBEHHBIX IpernaparoB (MpOKamHa-
MUJ, XJuoprnpomasuH, xuHuanH). Yacrora ADPC y
YKEHIIMH U MY)KYMH COOTHOCHUTCA Kak 9:1, a rpu nep-
BuyHOM ADC -2:1. Kmuanuecku ADC npencras-
JsieT coOOM BacKyJoNaTuio, JUisi KOTOPOU XapakTep-
HbI OKKJIFO3UBHBIE M TPOMOOTHYECKHE MOPaKEHUs
aprepuii 1 BeH (puc. 140). [Ipu 5TOM OTCYTCTBYIOT
NPU3HAKK BOCTIAJIMTENBHBIX M JIET€HEPATUBHBIX U3-
MEHEHMH TTyOOKUX CJIOEB CTEHKH COCYIOB, B IPO-
1IECC BOBJICUEH TOJIBKO MOBEPXHOCTHBIN CIION 3HIO-
tenus. [loutn y 80% nanmentros ¢ ADC BbIsBIS-
I0TCSl U3MEHEHUs B cep/ue U cocynax. [IpumepHo y
30% mnarmeHToB ¢ aHTH()OCHOTUIUIHBIMU aHTUTE-
JaMM pa3BHBAIOTCs TPoMOO3bI, 0COOEHHO YacTo -
TPOMOO3bI TITYOOKHX BeH Oe/ipa, IMOOIHS JIETOUHOM
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apTepuu, TpoMOO3bl KOPOHAPHBIX MIIM MO3TOBBIX
cocynoB. ADQC nexuT B OCHOBE psifia LiepedpoBac-
KYJSpHBIX HapymieHudl, cunnpoma banna-Kuapu,
curgpoma PeitHo, TpoMOOTHUECKOTO HEeHH(EKIIH-
OHHOT'O 3HJIOKApJIUTA, aCENITHYECKOTO HEKpo3a ro-
noBOK OenpeHHbix kocredd. Ilpu ADPC umeercs
OYEHb BBICOKHMI PHCK CIIOHTAHHBIX aOOPTOB, MEPT-
BOPOXKJICHUS] WJIM BHYTPUYTPOOHOM rubenu mioja.
TpomOoumTonenus paspusaercs y 20-25% narm-
eHToB ¢ ADC, penko ObIBACT TSHKENOW U TIOYTH HU-
KOTJIa HE OCJIOXKHSCTCS KPOBOTECUCHUSMU.
AnnoHHbIe (HOCHOTHUITHIBI SBISIOTCS KITIOUEBbI-
MM KOMITIOHEHTaMH OCHOBHBIX 3TaIlOB KOAryJIsILIMOH-
HOT'0 KacKa/ia U BOBJICUEHBI B PETYJIALIMIO aHTHKOA-
T'YASHTHOHM cuctembl porerHa C. Panee cumranocs,
YTO BOJYAHOYHBIE AaHTHKOATYJISHTHI IIPSIMO HAIpaB-
neHb! potuB (hocdommuos. CornacHo NOCIETHIM
UCCIIETIOBAHUSIM TUIA3MEHHBIE OCNKU [B2-TJIMKOMpOoTe-
uH 1 (B2-GP1) u mpoTpoMOHH SIBISIOTCS MOUIHBIMH
Ko(haxTOpamMu B3aMMOJICHCTBHS ayTOaHTUTE! ¢ (hoc-

(ormmumHol ToBepxHOCTBHIO. CTpyKTypa (3 -rIHKoI-
porenHa 1 mpencrasieHa Ha puc. 141. 310 OCHOB-
HOH KO(aKTOp pacro3HaBaHUsI aHMOHHBIX (hoco-
yumioB aHtuTenamu. [lo-Bumumomy, Po-GPl yua-
CTBYET B yJAJICHUH aHHOHHBIX (hocdoammnmaoB noc-
Jie arorTo3a KJIETOK, TeM CaMbIM Ipel0TBpallaeT
TUIIEPKOAT YIISILIUIO.

AHTUDOCHOTUITUAHBIA CUHAPOM CONPOBOXKIA-
eTCsl IPUCYTCTBUEM B CHIBOPOTKE ayTOAHTHUTEIN
kinaccoB IgM, IgA u 1gG. D10 monaukIoHAIBHBIC
AQHTUTENA, KOTOPHIE CBSI3BIBAIOTCA C KapHOJIUIIU-
HOM KJIETOYHBIX MEMOpaH TPOMOOIIMTOB M 3HIO-
TENUAIBHBIX KJIETOK, TI0O3TOMY IMOJYYMIM Ha3BaHUE
Kapouonununogulx anmume. CBA3bIBaHUE aHTHTEI
Ha MOBEPXHOCTU SHJOTEIHAIBHBIX KJIETOK MPUBO-
JUT K aKTUBAaLMM 3HJ0Tenus. B pesynbrare mpo-
UCXOJUT THUIEPIKCIPECCUS] KIETOUHBIX MOJEKYI
aJire3uy, yBeJIMYMBAETCA aAre3uss MOHOLUTOB K
9H/IOTEJINIO, MOBBIIAETCS MPOKOAryJISHTHAS aK-
TUBHOCTb HI0TENS, UHIYIIUPYETCs alloNTo3 3H-

Puc. 140 (A, B, B). AHm-
¢docchonunuaHbIn cUHA-
poM. BcrckynonaTtum ¢ okk-
THO3VBHBIMU 1 TPOMBOTUYEC-
KAMW MOPaKEHUSIMU BEH U
apTepui

N m;f fnh”

uu‘m‘t

i
T
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Puc. 141. CtpyktypHas opraHmusauus (A) n dyHKumo-
HanbHoe B3aumopgeucTtBue (B) B.-rmmukonpotenHa 1 c
c¢occhonunuaHon membGpaHon. [(3-GPl - BbiCOKOrnMKu-
POBaHHbI ofHOLIenoYeyHbI Benok (250 k[a), cocTosLmin
13 5 nomeHoB 1 326 aMUHOKNCIOT



norenuonuToB. IlaTorenes pasButus Tpomb603a
npu ADC uzyuyeH HemocraTouHo. Bo3moxkHo, aH-
tudochonunuIHbIe aHTUTENA CHIXKAIOT aHTH-
TPOMOOTHYECKUN MOTEHIMAT PHIOTEIHS 33 CUET
YMEHBIICHHS dKcpeccuu Tpombomoaymmaa (TM),
cHmkeHus cunte3a npocrampkiunaa (I10,), Tkane-
BOr0 aKTHBATOpa IJIA3MHHOTEHA W TelapuHa; Mo-
BBIIIAIOT AKCIPECCHIO TKaHEBOTO (hakTopa M MH-
ruOuTOpa aKTUBATOPA IJIa3MUHOTEHA. Y OOJBHBIX
¢ ADC BreigBieno cumwxkenue akrusHoctu AT,
npoterHa C, CBOOOTHOTO MPOTEHHA S, aKTHUBAIUS
TPOMOOLIMTOB. MUILIEHBIO JUI QHTUTEN K Kap/uo-
JIMIIMHY MOT'YT SIBUTHCSI OCIIKH, SKCTIPECCUPOBAHHBIE
Ha MeMOpaHax HJIO0TENHAIBHBIX KJIETOK, TaKue, KaK
peuenTopsl nporenHa C, nmporenHa S, TpoMOOMO-
nynuH. [Ipy 5TOM MOBBIIACTCS PE3UCTEHTHOCTD K
aktuBupoBanHomy nporenHy C (PAIIC). Ilossie-
HHME aHTHTEJ MOT'YT MHIYyLIMPOBAaTh JIEKAPCTBEHHBIC
npenapathl ((GSHUTOMH, XUHUH, TUAPATAa3UH, TPO-
KauHaMuJ1, (EeHOTHA3UHBI, O-UHTEP(EpPOH, KOKa-
uH), OaKTepuaIbHbIe M BUPYCHBIC HH(EKIHH, OITy-
XOJIM, YacThle abOpThl, APyrue MOBPEKIAIOIINE
¢daxTopsl. O4eHb 4aCTO KapAHOJIUIHMHOBBIC AaHTH-
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bonbHoii 13 ner. 3aboneBaHre HaYaIOCh OCTPO.
be3 BUIMMBIX TIPOBOIMPYIONHMX OOCTOSTENHCTB JIET-
HHM BeYepoM PeOCHOK MOYyBCTBOBAJ TSHKECTh B 00-
nact nmpaBoi Horu. CeMeiHblli aHaMHE3 0 TPOM-
00¢unIK HE OTSTOIIEH.

OOcnenoBanme Mokasajuo Hanuuyue TpomOo3a
TMOJIKOJICHHOH, TIyOOKO# OeIpeHHON W TOIB3IOIII-
HO BEHBI CIIpaBa.

Koaeynonoauueckoe obcredosanue. He3HAYNTENb-
Hast TpoMOormTonenus 116 x 10%n, TIB 16 ¢ (HOpM™Ma),
TpomOuHOBOE Bpemsi 15¢ (Hopma 15-20 c), ¢pubpuro-
red 4,5 r/n, ATII 100%, npoteun C 95%, npotenn S

[MpuobpemeHHbIe COCMOSIHUS,
npedpacrionazarowiue K pa3sumuro mpomb0o30s.
AymoumMmyHHble 3aboriegaHusi

[TareHThl ¢ AyTOMMMYHHBIMU 3a00JICBaHHUS-
MU UMEIOT TIOBBIIICHHBIN PUCK Pa3BHUTHs TPOMOO-
3a. MeXaHu3M 3TOTO SIBJICHUSI M3y4eH HEIOCTaTOY-
HO. BO3MOKHO, SIBJICHHSI MUKPOBACKYJIMTA ¥ MHUK-
pPOTpOMOO30B, CBSI3aHHBIC C AYTOMMMYHHBIMHU 3a-
00JICBaHUSIMH, MTPAIOT POJIb B IMATOTCHE3E TPOM-
6o0hunHm.

NaTonorua remocTtasa

TeJa TMOSBISAIOTCS MPU PEeBMaTHUYECKUX 3a0oJieBa-
HUSX, CUCTEMHBIX KOJIJIareH03aX, ayTOMMMYHHBIX
HHJIOKPUHHBIX 3a00JI€BaHUSIX.

JlaGoparopHasi [MarHocTika aHTU(OCHOIHUITHI-
HOT'O CHH/IpOMa OblLi1a ONMCaHa BhIILIE.

Jleuenne APC BKIIOYAET UCMOJIb30BaHUE
KOPTUKOCTEPOUJIOB, TaKUX, KaK METWIIPEIHU30-
JIOH, HENPSAMBIX aHTUKOAryJsIHTOB, JI€3arPeraHToB
WM renapuHa u miasmadepes. Jlaboparopusiii
KOHTPOJIb 32 HEMPSIMbIMU QHTUKOATYJITHTaMH y Ta-
KUX OOJBHBIX 3aTPYAHEH, TaK KAaK MCIHOJIb3YyeMbIi
TPOMOOIUIACTHH YacTO YYBCTBUTEJEH K BOJ4Ya-
HOYHBIM aHTUKOAT'yJISHTaM.

He Bce ciyyau ADC conpoBoxxaarorcs jabopa-
TOPHBIMH MpPHU3HAKAMH HAJIMYUS BOJYAHOYHOI'O
aHTUKoArynsHra. B To e Bpems Oonee uem B 20%
CITy4yaeB MPHUCYTCTBHS BOTYAHOUHBIX AHTHUTEN B ILIa3-
M€ KPOBU MOXXET He OBITh JIaOOPAaTOPHBIX JaHHBIX
3a ADC. ADC Berpeuaercst y 5-15% it ¢ BeHO3-
HBIMH TpoMOo03amu. Puck TpomOo3a y 1y ¢ Boya-
HOYHBIM aHTHUKOAryJasHTOM B 9 pa3 BbIlIe, YeM B
CpEIHEM B MOIYJISALHH.

110%, AUTB 45,9 ¢ (Hopma 28-40 ¢), aktuBHOCTb (b.1X
68%, ¢.X1 80%, ¢.XII 96%, ¢.VIII 120%, ckpuruH-
TOBBII TECT HAa BOJYAHOYHBIN aHTHKOATYJISTHT T10JI0-
JKATEIIBHBIM.

Bbut crienan BRIBO/I O TPOMOO3€ BCIICACTBHE pa3-
BUBIIIETOCS BOJIYAHOYHOTO aHTHUKOAryJysiHTa. MMmy-
HOJIOTUUYECKOE 00CIIe/IOBAHKE TIOITBEPINIO HATIKE
MEePBUYHOTO AaHTHU(HOCHOIUIUIHOTO CHHAPOMA.
[TpoBoIMIIOCH TIPOIOIDKUTEIILHOE JIeUeHHe aHTUdoC-
(GONMMNUIHOTO CUHIPOMA, JUTUTEIHFHO HA3HAYAIUCH
anTukoaryistatel ¢ MHO okono 2 u teparus Jler-
paiiekcoM. PerumiBoB TpoMO030B HE OBLIO, TPOM-
OMpoBaHHAs BEHA PEKaHATM3UPOBATIACH Yepe3 TOI.

3riokayecmseHHbIe 3aboriesaHusi

37110KaueCTBEHHBIE 3a00JIEBaHUS U MX XUMHOTEpa-
nus, B 4acTHOCTH L-acmaparmnasa, mpeaHu30JI0H,
XOPOIIO M3BECTHBI Kak (DaKkTopsbl, Mpeapacioiararo-
1€ K Pa3BUTUIO TPOMOO30B, B TOM YHUCIIE y JIETEH.
Bpoxnennsie dakropbl pa3BuTHs TpoMO03a U BHYT-
PHUBEHHBIE KaTeTepbl, YCTaHABIMBAEMbIEe IJIs JIJIH-
TENBHOW TEpaIuy - JIOTIOJHUTENIbHBIE (PAaKTOpBI pHC-
Ka MMaToJIOTMYECKOro TpOMOOTreHe3a MpH 3JI0Kade-
CTBEHHBIX HOBOOOPA30BaHHUSX.
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Bonbnas 43 ner.

Jluaenoz: nmonmuno3 marku. Hampasnsercs Ha
OTIEPaTUBHOE JICUCHUE.

Koazynonoauueckoe obcredosanue:. AYTB 31 ¢
(nopma 35-45 ¢), TT1 87%, TB 25 ¢ (Hopma 28-30 c),
¢udpunoren 7,3 r/n, POMK 11 mr/an (Hopma 10
4 mr/np), M3KC SYrIo0YIMHOBOM (pakimy >250 MuH
(mopma 140-240 muH).

Hegpomuueckuti cuHdpom

Puck tpom003a mpu He(POTHUIECKOM CHHIPOME
JOBOJILHO BBICOK. YacToTa TpomMO0IMOOIMYECKUX
OCJIOXHEHMH y nierei gocturaer 28%, y B3pOCIbIX
MOXkeT ObITh Bbille. Haubonee yacro npu Hedpotu-
YECKOM CHHJIPOME IMOPAKAIOTCSI TIOYEYHBIE BEHBI.
Kpome Toro, onucansl mopaxeHus apTepuil 1 BeH

Knaunnyecknii npumep 16

bonbhas, Bo3pact 51 roa. Haxomutes B otaene-
HUM TeMONAJIN3A.

Huaeno3: nedpordeckuii cunapoM. IloBropHbie
TpoMOoaMOoHK JterouHoit aprepuu (TDJIA). Ipo-
Boutack remapunotepanust 10 000 en/cyr, ormene-
Ha 2 JHS Ha3a.Ll.

Koazynonozuueckoe obcredosanue: TpoMOOIH-
1 300 x 10%1, COD 45 mm/4, AUTB 29 ¢ (HopMma

IMpuem oparibHbIX KOHMpPauenmMueos
OCTporeH-coJieprkalie opaibHble KOHTpalen-

THBBI, IPUMEHSIEMBIC [UTS PETYILIME MEHCTPYyaIbHO-

ro IMKIA, SBJISAIOTCS (PAKTOPOM pHCKa Pa3BUTHS

TpoM0030B. BbIsBIEHBI Cieayroue U3MEHEHHs Te-

MOCTa3a Y )KEHILUH, IPUHUMAIOIINX ICTPOreHBI:

e OTHOCHUTEJIFHO HU3KO€E CO/Iep>KaHKe CBOOOTHO
ro MpOTeUHa S ¥ aHTUTPOMOMHA, OJTHAKO, KaK
HpaBUiIo, B IIpeJiesiaX HOPMBI.

*  Hexkoropoe nossiienue daktopos I, VII, VIII,
Xl n ¢pubpuHOreHa, HO TOXeE B MpeEaX HOPMBI.

* [IpnoGpereHHOE MOBBIIEHHUE PE3UCTEHTHOCTH K
nporeuny C, 6e3 myrauuu ¢.V Jleligena.

* [loBblmeHne akTUBHOCTH (PHUOPUHOIN3A.
VYuuTsIBas Bce NepeynciIeHHbIE H3MEHEHMS,

HEJB3s1 CeNaTh OTHO3HAYHOI'O BBIBOJIA O MEXaHU3ME

Pa3BUTHS TPOTPOMOOTHIECKOTO COCTOSTHUS IPH TTPU-

3akntouenue: Ha (hoHE 3HAYUTETHHOTO TUIO(PUO-
PHHOJIM3a YCKOPEHHE POTPOMOUHOOOpA30BaHUs 10
BHyTpeHHeMY IyTu. TpomOuHemust. CHikenue (huo-
PUHOJIMTUYECKON aKTUBHOCTU. COCTOSHUME TUIEPKO
aryJIsILH.

Ha rucronoruueckomM MccieIoBaHUM - 37I0Kade-
CTBEHHAsI OITyXOJIb.

JIPYrUX PErHMOHOB COCYIUCTOTO pyciia. MexaHusm
TpoMOO(DWITNH, CBSI3aHHON ¢ HE(POTUUECKUM CHHI-
pomoM, u3ydaercs. [lo-BumMoMy, MOBBILLIEHHE TIPU
BOCIAJIEHUH HEKOTOPBIX MPOKOArY/ISIHTOB, TAKUX, KaK
(UOpUHOTeH, U MOTEPsT HU3KOMOJIEKY/IIPHBIX OEJKOB,
Hanpumep ATIII, urpator onpenenennyto posibs. Hau-
6osiee yacTo TPOMOO3bI BO3HUKAIOT B TEUEHUE Tep-
BBIX TPEX MECSIIEB 110CIIE YCTAaHOBJICHUS TMarHO3a.

35-45 ¢), 11 98%, TB 32 ¢ (nopma 28-30 ¢), ¢puod-
puHoreH 4,1 r/n, au3uc >yrnoOyarMHOBOHN (pakiyu
>250 mun (Hopma 140-240 mun), arperaius c
AJID 100%.

3axmouenue: Hapymenue (YCKOpEHHE) TPOTPOM-
OuHOOOpa30BaHMs MO BHYTpeHHeMY IyTH. CHuKe-
HHe (pUOPUHOTUTHYECKON aKTUBHOCTH. Pe3koe ycu-
JICHHE arperalMoHHBIX CBOWCTB TpoMOomToB. Co-
CTOSTHHE TUTIEPKOATYJISALHH.

€Me ACTPOTeH-CoJIepKaIlliX IMpenaparoB. Tem He Me-
Hee MPHEM OPATbHBIX KOHTPAIETITHBOB Y B3POCIBIX
TMOBBIIIIAET PUCK TPOMOO3a MPUOIM3UTENHHO B 4 pasa,
a MY HAJIMYUM BPOXKICHHBIX (DaKTOPOB, TaKUX, KaK
¢.V Jleiinen u myrarus npotpomouna 20210 - B 35 1
16 pa3 cooTBETCTBEHHO.

UHpekyuu

Onucanbsl TPOMOOTHYECKHE OCIIONKHEHUS NpU
BeTpsHOi ocnie B Buze /IBC, dynsMuHaHTHOH myp-
Mypbl U pa3NM4YHbIX TpoMOO030B. B ocHOBe narore-
He3a 3TUX OCJIO’KHEHUH JISKUT 00pa3oBaHue CIIelu-
¢duueckux aHTHTEN K NpoTenHy S. OnpeneneHHbIi
BKJIaJ] BHOCUT BOJIYAHOYHBIN aHTUKOArysstHT. BITY-
MH(]EKIMS TaKke MOXKET MPOSBIATHCS TPOMOO3aMH
Pa3IMYHON JIOKAJIN3ALUH.



I'HoitHbIit TpOMOO(IEOUT BHYTpPEHHEH SpeM-
HOM BEHBI, WK CUHAPOM JleMbepa. - penkoe mpo-
SIBJICHHE TPOMOO30B y JIeTei, 0HaKO TpoMO03MO0-
JIMYECKUE OCJTIOKHEHUS U CMEPTHOCTH 0Koj0 20%
TpeOYIOT CBOEBPEMEHHO PACIO3HAaBaTh 3TO 3a00J1e-
BaHUE.

lurnogpubpuHonu3s

Henocratounocts ¢uOprHOIN3a MOXKET OBITH
CBs3aHAa C!

* JlehpuuuToM TKaHEBOTO aKTHBATOPA MIA3MUHO-
rena (t-PA), ypokunassi (U-PA) v mia3sMuHo-
reHa.

* Hapymenuem ocBoboxaenus t-PA u3 sHiore
st (nedeKT CuHTe3a I ITyJia XpaHEHHMI).

*  IloBBIIEHHOM KOHLEHTPALMEN O-aHTUILIA3MU-
Ha wim PAI-1.

*  JlepurmroM (pakTOpOB KOHTAKTHOM aKTUBALIH -
¢.XT], mpekaymMKpenHa, BEICOKOMOJIEKYIISIPHOTO
KUHUHOTEHA, YTO COMPOBOKIAETCS HEOCTATOU
HOU aKkTuBaImei u-PA.

Bcerpeuaercst (10cTaToqHO peAKo) BPOXKACHHBIN
runo(puOpUHONN3, CBS3aHHBIA ¢ MyTarueil ¢puodpu-
Ha, Y KOTOPOro yTepsiHa CIOCOOHOCTh CTHMYJIHPO-
BaTh t-PA-3aBUCHMYIO aKTHBALMIO TJIA3MUHOTEHA.
OTHONOTWYECcKast 3HAUUMOCTb 3TOro (hakTopa JHc-
KyTupyercs. JIo HacTOAIIEro BpeMEHH OTCYTCTBYIOT
Cepbe3HbIE KIIMHUYECKHE HAOMIOIEHNs, MOATBEpIKIa-
IOIIME 3HaYeHHe TUNO(GUOPUHOIN3a B Pa3BUTHH T1a-
TOJIOTMYECKOT0 TPOMOO0Opa30BaHusI.

JleyeHue mpomb0308

OcHoBHas TCparuia TpOM6030B BKJIFOYACT TIpH-
MCHCHUC aHTHUKOAT'YJIIHTOB.

AHTHKO&FYHSIHTLI ACIATCA Ha INPAMBIC 1 HCTIPA -
MBIC, WJIHW aHTarOHUCThI BUTaAMHHA K.

onIMbIe aHmukoaeyrisdHmal. I eriapuH

Kak mpaBmiio, aHTHKOAryJIsSIHTHYIO TEparuio
HAYMHAIOT C MIPUMEHEHHs renapruHa. JT0 MO3BOJISIET
OBICTPO €O3/1aTh HEOOXOMMBINA AHTHKOArY/ISILIUOH-
HBII MOTEHIMAT U OJIOKMPOBATh MATOJIOTUYECKOE
TpoMmOooOpazoBanue. [Ipu HanMUMK TaHHBIX 34 Jie-
¢uutT AT COBMECTHO € TelapuHOTEparyeil pamyo-
HAJIbHO HCIIOJIb30BaTh CBEXE3aMOPOKEHHYIO TUIa3-
my (C3I1) mmm konuentpatsl ATIII. B Hacrosiee

NaTonorua remocTtasa

BpeMsi TpernapaTtamMy BbIOOpa SBISIFOTCS Hedpakiu-
OHHMPOBAaHHBIE M HU3KOMOJEKYJISIpHbIE TelapuHbI
(tab6a. 19 upuc. 50).

Jlabopamopuwiii Konmpons mepanuu Heg)pakyuo-
HUPOBAHHBIMU 2eNAPUHAMY TIPOBOAUTCS Ha OCHOBA-
Huu onieHku u3MeHenusst AUTB. Xots paznuunbie
PEaKTHBBI HEOJAWHAKOBO UYBCTBUTEIHHBI K Temapu-
Hy, a n3MeHeHuss AUTB HeoqHO3HAUYHO KOppEnupy-
0T C €ro KIIMHUYECKOH 3(h()eKTUBHOCTBIO, ITOT TECT
Ha TpaKTHKe NMpUMeHseTcs Haubonee yacto. [lpu
MO/IKOYKHOM BBEJICHUH Yepe3 CyTKM OT Hayaja Jieue-
HMS TEpareBTUUECKUE J103bl TelaprHa B KPOBU JIOC-
turarotcs npumepHo y 40% mnareHToB, a y nosyya-
IOIMX HenpepbiBHYIO nHpy3uto - y 70%. Ilpu neue-
HUM TPOMOO30B CUUTAETCS, YTO TEeparneBTUUYECKas
KOHILIEHTpaLus renapuHa JocturHyra, ecnu AUTB
yIIMHUIOCH B 1,5-2,3 pasa.

Tepanus HUBKOMONEKVIAPHLIMU 2eNAPUHAMU.
OCOOEHHOCTBI0 HU3KOMOJIEKYJISIPHBIX TeapHHOB
SIBJISICTCS] HU3Kasl aKTUBHOCTh B OTHOILLIEHUU TPOM-
OMHa U BBICOKAs aKTUBHOCTH B OTHOIIEHUH (.Xa.
HecmoTpst Ha BBICOKYIO CTOMMOCTH NIPENapaTtoB, OHU
HaXoJAT Bce Oouibliiee MPUMEHEHHUE JUIs JICUEeHUs
TpoMO030B. MIX HECOMHEHHBIE TUTIOCHI 3aKITIOYA0TCS
B MEHBIIIEM pHUCKE Pa3BUTHUSI OCJIOKHEHH, Ooiee
JUTUTETIbHOM TIEPUOJIE€ BBIBEJCHUS, YTO MO3BOJSIET
BBOJIUTH UX 1 pa3 B CyTKH.

JlaGopatopHbIii KOHTPOIH TEPAMU HU3KOMOJIE-
KYJSIpHBIMH TellapiHaMH OCHOBAH Ha OMpeeTIeHIH
aHTH-Xa-aKTHBHOCTH Iu1a3Mbl (Tabi. 20).

OcnooicHenust mepanuu 2enapuHamy - KpoBoTede-
HUS 1 TeTIapUH-UHTYLIUPOBAHHAS TPOMOOIUTOIICHUSL.

['enapuH-UHIYIIMPOBaHHAS TPOMOOLUTONCHHUS
HaOmoAaeTcst MpuMepHo y 2% OOIBbHBIX, MOIyYaro-
[IUX CBUHOM Te€MapyH, a MPU UCIOJIL30BAaHUH Tera-
pHHA U3 JPYTUX MUCTOYHUKOB YacTOTa €€ 3HAYUTENb-
HO HIDKe. MexaHu3M pa3BUTHS TeHapUH-UHIYIIHPO-
BaHHOW TPOMOOILIMTONIEHUU CBSI3aH C MOSBICHUEM
AHTUTEN K KOMIUIEKCY TeHaphH - TPOMOOIIMTAPHBII
¢aktop 4. [TomumMo TPOMOOLIMTOTICHNUH, CTUMYJISILIUS
AHTUTENIaMU TPOMOOIMTAPHBIX TIUKOMPOTEHHOB
MIPUBOJWT K aKTHBAIMK TPOMOOIIMTOB, H MOYKET BO3-
HHUKHYTbH TpoM003 (prc. 132).

Tepanusi opanbHbIMU (HEMPSIMbIMU)
aHmukoagyisHmamu

AHTI/IKOEIFYJ'IHHTBI HEIIPAMOI'O HeﬁCTBHH IHpPO-
KO HCIIOJIB3YIOTC B MGHHHHHCKOﬁ IMPaKTHUKES I
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JUTUTENILHON TPO(UIIaKTHKU TPOMOO30B Y TallueH-
TOB C MPOTPOMOOTHYECKUMHU COCTOSTHUSAMM.
Mexanuszm Oeticmeus. AHTUKOArYJSIHTBI HETIpSi-
MOTO JIeHCTBHSI OJIOKHPYIOT B KJIETKaX MEYeHU KO-
HEYHBII 3Tan cuHTe3a (y-KapOOKCHIMPOBaHUE) BH-
tamuH-K-3aBucumeix dakropos VII, X, X, mpo-
TpoMOMHA, a TAKKEe BYX aHTUKOAryJISHTOB - IPO-
terHoB C u S. OTH npenapatsl AHCTBYIOT KaK KOH-
KypEeHTHbIE MHTHOUTOpPBI BUTaMUH-K-penykrassl u
ButamuH-K-3nokcuapenykrassl (puc. 142). Tlox
BJIMSHUEM aHTHKOAryJIsSHTOB HEMPSAMOIo JIEHCTBUS
00pa3yroTCsl HEAaKTUBHBIC OEIIKOBBIE MOJIEKYIIbI (haK-
topoB VII, X, IX u Il PIVKA (PIVKA Proteins
Induced by Vitamin K Absence or Antagonists) -
MPOTEUHBI, WHIYLIMPOBaHHbIE OTCYTCTBUEM BUTAMHU-
Ha K wim Hammumem ero antaronuctoB. PIVKA 00-
JaJal0T TEMH K€ UIMMYHOJIOTMYECKUMU CBOWCTBA-
MH ¥ aMUHOKHUCIIOTHBIM COCTABOM, YTO U aKTUBHbIE

MpenwecTBeHHUK (hakTopa

(akTOpbI, HO HE CIIOCOOHBI Y4aCTBOBATh B IPOLIEC-
ce cBepThIBaHUs KpoBU. Hanbosee koppekTHOe Ha-
3panue 11 PIVKA-GenkoB - akapOokcubenku. B
pesynbTare GOopMUPOBAHUS aKapOOKCHOGIKOB CHU-
YKaeTCs MHTEHCUBHOCTh aKTHBALIMU MPOTPOMOMHA
U COOTBETCTBEHHO PHUCK Pa3BUTHS MATOJIOIMYECKO-
ro Tpom6o3a. ['unokoaryisiuus mpu UCHOJIb30Ba-
HUM aHTaroHucToB BUTamuHa K pas3BuBaercs men-
JICHHO, 3TH IpernapaTsl OTJIMYAOTCS MPOJOIDKU-
TENBHBIM JICMCTBHEM U O0JIQJAI0T KyMYJISITUBHBIM
sdpdexTom.

CKOpOCTb CHIKEHHsI KOHIIGHTPAIMM BUTAMHUH-
K-3aBucumbIX (akTOpOB 3aBUCHUT OT MEPHOAA UX
LUPKYJSIUYA B OpraHu3Me. CHavala yMEHbIIAeTCs
conepxanue dakropa VIl (Bpems moyBeIBeneHHS -
typ = 4-6 1), 3arem IX (tip = 15-30 u), X (trp = 24-40 9) u
nporpomOuHa (t1p, = 48-96 u). Uepes 4-7 nmHeld KOH-
HeHTpalus BUTaMuH-K-3aBucuMbIX pakTOpOB

NZH—Q—H NEH—LI:—H
CH daktopel 1, VI, 1X, X C.H
|’ U npotenHsl Cu S &
H{I)H CI|-1~CUOH
COOH 0, CO, COOH
KapGokcunuposaxue

y-KapOOKCHINIOTAMUHOBOM KUCNOTbI

Kap6okcnasa

[ ButamuH K ]
OH | BOCCTaHOBNEHHBI 0
Butamun-K-
OO - e 4 ﬁig
OH NAD(P)’ v
Penykrasa
Butamun-K-
pefykTasa NAD{P)S
AHTUKOArynAHTHI
Bapdpapun HEIDAMOR0
feiAcTBNA
R

0

Puc. 142. MexaHu3m OeNCTBUSA aHTUKOArynsiHTOB HEMPSAMOro AeNCTBUSA, KOTOPbIE UHIMOMPYIOT BUTaMuH-K-peaykTasy u Buta-
MUH-K-anokcmapenykTasy B LUMKNe BOCCTaHOBMNeHNs ButammHa K. ButamuH K, B cBOlO oyepenb, Heobxoamm Ansi KapOoKCunmpo-
BaHWs IMIOTaMUHOBOW KUCIOTbI Npu cuHTe3e dpaktopos I, VII, IX 1 X u npotenHoB Cu S



YCTaHABIIMBACTCSI HA HU3KOM, MPUMEPHO OJMHAKO-
BOM YPOBHE, 00€CIICUMBAIONIEM HEOOXOAUMBINA aH-
TUKOAryJITHTHBIN 3PdeKT.

AmnTaronuctsl ButaMuHa K nmMeror nensiit psia
NPEUMYILECTB [0 CPABHEHHIO C AHTHUKOATYISIHTAMH
OpsIMOTO ACKHCTBHS (NpernapaTaMu renapuHa u rupy-
JIMHA), B TOM YHCIIE:

* IIpenaparbl NPUMEHSIOTCS BHYTPb, HE TPEOYIOT
MHBEKIIMOHHOTO BBEZICHHS, IO3TOMY MOT'YT ITPU
MEHSATHCS CAMUM TAI[UEHTOM.

* IIpemapaTbl MAIOTOKCUYHBI H MOTYT IIPUME
HSTBCS IS JUTUTEIBHOM (T0/1bI) MPO(IITaKTUKA
TPOMOO30B.

*  Pazpaborana 3(hpeKTHBHAS TEXHOIOTHSI MOHHTO
pHHra I03UPOBOK aHTHKOATYJISTHTOB HETIPSIMOTO
JISMCTBHS Ha OCHOBE HCTIOIB30BAaHMUS! CTAaHIAPTH
3UPOBAHHBIX TPOMOOILIACTHHOB. Vcronp30Banme
ME/TyHapOIHOTO CTaHIaPTU30BAHHOTO HHJIEK
ca M pacyeTa MeXX/IyHapoHOrO HOPMAJIM30BaH
Horo otHotreHust (MHO) no3Bosisier oiHO3HAY
HO MHTEPIPETUPOBATH PE3yIIbTaThl, HE3ABUCUMO
OT MECTa UX MPOBEJICHHS U HCTIOJb3YEMbIX peaK
TUBOB. DTO 3HAYUTEIILHO CHU3UJIO PUCK Pa3BU
TSI y OOJIBHBIX TEMOPPArHyecKHX OCIOKHEHUN
Y Y4acTOTY CITy4aeB HEJOCTATOYHON A(PHEeKTUBHO
CTH IPETIaparoB.

*  CoznaHa MeTOJMKa KOHTPOJIS 3P PEKTUBHOCTH
TepaIruy HeMPsIMbIMU aHTUKOATYJISTHTaMU 110
aHaIM3Y LETbHON KaIWUTIPHON KPOBH, KOTOpast
MI03BOJISIET IPOBOIUTH MOHUTOPUHT B amOyJia
TOPHBIX YCJIOBHSX, B TOM YHMCJIE Ha IOMY CaMUM
MALMEHTOM.

* [Ipu BTOpuuHON NpodHIaKTHKE TPOMOO30B B
YCIIOBUSIX MPABUIIBHOTO MOHUTOPUPOBAHUS aH
THKOAryJITHTOB HEMPSIMOTO JeHCTBUS 3 deKTHB
HOCTb 3TUX IPENapaToB He ycTynaeT 3hhekTun
HOCTH TE€PANMU MPSIMBIMH aHTUKOAT yJITHTaMH.

*  CTOMMOCTb HENPSMBIX AHTHKOATYJISIHTOB HIDKE
CTOMMOCTH aHAJIOTUYHOTO 110 3P HeKTUBHOCTH
Kypca renapuHOTEparyy.

*  Imeercs npsiMast 3aBUCUMOCTb TMITOKOAryJIsLH-
OHHOTO 3¢ deKTa oT 103kl Npenapara. bonbias
[IMPOTA TEePAeBTUYECKOT0 3 deKTa Mo3BOISA
eT MoI0MpPaTh U NOIEP’KUBATH HEOOXOTUMYIO
CTeNeHb T'MIOKOATrYJISILIUHY.

ITocrie MHOTHX omeparuii Ha KOPOHAPHBIX CO-
CyZax M KJamaHax cepjua, Mocie XUPYpPruuyecKux
BMEILIATEIbCTB Y OPTONEANYECKUX, OHKOJIOTHYECKUX
00JILHBIX HEOOXOJMMA JUTUTENbHAS, YACTO MOMKH3-

NaTonorna remocTtasa

HEeHHas Npo(QUIAKTHKA, U aHTUKOATYJISIHTBI HElps-
MOTO JeMCTBUSA AJIs 3TOr0 HauboJsee y100HBlI.

[Tpumensiemble B HacTOsIEE BpEMS B MEAULIMH-
CKOM MpaKTUKE aHTUKOATYJISIHTBI HEMPSIMOTo Aei-
CTBHSI MTO/IPA3ACISAIOT Ha JIB€ OCHOBHBIE T'PYIIIbIL:
1) kymapuHbI, K KOTOPBIM OTHOCSATCS AMKyMapo,
HEJIeHTaH, CMHKyMap, BaphapuH (KyMaJauH, Mmape-
BaH) U 2) MHJIAHIMOHBI, IPEICTABUTEIISIMUA KOTOPBIX
aBisAtoTCs heHmuH 1 omeduH. [Ipenaparsl BTopoii
IPYIIIBI BO BCEM MHUPE BBIILUIM U3 YHNOTpeOIeHHs B
CBSI3M C HECTAOMJIBHOCTBIO MX JIEWCTBHS, TOKCUYHOC-
TBIO, PSIIOM CEephE3HBIX OOOUHBIX 3 dexToB. OHa-
ko B Poccun u crpanax CHI™ onu Bce erie npumeHsi-
I0TCSl, TaK KaK JI0 HEaBHETO BPEMEHU B apceHase
OTEYECTBEHHOH (hapManuy He ObLIO COBPEMEHHBIX
CTaHIAPTH3UPOBAHHBIX KYMapHHOB.

[Ipenapars! mpuMeHSIOTCS PEr 0S, TI03TOMY Yac-
TO 0003HAYAIOTCS KaK MMEPOPATTbHBIC MM OPAJIbHBIC
aHTHKOAry/stHTBL. [TocKoJbKY mperapaTsl KOHKYpH-
pyrot ¢ ButaMuHOM K 3a BKiItOYeHHE B (hepMEHTHI,
CTEIeHb MX JCHCTBHS U COOTHOIICHUE aKTHBHBIX H
HEaKTHBHBIX ()EPMEHTOB T€MOCTa3a 3aBUCAT OT JI03bI
NPHUHUMAEMOTO aHTUKOATryJISHTA.

Monumopune mepanuu HenpsaMbIMU AHMUKOARY-
JAHmMamu

JI1si MOHUTOpPHHTA TEPAITUU HEMPSIMBIMHA aHTH-
KOAryJsIHTaMH HMCHOJB3YIOT OIPEACIICHHUE TPOTPOM-
ounoBoro Bpemenu (I1B), pe3yabprar KOTOPOTo BbI-
paxaercs B Bune MHO - mexayHapoIHOTO HOp-
MaJIM30BaHHOTO OTHOImeHus (cMm. pasmen «IIpo-
TpoMOUHOBOE BpeMsi»). [IB cienyeT onpenenstsh
©KEJJHEBHO (B KpaiiHEM cllydae, depe3 JIEHb) JI0 TEX
nop, Noka He OyneT mojoOpaHa MHIWBUAyalbHas
MO IEP’KUBAFOIIIAs /1032 U HE CTaHYT CTaOWJIbHBI-
MU TIoKa3aTenu Tecta. 3areM [IB omenuBator 1 pa3
B HEJIEJTIO B TEUCHHE MEPBOTO MeECsIa JICUEHUs, B
JanpHenem 1-2 paza B MecsI] M pexKe.

B ta6n. 63 npuBonsarcs 3nauenuss MHO mpu
KIMHAYECKUX CUTYaIUSAX, TPEOYIONHMX MprUeMa Ta-
IMMEeHTAMH aHTHUKOAryJIsSHTOB HEMPSIMOTO JeH-
CTBHAL

Bo Bpems moabopa 1036l aHTUKOATYJISTHTA HE-
MIPSIMOTO JCUCTBHUS CIIEYET TIEPUOMUECKH OTIpeIe-
19t AUTB: onTHMaIbHBIMHU CUMTAIOTCS 3HAUCHUS
B 1,5-2 paza npeBbIaronye BEpXHIOK TPaHHUILy pe-
(hepeHTHO! BenMUMHBI. MEeHbIIMe Pe3ylIbTaThl CBH-
JICTEIBCTBYIOT O HEIOCTaTOYHOM YPOBHE THITOKOA-
TYJISIUH, YTO MOXKET HAOJIF01aThCs TIPU TUTICPaK-
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Tabnuvua 63

IMokazanus K NPHMEHCHHID AHTHKOATY/JIHHTOB HENPAMOTro JelcTBasA

Inavennas MHO

[TpotmnakTika TpoMO030B LEHTPAILHOIO BEHO3HOIO KaTeTrepa

MuHR-103B1 63 KOH-
tpoast MHO

HHIMHJICHTOB NPH HAIHYHHA npomﬁonoxammm K aCIIHpHHY

[Mpodmnaxtuka TpomM60308 Ha (hoHe XUMHOTepannn IV cTaauu paka MOIOYHON HKelle3sbl
[Nepeuunas npodunakTika HHMAPKTa MHOKapAa Y JIHIl BHICOKOTO PHCKA CEPJEHHO-COCYAHCThIX

1.6 (1,3-1,9)

Jleuenne BeHO3HBIX TpOMOOIMOONHIT
Jleuenne TpombGoaMBONHIt TerouHOil apTepHu
[Tpodunaxtika BeHO3HBIX TpoMO0IMOO/IHI

Kpu'chcwax HIIEMHS HIDKHHX KOHEYHOCTEH

[MpodmnaxTuka cucTeMHbIX TpoMOO3MOOIIHIT NIPH MepUATENLHOH APHTMHH, TOPOKax cep/na
[podmnaxruka cucTeMHbIX TpoMO0IMOOIHIT NpH MeXaHWYECKHX NMPOTE3ax KianaHdoB cepira
[Tpodunaxrura cucreMusix TpomMOoIMO0IHIT Tpu ocTpom nepeaHeM Q-unpapkre MHOKap/a
Bropuunas npounaktnka nadapkra MUOKapaa NpH HATHIHH MPOTHBONOKA3aHHH K aCTIMPHHY

ra

3 (2,0-3,0)

[TpodinakTika CHCTEMHBIX TPOMO0IMO0Hi:

B MHUTPA/ILHOI MO3HIIHH
— MPH MEPLUATEILHOH apHTMHH
— MPH JOTIOAHATENBHEIX (aKTopax pHCKa

| ITpounaxtuka TpomG0308 npy aHTHGOCHOIHITHIAHOM CHHIAPOME

— NP MEXAHHYECKHX JBYCTBOPHATHIX HJIHM OAHOCTBOPHATBIX MPOTE3aX KIAMAHOB CEp/La

3.0 (2,5-3,

tn

)

TUBALMK (aKTOPOB BHYTPEHHETO MyTH, daie (ak-
topa VIII. B 3ToM ciydae crnemyer HECKOIBKO yBe-
JMYUTH 703y TperapaTa Wik BpeMEHHO YCUIIUTB JIie-
YeHUE Ha3HAueHHWEM renapuHa. YBennueHne AYTB
Oosiee ueM B 2 pa3a Pe3KO YCHIIMBAET PUCK KPOBO-
TEUEeHHUs, YTO TpeOyeT CHIKEHHs J03bl Mpernapara
WM TIPEKPAIEHNs] TePaliK HETIPSIMBIMH aHTHUKOA-
T'YJISTHTaMH.

[Tpn HEOOXOMMOCTH OBICTPOTO JOCTHIKEHHS
AHTHKOATYJITHTHOTO 3((exTa 0MHOBPEMEHHO Ha3Ha-
YalOT TeMapuH M HECKOJIBKO OOJIBIIYIO JI03Yy HENpsi-
MOTO aHTUKOAryJsiHTa. B 3ToM ciydae HeoOxoMm
MOHHUTOPHUHT renapuHoTepanuu no AUYTB u exen-
HEBHBIII MOHUTOPUHI' TEpallMU aHTUKOAryJISTHTOM
nenpsimoro aeiicteus o MHO. Tlo poctmwkenun
HEO00XOIMMOr0 TEpPaNIeBTUYECKOTO YPOBHS 3HAYCHUI
I1B nepexonar Ha MOANEPKUBAOILYIO 03y IIperna-
parta, a remapuH OTMEHSIOT TOJBKO TOTJa, KOrjaa
MOIEPKUBAIOIIAs /1032 HENPSIMOTO AHTUKOATYJIsH-
Ta He MeHee 2 JHel moaps o0ecreunBaeT HeoOxo-
JMMBIN YPOBEHb TUITOKOATYIISLIIH.

Ocnooichenus mepanuut HenpAamMbIMU aHmuxoazcy-
JAHmMamu

Hawnbomnee TsSKeabIM OCIOKHECHUEM SBIISICTCS
YCUICHHUC TpOM603a HNJIM BOBHUKHOBCHUC TpOM60'
3a MOJKOKHBIX COCYZIOB C pa3BUTHUCM HCKPO3a TKa-

HeW - «KyMYAMHOBOTO HEKpo3a». Bo3HHKAlOT 3TH
OCJIOHEHMS Y JIMI ¢ HU3KOW aKTUBHOCTBIO TPOTE-
uHOB S U C. ITockombKy 3TH ONIKH SIBJISIFOTCS BUTA-
MHH-K-3aBUCHMBIMH, UX aKTUBHOCTH OBICTPO CHH-
JKaeTcsl MociIe Havyaja MpueMa HelpsIMbIX aHTHKOa-
T'YJISIHTOB, TOT/Ia KaK uxX cyoctpart - (akropsl V u
VIII - ve mensier cBoeli aktuBHOCTH. Hapyiienue
COOTHOIIECHUS (PAKTOP-UHTUOUTOP MOXKET MPHBO-
JUTh K YCHJICHUIO TPOMOO30B U Pa3BUTHIO «KyMY-
JTUHOBOT'O HEKPO3a».

Jleyenne «KyMyaMHOBOTO HEKPO3a» 3aKIJIIOYa-
eTcs B Ha3HAUCHHM NPSAMBIX aHTUKOATYJISHTOB U
CBEXKE3aMOPOKEHHOM TJ1a3Mbl KaK MCTOYHUKA TPO-
tenHoB C u S.

Jpyras rpynna OClIOKHEHHH - reMopparuyec-
KM€ MPOSIBJICHUS MPU MEePeI03UPOBKE aHTHKOArY-
JsHTOB. IIpu 3TOM BO3MOKHBI BBIPQKEHHbIE KOXK-
HbI€ TEMOppPAarHuecKue MpOsBICHUS, MPEUMYIIle-
CTBEHHO IO I'€éMaTOMHOMY THITy, HOCOBBIE KPOBO-
TEUeHUs], KPOBOTEUCHUS U3 MECT MHBEKIUH, reMa-
TOMBI MSITKUX TKaHEH, KelyJ04YHO-KHIIEYHbIE, IO-
YeyHble KPOBOTEUEHMS M J1a)Ke BHYTpPHUEpPEITHbIE
KPOBOMBIIMSIHUSL.

JleueHue reMoOpparuuecKux MposBICHUN 3aKITIO-
YaeTcsl B CHWKEHUM J103bI WM BPEMEHHOM OTMEHe
HETIPAMBIX aHTHUKOAryJsiHTOB, NMPUMEHEHUU CBeXe-
3aMOPO’KEHHOM IJ1a3Mbl, KPUOIIPELIMITUTATA WU He-




aKTUBHPOBAHHBIX IMPENapaToB MPOTPOMOUHOBOTO
KOMILIEKCa.

dubpuHonumuyeckasi mepanusi

OUOPHHONMUTUYECKHE TIPENapaThl MIHPOKO HC-
TOJIB3YIOTCSI IPU MH(APKTE MUOKAp/Ia: HA TIPOTSDKE-
HUM MHOTHX JIET IPUMEHSUI CTPENTOKUHA3Y U ypO-
kuHa3zy. OfHAKoO 3T mpenaparbl Magod()(eKTUBHBI
NIPH JISYCHUU 3MOOJIHH JITOYHOM apTepUM U MacCHB-
HOoro TpoMmOo3a riyOokux BeH Oenpa. CyliecTBeH-
HBIM OIpaHUYeHHEM NpHMeHeHus (puOpuHOomMTHYEC-
KHUX TIPErapaToB SBIIOTCS TeMOPPAarniecKre OCII0XK-
HEHMs1, 0COOEHHO IiepeOpasbHble Temopparuu. [lpu-
poJia TeMOpPPAarHyecKiX OCIOKHEHHUH CBsS3aHA HE
CTOJIBKO C JIN3UCOM (PUOPHMHOBOM MPOOKH, CKOJIBKO
C MOSIBJICHUEM OOJIBILIOTO KOJIMYECTBA MPOIYKTOB
nerpagauun pudpuna/pudpunorena (I11D), koro-
pble CIOCOOHBI MOBPEXJIaTh COCYIUCTYIO CTEHKY,
0COOEHHO PHJIOTENH, BIHATh Ha (YHKIIUH TPOMOO-
1uToB. [losToMy mpuposa reMopparuu mpy UCIoJb-
30BaHUM (PUOPMHOIUTHYECKUX MPEnapaToB KOMII-
nexcHas. CylecTBEHHOE YIydIlleHHE DPe3yJbTaToB
(GuOPUHOMUTHYECKON Tepanuu JOCTUTHYTO MPHU
BHE/IPEHUH TKaHEBOI'O aKTHBATOpa IJIa3MHHOTEHA
(t-PA), ocobeHHO TpH BBEICHUH €T0 Yepe3 KaTeTep
npu HHpaApKTE MHOKapa.

B Hacrosiiiee Bpems B KauecTBe IMPENaparoB
TPUMEHSOTCS:

* CrpenrokuHasa - 6aKTepUalIbHbII OENOK, PO
IYKT KU3ZHEACATEILHOCTH (3-TeMOIUTHYECKOTO
CTPENTOKOKKA (CTpEenToIeKa3a).

* t-PA - ciemmduyeckuii akTMBaTOp IMIIA3MHHO
reHa, HapabaThIBaeMblii PEKOMOMHAHTHOM TeX
HoJoruel (abTeriasa) Wi FTeHHOW HHYKCHEPH
el kak jepuBar t-PA ¢ yBelMueHHBIM BpeMeHEM
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TIOJTYBBIBEICHUSI U3 CUCTEMBI LIUPKYISIMH (pe-

Teruiasa, JJaHOTeIIa3a) WM Kak APYroi nepu-

BaT t-PA ¢ yCTOWYMBOCTBIO K MHTMOMPOBAHUIO

PAI-1 (TenekTeruiaza).
*  VYpokHHa3a - peKOMOMHAHTHBIN npenapat U-PA
WM TIPOYPOKHHA3bI (capyruiasza).
OUOPUHOIUTUYECKYIO TEPAIHIO YaCTO COYETAIOT C
renapuHoTepanueil. B pesynerare nocruraercs
3(dHeKT CUCTEMHOTO WM JIOKAJILHOTO rumepguo-
PHMHOJIN33, YTO MOXKET OKa3aTh OIaronpusTHbIN 3¢-
ekt 1o m3ucy GUOPUHOBOrO TpoMOa M peKaHaH-
3aIlM1 OKKJIFO3UPOBAHHBIX COCYIOB.

YacTuyHO JierpaaupoBaHHbIi (pUOpHHOTeH CIio-
COOCTBYET CHHYKEHHIO BSI3KOCTH KPOBH M YMEHBIHE-

ToomGu
—¢> | Dubpu-moxomep | + (2 dMA| u |2 SNB|

| dubpuH-nonumep |

dubpuHonns noe

Puc. 143. TunepdunbprHONu3 conpoBoxaaeTcsi obpasosa-
HMEeM M30bITOYHOTO KOMMYeCTBa MPOJYKTOB Aerpagaumn dub-
pvHa (MAP), koTopble cnocobHbI BCTYNaTh BO B3aMMOLENCTBUE
¢ (hmbpuH-MoHOMEpPamu, HapyLuas nonmmepusaumio dpmbpu-
Ha. lMNpn aTom 0bBpa3yloTcs pacTBOPUMbIE KOMMMEKChl MOHO-
MepoB umbpuHa (PKM®) 1 nposBnsieTcs rynokoarynsiHTHbIA

acpdpext MAP

Tabnuua 64

Brnusnue mp0M60Jzumultec7<011 mepanuu Ha nokasameiu Koazyioepammbl

IMoxkaszarenn

W3menenne npi TPOMOOANTHYECKOI Tepanuu

I1B, AUTB
THBOB

Y nnuHeHHe, U3MEHEHHA NOKA3ATENEN 3aBHCHT OT HCHOJ]I:TSYEMOIT‘I anmnapaTtypel H peak-

Tpombunoroe Bpems
¢ubpuHorena

Pezkoe ymmiaeHne npu Hakommenuu ITJID, UCIonb30BaHUE FeNapuHa U CHHKEHNUH

Pentunasnoe Bpemst

VanuHeHne (HE 3aBHCUT OT MCTOIL30BAHUS [ellapyuHa)

DubpHHOreH

Cumzxenne (pe3yJIbTAThl 3aBUCAT OT NPUMEHEHHBIX TIPENapaToB H METO/1a ONpeIeIcHus )

[I1a3MuHOrEH, OL-aHTHILIA3MHH

CHmkenne (pe3yabTaThl 3aBHCAT OT HCHOIL30BAHHBIX NPEIApaToB)

TpomboasacTorpamma

Mamenenns, THIHYHBIE 1714 runepdubprHoImn3a
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HHIO aATe3UH W arperanuu TpomoOouutoB. Kpome
toro, ITI®d oka3pIBarOT MOTEHLUHAIbHO aHTHUKOATY-
JSHTHOE JeHCTBHE, TaK KakK, BCTYyIas BO B3aUMOJCH-
cTBHE C (UOPHH-MOHOMEpPAMH, BBI3BIBAIOT 00pa3o-
BaHHE PACTBOPHUMBIX KOMILIEKCOB MOHOMEpOB (uo-
puna (PKM®) u Hapymenue nonuMepusanuu ¢puod-
puna (puc. 143).

[To6ounbM 3hhekToM TPOMOOTUTHYECKOH Tepa-
MU MOTYT OBITh KpoBoTeueHHs. OHAKO COBpEMEH-
HBIE CXEMBl IPUMEHEHUSI TPOMOOTUTHYECKUX pena-
paToB U MOAEPHHU3ALUA CAMHUX MpENapaToB 3HAYH-
TEJIbHO CHU3WJIM YacTOTy TaKUX OCJIOXHEHWH. Brus-
HUE TPOMOOJIUTHYECKONW TEpaluy Ha HEKOTOpHIC Ja-
OopaTOpHBIC TTOKA3aTeH MPEICTABICHBI B Ta0J. 64.

BTOpVI'-IHbIe KOMIJIEKCHbIE HapyLUEeHNA reMmocTasa

JABC-cuHdpom

KpaifHum nposiBNeHneM aKTUBAaLMH CHUCTEMBI T'e-
MOCTa3a C BKJIIOYCHHEM BCEX €r0 3BEHBLEB SIBISETCS
pa3BHUTHE JUCCEMHHHPOBAHHOI'O BHYTPHUCOCYAHCTO-
ro ceepreiBanus (JIBC). Kommiuekc B mepByto oue-
peap KIMHUYECKHX, a 3aTeM (yHKIMOHAIBHBIX U Jia-
OOpaTOpHBIX MOKa3aresnei, BosHuKaronmx mnpu JIBC,
obo3Havarot kak JIBC-cunapom. /Iuarnos [IBC-cusn-
IpOM CTaBHUTCS KIMHMUMCTamu. JlabopaTtopHble uc-
CIIEJOBaHUS NMPEAOCTABIIIOT KIMHULIKCTY OOBEKTHB-
Hbl€ JJaHHBIE O COCTOSHUM CHUCTEMBI remMocrtasa. B
MEepBOM NPUONMKEHUH MOXKHO CKa3aTbh ClEAyIoIIee:
ecliid CHCTeMa reMocTa3a U OpraHu3M B LIEJIOM CIIO-
COOHBI CKOMIIEHCHUPOBATh JIEHCTBUE MHUIIUATOPOB
CBEPTHIBaHUS, TO UMEET MECTO THUIIEPKOAryJALus U
orpaHu4yeHnoe Tpomboobpasosanue (puc. 1). Ecnu
pa3BuBaeTcs ACKOMIIEHCALHs, TO 3TO COCTOSHHUE
MOXHO TpakToBarh kak JIBC-cuuapowm (puc. 144).

[Ton IBC noHuMaroT npouecc yCUIEHHON BHYT-
PUCOCYINCTON KOAryJISIIUH, IPU KOTOPOH
* B KpPOBH IPUCYTCTBYET 3HAUUTEIBHOE KOIHYE

CTBO TPOMOMHA, BBI3BIBAIOLIETO CUCTEMHYIO aK

THUBALMIO U NOceAylolee noTpedienne «dak

TOpoB-cybcTpaToB» (pubpuHOTEHA, TPOTPOM

ouna, pakropos V u VIII u ap.), aHTuKOArynisH

TOB U TPOMOOIIUTOB;

*  UMeeTcs YaCTU4Hasi OOCTPYKIMs Hanboee Menl
KHX COCYJZIOB C HIIEMHUYECKUMHU HapyIICHUSIMH B
opraHax;

*  o0OHapyXHuBaeTcs peakTUBHBINA GuOpuHOIH3.

dmuonoaus u namozexes [JBC

JABC-cunapoM BO3HHKAaeT OOBIYHO B PE3YJIbTATE
MOCTYIIEHHS B KPOBb MJIM 00pa30BaHMs B HEl BELIECTB,
MHULMUPYIONMX CBEpThIBaHHE KpoBH. OcHOBoOMoOara-
foniee coOwiTue B reHese octporo JABC-cunapoma -

Ype3MepHasi aKTUBALUsI CBEPTHIBAIOLIEH CHCTEMbI KO-
BU ¢ 00pa3oBaHHeM H30BITKa TPOMOHMHA, COMPOBOXK-
JAroIIascs NajicHueM YPOBHS TPOMOOLMTOB U (aKTO-
pOB cBepThIBaHMS KpoBH. K 3TOMYy cuHIapoMy Harmie
BCEr0 MOT'YT NPUBOJHUTH CICAYIOIINE COCTOSHUS:

1.

[ToBpexneHne TkaHel (MacCUBHBIN KOHTAKT

KPOBH C TKAHEBBIM (JaKTOPOM):

*  MexaHndeckas TpaBma (Kpali-CUHIPOM,
MPOHUKAIOLIUE TTOBPEXKIACHUSA, HATIPUMED
MOBPEKIICHHS MO3Ta).

*  TepMmaibHbIE TOBPEKIACHHUS (0KOTH, 0OMO
POKEHUS).

*  AcuKcHs ¥ TUTIOKCHSL.

*  OnepaTUBHbIE BMEILIATENLCTBA.

e Hmemwust opraHoB, HHGAPKTHIL.

[BC-cuHapom
(HEKOMMNEHCUPOBAHHOE COCTOAHME)

[nasmeHHbIe
(hakTopsl

PubpuHonna

Cocyaucro- AHTIKOA-
TPOMOOLMTApHbIE TYNAHTHI
(haKTops!

Puc. 144. ABC-cnHOpOM - COCTOSIHME, MPY KOTOPOM pa3Bu-
BaeTCs OeKoMneHcaumsl, AMHaMnyeckoe paBHOBecWe He [0-

CTUraeTcd mn3-3a qpe3mepH0|7| akTnBaumu d)aKTOpOB, Bbl3blBa-

OLWnX runepkoarynaunto



*  JKuposas smOomnus.

» ['mnoBojeMHuuecKuii/reMopparnyeckuii/
aHa(UIAKTHYECKUM IIOK.

e T'uneprepmust

OnKkosorust (KOHTaKT ¢ OHKOJIOTHYECKUMH TPO-

KOAryJIsIHTaMH, TKaHEBBIM (hakTopoM, (hakTopoM

HEKpO3a OIYXOJIH, KIICTOYHBIMH TPOTEA3aMH):

*  ComuHble OIYXOJIH.

*  JIelKo3bl

WNudekuus (Bo3aeiCcTBUE SHIOTOKCHHOB, 110

BPEXACHUE SHIOTEIMAIBHBIX KJIETOK, aKTHBA

1¥sE TPOMOOIIUTOB):

*  bakrepuanbHble MHEKINH, BHI3BaHHbIE ME
HuHTOKOoKKamy, E. coli, Salmonella, Pseudo-
monas, Haemophilus, Pneumococcus,
Hemolytic streptococci, Staphylococcus.

*  Bupychsle nndekiin, Bei3BaHHbIe Dengue,
Lassa, Ebola, Marburg, Hantaan, Rubella,
Herpes u np.

* IIpoTo30¥iHBIE - MU

* Jlpyrue - KaHAUI03bI, aCapruiUIe3bl, KO-
CTPUANO3BI, TYOCPKYJIE3.

*  TOKCHYECKUH ILIOK.

* I'pamMOTpHLIATENILHBIN CETICUC.

ITaronorvst cocyai0B ¥ LIUPKYIISITOPHBIE HAPYILIEHUS]

(TOpayKeHHe SHIIOTETHS, aKTHBAIUST TPOMOOLIUTOB):

*  ['uraHrckas reMaHTMOMa, COCYIUCTBIE OITy
XOJIH.

* AHeBpH3Ma aOpTHL.

*  Xupypruueckue BMEIIATeNbCTBA Ha COCY
Jlax, BHYTPUCOCYIMCTBIE MAHUITYJISILIAN.

*  Omyxomnu cepaua.

*  Onepauuy HIyHTUPOBAHUS COCYIOB CEPALIA.

*  Octpblif HHPAPKT MUOKAP/A.

*  BackynmursL

*  DMOONUs JIErovHOM apTepuu.

HNmMyHOIIOTHYECKHE HapyIIeHHS (aKTHBAIHS

KOMIUIEMEHTA, SKCIIO3UIIMS TKAHEBOTO (haKTopa):

*  AnadumakTU4YecKHe peaKiuH.

*  Anneprudeckue peakiyu.

*  OcTpble reMOJIUTHYECKHE MTOCTTpaHC(y3H-
OHHBIE PEAKLIH.

» ['emapuH-uHIyIMpPOBaHHAS TPOMOOIIMTO-
HICHUSL.

NaTonorna remocTtasa

Hpyrue paccrpoliicTsa:

*  QOyIbMUHAHTHBIA HEKPO3 IICUCHH.

*  Cunapowm Peiie.

e [luppo3 neueHu.

e PecnupaTopHbIii JUCTPECC-CUHAPOM Y
B3pOCJIbIX.

*  MHdy3ust KOHIEHTPATOB MPOTPOMOHHOBO-
ro KOMIUIEKCA.

e I'eMONUTHKO-YpEMUYECKUN CUHIPOM.

*  BocnamrenbHble 3a001€BaHUS KMIIICUHHKA,
IIEPUTOHMT.

*  (Capkonnos, aMUIOHJ03.

* T'emopparuyeckuil IOK.

*  T'omo3urorHslii neumt nporenHoB C u S.

OcnoxHeHns OepeMEHHOCTH:

* llpexxneBpeMeHHas OTCIIOMKA IUIALIEHTHI.

e DMO0JIMS aMHUOTUYECKUMH BOJAMU.

e DKJIaMICHs U NIPEIKIIAMIICHS.

*  MuayuupoBaHHBIE a0OPTHI.

e  BuyrpuyrpoOHas rubesns 1o a Wik He3a
KOHYEHHBIH abopT.

*  Cpocuiasics IaleHTa.

*  Pa3peiB MatTku.

*  XpoHuyeckas TpyOHast 6€peMEHHOCTb.

*  JlereneparuBHas ¢puOpomMuoma.

*  Buyrpuyrpo6Has rubeib 0THOTO U3 OJHO
SNIEBBIX OJM3HELOB.

JABC y HOBOpOXIEHHBIX:

*  HMudeximu.

* Acdukcus B poaax.

*  bone3Hb ruaMHOBBIX MEMOpaH.

e  AcnupanyoHHBIM CHHAPOM, altHO?, aTeek
Ta3, IHEBMOHMSL.

* JlerouHoe KpOBOTEUECHHE.

* Ilepeoxnaxnenue.

* I'myGokas HEJOHOLIEHHOCTb.

e TpomOO3bI KPYITHBIX COCY/IOB.

*  DynbMHUHAHTHAA MypILypa.

*  Hekporusupyromuii 3JHTEpOKOJIHUT.

*  HoBooOpa3oBanus y 1j0oja U JIEHKO3bL.

» IloBpexaeHue roJOBHOTO MO3ra (HEKpO3bl
Y KPOBOM3IIHSTHHSI).

*  deranbHbI 3pUTPOOIACTO3.

* llopaxeHue neueHu.

*  BpokaeHHOE HapyllIEHNE TOJIEPAHTHOCTH K

*  Peakuus oTTOp)KEHHUsI TPAHCILIAHTATA. dpyxrose.
* bonesus KaBacaku. OCHOBHBIE TIATOI€HETUYECKNE MEXaHU3MBI 3a-
[psmas axTuBanus GepMEHTOB! nycka JIBC:

* [lankpearur. * Hapymenne nnm noBpexaeHue 3H10TeNus, Co-
*  VYKYCHI SJIOBUTBIX 3MEH. MPOBOXK/IAIOIIIEECS BEICBOOOXKICHHEM ITPOKOAry-



NaTonorna remocTtasa

JISTHTOB ¥ KOHTAaKTOM KPOBU C TKAHEBBIM (hak-

TOPOM.

*  AKTHBaIys MOHOLIUTOB C SKCIPECCUEN TKAHEBO
ro (pakTopa u MpoOKOaryJiIssHTOB MOHOLIUTOB.
VimeHHO upe3MepHast aKTUBALS U IETPaHyJIs-
[[USI MOHOITUTOB-MaKpO(aros, 001a aromx
MOJTHOLIEHHBIM KPOBSIHBIM TPOMOOIIJIACTHHOM,
4acTO paccMaTpUBAETCA KaK LIEHTPAILHOE 3BE
Ho JIBC-cunapoma npu cencuce.

*  KOHTaKT ¢ TKaHEBBIM (PaKTOPOM KJIETOK 3J10
KadyecTBeHHBIX omyxoJeil. JIBC ocoGenHo 4a
CTO BO3HUKAET IIPH aJIEHOKAPLIUHOME I10]DKE
JIyJOYHOH U IIPEACTATEIbHOM KeJle3, IPOAYLIH
PYIOILIEN MYILIVH, IIPY OCTPOM IIPOMUETIOLUTAP-
HOM JIEWKO3€, IPU KOTOPOM TUIIEPTPAHYIISIP
HbIE JICHKO3HBIE KJIIETKH BBICBOOOXKJAIOT U3
rpaHys MaTepHal, MoI00HbIA TKaHEBOMY (ak
TODY.

*  MaccuBHOE NOCTYIJIEHHE B KPOBb (PM3UOJIOTH
YECKUX IIPOKOAryJISsHTOB IIPU Pa3INYHBIX 110
BPEXJICHUSX, MACCUBHBIX TPaBMax, SMOOJIMHU U
1p. TpaBMBbI TOJIOBBI ¢ HAPYLLIEHWEM FE€MaTOIH-
nedanueckoro 0apbepa U KOHTAaKTOM KPOBH €
TKaHbIO MO3ra - MOIIHbIA HCTOYHUK TKaHEBOTO
TpomborutacTuHa. OcnoxHeHHs: OepeMEHHOCTH,
IPU KOTOPBIX MaTepuall, 00J1aaoInii aKTUB
HOCTBIO TKaHEBOTO (haKTOpa, MoMajgaeT U3 1o
JIOCTH MaTKHU B KPOBb MaTepH (IpexieBpeMeH
Has OTCJIOMKa IJTalleHThI, a00pT, 3aiep’KKa Mep
TBOPOKJICHHOT'O L1012 WIIK SMO0JIUS OKOJIO
TUTOTHOM JKUIKOCTBIO).

* Illok ¢ BeimaieHueM (yHKIMH OPraHoOB U pa3
BUTHEM MOJMOPTaHHONW HEJOCTATOUYHOCTH.

*  Baeznenue GpakTopoB NPOTPOMOMHOBOTO KOMIT
JIeKca, OCOOCHHO aKTUBHPOBAHHbIX (TIepesrBa
HHE HECOBMECTHUMOH KPOBH).

*  MaccuBHOE NOCTYIJIEHHE B KPOBb OaKTepUasb
HBIX IPOKOAryiIsiHTOB. B kancuae 6aktepuit
MPHUCYTCTBYET OOJIBIIOE KOIUYECTBO JIUIOTIONH-
caxapuioB (3HIOTOKCHH, prc. 145), criocoOHbIX
PE3KO aKTUBUPOBATh MOHOLUTHI-MaKpodaru
CHCTEMBI LUPKYIISALHH.

* IIpsamas akTuBauus (epMEeHTaAMU 3MEUHBIX
AJI0B.

Benymtyro ponb B 3ammycKke MaTolIorM4ecKux mpo-
neccos npu JIBC, kak npaBuio, UrpaeT BHEUIHUN
MyTh aKTUBALMK MPOTPOMOMHA. AKTUBM3AIMS KOH-
TakTHBIX (pakTopoB npu [IBC-cunzipome B nepByro
ouepeb IPUBOAUT K TMIIOTOHUM M Ba30 AWJIaTaL|H.

Slunononucaxapugb
(3HOOTOKCKH)
KNeTo4HOoi MemOpaHbi
(kancupa) bakTepui

m

..

o

Puc. 145. QHpoTokcuH kancuga 6akrepun. OcobeHHO ero
MHOIO y rpamoTpuLiaTenbHbIX 6akTepnin. SHOOTOKCUH Bbi3biBa-
€T MacCUBHYIO0 aKTUBaALMIO C AerpaHynsiLuei MOHOLMTOB-MakK-
podharoB 1 0CBOGOXAEHNE B KPOBb GOMBLLONO KONMMYeCTBa Kpo-
BSIHOrO TPOMOGOMNACTUHA, KOTOPLIN UHOYLMPYET rinepkoary-
nsumo v passutue OBC-cuHapoma

Eme ogHMM 3BEHOM pa3BUTHUS MATOJIOTHUYECKOTO
CBEPTHIBaHMS KPOBU M OCOOCHHO CHHIpPOMA MOTPED-
JIHUS SIBIISIETCS TIOBPEK/ICHHE TPOMOOIIUTOB U APUT-
pormToB. Kucieie dochomumuisl, B HopMe Haxo -
LIMECS HA BHYTPEHHEN MOBEPXHOCTH KJIETOUYHON MEM-
OpaHbl, SBIAIOTCS BAXKHBIM (PAKTOPOM aKTHBAIMU
MIPOLIECCOB CBEPTHIBAaHUS KpOBH. VX MOsBICHUE B
LHUPKYJIUPYIOUIeH KPOBH B OOJBIIOM KOJHYECTBE
NPUBOJUT K 3HAYUTENIBHOMY YCHJICHHIO ITpoliecca
CBEPTHIBAHMS KPOBU M MOTPEOICHUIO MTPOKOATYJISH-
TOB. BO3MOXKHO, YTO aKTUBALUsI CUCTEMBI KOMILIE-
MEHTa TaKKe YCHJIMBAET NPOLIECC MOTPeOsIeHHs, HO
6oJee BEpOATHO, YTO ITO JIMILb J[BA HAPALICIBHBIX
nporecca.

HmetoTcst TaHHBIE, YTO Y MALMEHTOB C KOAryso-
narueil morpeOyeHns CHIKEHa (DYHKIMS TKaHEBbIX
MakpodaroB u cojaepxkanue GUOpPOHEKTHHA. DTO
NPUBOJIUT K CHIDKEHUIO aKTUBHOCTHU YIAJICHUSI MaK-
podaramu peTUKYIIOHIOTENNATIBHOM CUCTEMbBI MUK-
poarperatoB guOpHHa, OOJIOMKOB KOJUIAreHa , BO3-
MO>KHO, OaKTepuii ¥ MPOIYKTOB MX >KU3HEIEATEIb-
HOCTH.

Budsi []BC-cuHOpoma

Ha60paTopHHe TMOKAa3aTCJIn, XapaKTCPHU3YIOIINC
COCTOAHUC TUNICPKOATryJIIIIUA U BHYTPHUCOCYOHUCTO-
IO CBECPThIBAHUSA, MCHATIOTCA B 3aBUCUMOCTH OT TCYC-



HUS ¥ cTaguu niporiecca. [lo Teuennro JIBC-cunipom

MOJpa3aessIoT Ha!

*  OcTpblif, BKJIFOYasi MOJTHHEHOCHYIO (KaTtacTpo
¢uaeckyro) popmy. Octpeiii JIBC-cunmpom mpo
SBJISICTCS KOMIUIEKCOM aHOMAJIMH, BKJIIOYAIO0
MM HapyIIEHNEe MUKPOLMPKYJISILIAH, TOBPEX
JIEHUE COCYAUCTON CTEHKH, TPOMOOIIUTOIIEHHIO
¥ TPOMOOIIUTOMATHIO, aHU30LIUTO3 U F'eMOJIN3
SPUTPOLIUTOB, HEUTPODUIBHYIO pEaKIUIO, TH
MEPKOAryysiiiio U FeMOpPParuieckuii CHHAPOM
Ha OHE KOaryaonaTud 1 TPOMOOLIUTONIATUI
noTtpeOieHus1, HapyleHus B cucteMax (puodpu-
HOJIM3a, QHTUKOATYJITHTOB, KaJUTMKPEUH-KUHH-
HOBOH M JPYrUX IPOTEOJIUTUIECKUX CUCTEM.
®a3bl octporo JABC-cunapoma:

1) runepkoaryIsIys U TUIeparperamnus;

2) KoaryJjomaTtHs U TPOMOOIUTONMATHUS 11O
TpeOseHus ¢ aKTuBaleil puOprHOMMTHYEC-
KOM CUCTEMBI,

3) reHepaim3anys GPUOPHHONN3A;

4) BOCCTaHOBJICHHE.

*  IlomocTpslii ¢ IUTENBHBIM IIEPUOAOM TUIIEPKO
aryJsilUy WU THIeparperayi TpOMOOIUTOB.
ITomoctpsiii IBC-cunnpom, XxapakTepu3yro
IIMICS BSUTOTEKYILMM, CKOPEe XPOHUUYECKUM Te
YeHHEeM, J1ab0paTOPHO MPOSIBIISETCS TPOMOOLIU-
TOIEHUEH, HOPMaJIbHBIM I HECKOJIBKO Y/UTH
HeHHbM [1B, ykopouennem AUYTB, Hopmainb
HBIM WJIM HECKOJIKO CHM)KEHHBIM (puOpHHOTe
HOM U TIOBBIIIIEHHEM YPOBHS B IJIa3Me MPOIYK
ToB nerpanaimu puodpuna (I11D). Crnenyer ot
METHTb, 4YTO GUOPHHOTEH, KaK 0CTpoda3HbIi
0eIoK, MpH UH(EKLIMOHHBIX U TPABMATUYECKUX
dopmax JIBC MoxeT ObITh MOBBIILIEHHBIM. JTO
COCTOSIHUE MO>KET IIPUBOJIUTH K TPOMOOIMOOIH-
YECKUM OCJIO)KHEHUSIM, B TOM YHCIIe K TPOMOO
3aM BEH, apTepHaibHON TpoMO0o3MO0mu. Kpo
BOTOYMBOCTb BCTPEYACTCSI HEYACTO.

*  Xponuueckuid. J{ist xponnaeckoii popmsl JIBC-
CHH/IpOMa XapaKTepHO MOCTOSHHOE, HO MEHEee
CUJIbHOE aKTUBHPYIOLLIEE BO3/ICIICTBUE Ha CHCTE
My reMocTasza. 10 00ycIaBInBaeT MATYIO CKO
POCTB reHepaly TPOMOMHA, OJTHAKO I0CTAaToY
HYIO JUIS pa3BUTUS] MUKPOLIUPKYJIATOPHBIX Ha
pywenuil. Xponuyeckast popma JIBC-cunapo
Ma HaOJIr0JaeTcs IPU XpOHUYECKUX 3a00J1eBa
HMSIX JIETKHX, [T0YEK, aTePOCKIIEPO3€e, CaXapHOM
nabere, apTepHaibHON THIIEPTEH3UH U APYTHX
3a00JIeBaHMSX.

NaTonorna remoctasa

Tpom6oyumapHo-cocyducmaliii 2eMocmas
npu BC-cuHdpome

BenymmM MexaHHM3MOM MAaTOJIOTMYECKUX M3MEHe-
Huii npu JIBC 4BisAIOTCA HapyLIEHHUs B CUCTEME MUK-
poumpKyisiui. Beimanenue ¢pubprHa B METKUX COCY-
Jax COMpPOBOXKIAETCS 3aMEJICHHEM KpPOBOTOKA, cOOp-
KOH 3pUTPOLMTOB B MOHETHBIE CTOJIOMKH, TpaBMaTu-
3anuel ¢ u3MEeHeHHeM (POPMBI SPUTPOLIUTOB, YBEIHYE-
HHEM aHM30LMTO3a U TOSBIEHUEM KIETOYHOro AeOpH-
ca (puc. 146). KonnuecTBEHHO#H XapaKTepUCTHKOW aHH-
30LIMTO3a SPUTPOLMTOB SABJISIETCS yBEIMUCHUE MOKa3a-
tenst RDW, onpenensieMoro reMaTroiornuecKUMHU aHa-
JU3aTOPaMU U PACCUUTHIBAEMOTr0 Kak Ko3(duumnent
Bapuauuu oObeMa KIETOK. TpaBMaTu3alusi 3pUTpPO-
LUTOB COIMPOBOXAAETCS BHYTPHUCOCYAUCTHIM T'€MOJH-
30M. CHMIOTOMOKOMIUIEKC BHYTPHCOCYAMCTOIO I'eéMO-
nu3a; noBbinieHne cobonHoro Hb, HekoHbIoruposaH-
Horo Oounupy6una u perukynouutos. JIBC ¢ BHyTpH-
COCYZIMCTBIM T€MOJIM30M XapaKTepU3yeTcs Oonee TsoKe-
JBIM TEYCHHEM, YeM 0e3 remMoin3a, Tak KaK reMOJIH3
YCUIIMBAET CBEPTHIBaHUE M3-32 ocBoOOXaeHH AJlD n3
SPUTPOLKTOB, KOTOPBHIH JOMOJHUTEIBHO AKTHBHUPYET
TpoMOouTEL. Kpome Toro, moBpexIeHHbIE 3PUTPOLIH-
THI SIBJISIFOTCSI HCTOYHUKOM 3pHUTpodocdaTn10B.

Tpom6ountsr npu ABC Bceraa BoBieUeHBI B pas-
BUTHE natoyoruueckux peakuuit. [Ipu page dopm ABC
TPOMOOLUTHI SIBJISIOTCS OCHOBHBIM CyOCTpaToM eii-
CTBHSI MIATOJIOTHYECKOr0 (PaKTOpa: MPH 3HIOTOKCHHO-
BBIX (hOpMax MOPaKEHHMsI, CEIICUCE, BBI3BAHHOM IpaMoT-
puuatenbHbIMU OakTepusimu, JIBC pasBuBaercs yepes
AKTUBAIMIO TPOMOOIUTAPHO-COCYAUCTOTO TEeMOCTa3a
(puc. 147); cuctemHble BacKymuThI mepepacraior B IBC
gyepe3 TpOMOOLHUTapHbBIE HAPYLIEHUS.

Puc. 146. AHM30UMTO3 IPUTPOLIMTOB U KIETOYHLIN Aebpuc
npn ABC



NaTonornsa remocTtasa

Tpomoomuronenus (<150 Thic./MKIT) BO3HUKAET
B pesynbrare norpedneHus: tpomoorutos. Tpoméo-
HUTONATHSI PA3BUBACTCS B PE3yJIbTAaTe PEAKTHBHOTO
BBIOPOCA B KPOBOTOK HE3PEIIBIX TPOMOOIIMTOB U TO-
TpebieHns: HanboJiee TOIHOLEHHOTO y/a TpoMOo-
IIMTOB.

OCHOBHBIM J1a0OPATOPHBIM TMOKA3aTENIEM Hapy-
IICHHS] TPOMOOIIMTAPHO-COCYIMCTOrO TeMOCTa3a MpH
JABC-cunapome sBIISIETCS OCTPOE CHIDKEHHE B KPO-
BU TPOMOOIIMTOB TIPH OJIHOBPEMEHHOM TOBBIIICHUH
CIIOHTaHHOM arperauyy. OIHAKO NP 3HAYUTEIIBHOM
TPOMOOIIUTOIATAM arperamus, Kak CIIOHTaHHasI, TaK
Y MHIyIIMPOBaHHAsl, OyeT CHIYKCHHOM.

lMna3meHHbIlU 2emocma3s npu BC-cuHOpome

Kommieke 1abopaTtopHbIX oKa3aTesnei, Xxapak-
TEPU3YIOILUX COCTOSHUE aKTUBALMHU IJIA3MEHHOTO

Puc. 147. MNMoBpexaeHue 3HAOOTeNManbLHOro nokposa npu
cencuce rpaMmoTpuuatenbi-toin baktepnansHon dropon, Bbi3-
BaBLUee pa3sutue [1BC

remocrtasa npu JBC-cunapome, npeacTaBieH B
Tal. 65.

IToMuMO aHHBIX, yKa3aHHBIX B TalmI. 62, B psine
ciaydaes JIBC onpenensiercss CHUXKEHHAs! aKTUBHOCTb
nporenHa C.

AKTHBaIMsl CUCTEMbI T€MOCTa3a, KOTopas Mpu-
BOJIUT K TPOMOO3Y, COIIPOBOXKAAETCS MOSBICHUEM
B KPOBH CHelu(pHUIECKUX MapkepoB. I unepkoary-
JSIIUS B TJIA3MEHHOM 3BEHE MPOSIBIISIETCS B MIEPBYIO
ouepe/ib U30bITOUYHOIN aKTUBAIMEd TpoMOWHA, YTO
OTIPE/IENIETCS] HECKOJIBKMMH JIa00paTOPHBIMH Tec-
tamu (puc. 148).

ubpuHoreH

@ (& ]—@D

E<P¢MK

Puc. 148. MpoAaykTbl runepakTuBaLumm niasmeHHoOro remo-
cTa3a, KoTopble He OBHapyXXVBaloTCA B HOPME, HO XapaKTep-
Hbl ana ABC-cuHapoma. MA® - npogykTel Aerpagauum ubpu-
HoreHa/dpwbpuHa, TAT - TPOMOUH-aHTUTPOMOUHOBbLIN KOMII-
nekc, MAM - komnnekc nnasmuH-aHTunnasmuH, ®OrA - ¢ub-
puHonenTug A, P®MK - pactBopumMble pmbprH-MOHOMEPHbIE
Komnnekcol, F1 + 2 - doparmeHTbl NpoTpoMbuHa, PF4 - dak-
Top 4 TpoMbBouymToB, P-TG - (3-TpomBornobynuH

Ta6bnuua 65
Jlabopamopuvie nokazamenu, Xxapaxmepusyiouue coCmosHue 2Uneproazyiayuu
u ¢aszvl J[BC-cunopoma
Koinuecrso
rpombomn- | TB | AUTB | PP | A7 | TAT | pomK | TAP/D- | PaxTopn
. HOTeH AMMEPBI | TIA3MBbI

®asa runepKoaryJIsIHN H H H H/T l i) H/T H/T H
®daza norpebietns Wl Van | Van Wi 77 T T L
e ToncunoRi W [ Vawe [V | WL [T WV TTIT [T | 177 1

yI[J'I - YAJIMHCHUEC TECTA, yI[J'I/OO - YAJIMHCHHUC / TecT HE OIIPEACIIACTCA B TCUCHUE BPEMECHN U3MCPCHUA.



OpnHako BcE 3T TECTBI MOT'YT MPOSIBIISATHCS HE
TOJBKO B CTaauM rumnepkoaryasuuu npu JIBC-cun-
JpoMe, HO U Tpu TpoMOO0Opa30BaHUH, MPU MACCHB-
HOM TpombonuTHyeckoi Tepanuu. Hanpumep, npu
HECTaOMJIBHOM CTEHOKAapAMU U OCTPOM HH(APKTE
MHOKap/ia HECKOJIBKO MApKEpPOB aKTUBALMM I'eMOC-
Ta3a, KaK MMPaBUJIO, JTAIOT MOJIOKHUTEIbHYIO HH(POP-
Maruio. I1o Tecthl Ha pudpunonentua A (PITA),
koMIuiekc TpoMOuH-anTuTpoMOUH (TAT), mpomyk-
ThI Mapakoarysimu, D-aumepst. [Ipu BpoxkaeHHOM

Knunnueckuii npumep 17

bonbhast 59 ner. OcTpblif MPOMHENOIUTAPHBIN
netikos. JIBC (?).

B ob6nactu BepXHMX, HUKHUX KOHEYHOCTEH re-
MaTOMBI.

Koazynonoeuueckoe obcnedosarnue: Hb 118 /7,
TpOMOOITHI - equHuuHble, AUTB 65 ¢ (Hopma 35-
45 ¢), I 49%, TB >60 ¢, ¢pubpunoren 0,7 /1,
JU3KC SYTI00YIMHOBOM (pakiuu 75 MuH (HopMa

HuaeHocmuka [BC-cuHdpoma

Juaenocmuxa ocmpozco J{BC-cundpoma HaumHa-
€Tcs C OLEHKU KIMHWYECKOW curyauuu. [Ipu momo-
3pEHHUH Ha BO3MOXKHOCTh pa3Butus octporo JBC
PEKOMEH/TyeTCsl CPOYHO MCCIEA0BATh YUCIO TPOMOO-
IIUTOB M cojiepaHue (UOPUHOTeHa, YTO MO3BOJIUT
n30eXKaTh OMIMOOYHBIX BBIBOJIOB, TaK KaK 4acTo MPH
MATOJIOTUYECKUX COCTOSIHMAX, MPUBOAALIUX K pa3-
ButHio octporo JIBC, ypoBeHb TpOMOOIMTOB U (pri0-
pPHHOTEHA MOYKET ObITh MOBBIIIEH. B 3THX ciydasx
CHIDKEHHE YMClia TPOMOOIIMTOB U YpOBHS (hubpu-
HOTEHA JI0 HOPMAJIbHBIX BEJIMYUH SIBJISIETCSI CEPb-
€3HbIM OCHOBAHHUEM 15 TIo/103peHus Ha Havyasio J(BC.
B sToM cnyuae panmoHanabHO, KpoMe Yrciia TpoMOo-
[UTOB U KOHIIEHTpaIK (GHUOPHHOTEHa, TIPOBECTU 00-
e cKpuHUHroBble Tectol - [1B, AYTB u TB, a tax-
’K€ HCCIIEIOBaTh aKTUBHOCTh €CTECTBEHHBIX aHTHUKO-
aryJsHTOB, MPEXJe BCEro aHTUTpoMOuHa. OqHAKO
MIPY TPAKTOBKE OOIIMX CKPUHHHTOBBIX TECTOB Clie-
JlyeT TIOMHUTh, 4To Ha nokaszatenu [1B u AUTB B
3HAYUTENFHOU cTereHu Biuser TpomOuH. [locme-
HUI B U30BITKE UMEETCS B ILTa3Me OOJILHBIX C OCT-
peiM JIBC 1 MoKeT cTaTh NpUYMHON HOPMaJIBHBIX
pEe3yabTaToOB Jake Ha (POHE 3HAYUTENHHOTO CHIDKE-
HUS TIpOKOarysistHToB. [loaTtomy i moaTBepKIaeHHs
JurarHo3a JIBC pekomeHayeTcst pOBECTH CEHAb-
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TpoMOopuMK u3-3a nedurnmra nporerHa C wimm S
PUMEPHO y /4 MAIMEHTOB BBIABIISIOT YBETHUCHHE
TAT wmm n1pyrux MapkepoB aKTHBALMM eéMOCTa3a
naxe 0e3 Kakux-1M00 MPU3HAKOB OCTPBIX TPOMOO-
30B. B TO ke Bpemst 4yacTo npH HaJIMYMKU TPOMOOB HE
OTIPEIETSIFOTCS. MapKepbl TpoMOooOpazoBanusi. [1o-
3TOMY Ja0OpaTOpHBIE TECTHI, AaK€ B COBOKYITHOC-
TH, UTPAIOT BCIIOMOTATENbHYIO POJIb B IIOCTAaHOBKE
nuarnosa JIBC-cunapom.

140-240 mun), I[TAD (matexc-tect) 10-40 mr/mi
(Hopma - oTp.), arperamust TpomMoOoIUToB ¢ AJID
OTCYTCTBYET.

3axnouenue: Ha GoHe pe3koil runopudbpuHOTe-
HEMHMHU OTMEYAeTCsl 3HAYMTEIbHOE 3aMeUIeHHE Mpo-
TPOMOHHA3000pa30BaHMs 10 BHEIIHEMY W BHYTPEH-
HeMy TyTsM. AKTUBaIWs GUOPUHOIM3A. ATperaius
Ha (OHE BBIPAXKEHHON TPOMOOIIUTONIEHUH OTCYT-
CTBYET.

HbIE TECTHI Ha MOBBILIEHHOE 00pa30BaHHE TPOMOU-
Ha U IJIa3MHHA.

Huaenocmuxa xponuueckozo /[BC-cunopoma
TpeOyeT TIIATeIbHOW OLEHKU KIMHUYECKUX U J1a0o-
patopHbIX naHHbIX. J[1s1 xponnyeckoro J[BC-cunn-
poMa XapaKTepHO IMOBBIIEHUE MAPKEPOB TPOMOU-
HeMuH, B ToM uncie D-mumepos.

OCHOBHBIE TECTBI, YKa3bIBAIOILME HA AaKTUBALIMIO
CBEPTBIBAIOLLEH CUCTEMBI, - 3TO TECTBI, BBISBIIICMBIC
MMMYHOXMMHUYECKUMH MeToJaMH. MOHOKIIOHAJIb-
HBIE aHTUTEJIA, UCTIOIB3YEMBIE B ATUX TECTax, I03BO-
JSTIOT WAGHTH(UIMPOBATh COCTOSIHUE (PAKTOPOB KaK
«AKTUBHOE» WJIM «HEAKTUBHOE» I KaK «3a0JI0KH-
POBaHHOE MHTUOMTOpAaMU», YTO ObIBAET OYEHb BaXK-
HBIM C TOYKH 3pEeHUsI TMarHocTukr. Merospl ELISA,
UMMYHO(IYOpECLCHIIMH WA TypOUAUMETPUN U He-
(enoMeTpun CyLIECTBEHHO PACLIMPSIOT BO3MOXKHO-
CTH KJIMHHMKO-TUarHOCTUYECKOH 1abopaTopuul B
KOMIUIEKCHOW OLIEHKE U BBIBJIICHUM MEXaHU3MOB aK-
TUBALIUU CHUCTEMBI reMocTas3a. Pyunbie MeToapl na-
TEKC-aIrTJIIOTHHALIMY TaKXKe JO0CTAaTOYHO LIMPOKO
UCIIOJIB3YIOTCSL B TMarHOCTUKE MEXAHW3MOB Hapylle-
HUsI TEMOCTAa3a, HO OHU IOCTENEHHO 3aMEHSIOTCS aB-
TOMAaTU3UPOBAHHBIMM METOJJAMH HMMMYHOXHMHUH.
Bce Gonee akTUBHO B KIIMHUKY BHEIPSAIOTCS IKCII-
pecc-TecThl PUKPOBATHO# tuarHocTrku (D-mume-
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pbl, ¢pudpunonentunsl, TAT), ocHOBaHHbBIC HA MPHH-
nune UMMYyHO auddy3uu.

Omnpenenenue D-nuMepoB nMeeT BBICOKYIO TH-
arHOCTHYECKYI0 YYBCTBUTEIBHOCTh, HO OTHOCHUTEIb-
HO HH3Kyl0 crnenuduynocts nua JIBC-cunnpoma
(Tabxn. 66). Bricokas 4yBCTBUTEIBHOCTD - TIOKA3aTeb
HauOoNbIIeH HaIeKHOCTH, UCIIOIb30BaHUE 3TOrO Te-
cra rapantupyet BoigaBieHue JABC. Huskas cnenu-

¢u4HOCTE 00YCIIOBIIEHA JIOKHOIOIOKUTEIBHBIMH pe-
3yJIbTaTaMu, OOBSCHIETCS 3TO TEM, YTO JAaHHBIN TecT
(aKTU4YECKH BBISBISLET NPOAYKTHI Jerpafgaluu IMo-
nepeyHo-cUToro GudprHa, KOTOPBIA COCTaBIISET OC-
HOBY JIIOOBIX TPOMOOB M HE 3aBUCHUT OT MPUYUHBI UX
oOpazoBanus. [Io3TOMy 3TOT TeCT BBISIBISET JHU3UC
HepacTBopuMoro ¢pubpuHa, a peakTUBHBIH Gubpu-
HOJIM3 - IpakTHYecKu 00s3aTenbHbIl anemeHT IBC.

Tabnuua 66

CpasHumenvHas xapaKkmepucmuka cneyugpuuHocmu u yygcmeumenvHocmu ouasnocmuxu J{BC-cundpoma

Kon4uecTBo M0J0KATENBHBIX pe3yiabTaToR (%)

boasnsie dez IBC

Tecr
boasubie ¢ IBC

D-nuMeps! 93,7
Antutpombun 111 87.5
@ubpHHOIENTHT A 89.5

1® , 83.7
[Tporammneyns(arHeiii TeCT 26
[TpotpoMbuHOBOE Bpems 20
|AYTB 48

20

6
13
40
13

Jlokanu3oeaHHoe eHympucocyrnucmoe ceepmbigaHue Kposu (J/1BC)

JIBC - maTonorn4eckoe COCTOSHUE, CBA3aHHOE C
notpedyeHreM (pakTOpoB CBEPTHIBAHMS KPOBH, ITPOHC-
XOISIMM B CTPOrO aHATOMUYECKU OrPaHHMYEHHOM y4a-
CTKe, KaK IPaBHJIO, B 00JIACTH COCYAMCTHIX aHOMAJIHH.

JlaGopaTtopubie n3menenust npu JIBC xapakre-
pu3yloTcsi TpoMOouuToneHuer, runodudpuHoreHe-
MUEH, MOBBIILIEHHEM KOJIMYECTBA MPOJAYKTOB JAerpa-
nJanuu GuodpunoreHa/¢pudbpuna wim D-gumepos. Co-
CTOSTHUE MOYTH HUKOrJA HE CBA3AHO C OKKJIIO3HEH
MUKPOLHUPKYJIATOPHOTO pyciia U UIIEMHUEH OpraHoB.

OCHOBHBIE MAaTOJIOTUYECKHE COCTOSHHS, KOTO-
pbie mpuBoAAT k JIBC:

1 AmneBpusma aoptel. CHHIPOM NOTpEOICHUS IPU
AHEBPU3ME aOPThl MOXKET OBITh 3HAUYUTEIBHO
BBIPXEH U MPUBOIUTH K Pa3BUTHIO TeMOpparu
YECKUX MPOSIBICHUH.

2. T'emanruomsl. Belpa)keHHOCTbh CUHAPOMA 10
TpeOJIeHUs YacTO 3aBUCHT OT Pa3MEPOB OIMyXO
mu. ['eMopparnueckuii CHHAPOM B 3TUX CITydasix
CBSI3aH HE TOJBKO C KoaryjionaTtuei u TpomMoOo
LHUTONEHHUEH, HO U C TOBBIIIEHHON KPOBOTOYH
BOCTBIO U3 U3MEHEHHBIX COCY/IOB.

3. Ilpu HekOTOpHIX 3a00eBaHUAX TOUYEK, 0COOCH
HO IIPY BOZHUKHOBEHHH PEAKIHH OTTOPKEHUS

AJJIOTEHHOr'0 MOYEYHOr0 TpaHCIJIaHTaTa, BO3HU-
KaeT mpoiecc norpednenus GuOpuHOreHa, npu
KOTOPOM J1abOpaTOPHO HAaXOMST MOBBIIICHHUE
NPOOYKTOB JAerpaganuu ¢pudpuHoreHa/pudbpruna
B MOYE, TOTJla KaK B KPOBH 3TH IOKa3aTelu I0-
BBILICHBI HE3HAYUTENBHO HJIM HOpMaJIbHBIC.

CaxapHbiti duabem

Muxkpo- u makpoanzuonamuu npu caxapHom oua-
beme COMPOBOXKIAIOTCS CYIIECTBEHHBIMH MOBpEXIe-
HUSIMU cocyauctoro suporenust (puc. 149). Ipu xpo-
HUYECKON THIEPIIIMKEMHH TIMKOIMPOTEHHBI COCYIH-
CTOT'0 TJIMKOKAJIHMKCa, TPOMOOIMTOB M IPYrHX Kile-
TOK KPOBHU MOJBEPTAIOTCS HEPEpPMEHTATUBHOMY TJIH-
KHPOBAHUIO, YTO CONPOBOXKIACTCS HAPYIICHHEM HX
(yHKIMOHAIBHBIX CBOHCTB. OUYEBUAHO, C 3TUM CBs-
3aHO HapyIICHWE CHUCTEMHOW COCYAMCTON MPOHHIA-
€MOCTH, MOTepsI aHTHAI€3UBHBIX CBOMCTB COCYAHC-
TOTO HIOTENHS, YCHICHHE TPOMOOOOpa3oBaHu U,
B pe3ynbrare, GOpMUpPOBaHHE MHKPO- U MaKpoOaH-
THONIATHH, CONPOBOXKIAONIeecs Ta0MIIbHOCTBIO BCEH
CUCTEMBI remocrasa. ¥ OOJbHBIX caxapHbIM Auade-
TOM, OCOOCHHO CTpaJAIOIINX PETHHO- U HepomaTu-




SAIMH, JOJDKCH IMTPOBOAUTHCS KOHTPOJIb COCTOSAHUS CO-
CYI[I/ICTO-TpOM6OI_[I/ITapHOI‘ O reMocrasa.

lNoebiweHHOe apmepuaribHoe OaesrieHue u
2eMo0uUHaMu4yecKoe Harips>xeHue cosuza

[NoBbIIICHHOE apTEepHATBHOE JTABICHUE U HaIIpsi-
JKCHUE CIIBHT'a MOTYT OBITh TIPUYMHOM MOBPEKICHUS
COCYIHCTOM CTEHKU W aKTHBHOTO MPHUCTEHOYHOTO
TpomOooOpa3oBanus. TypOyneHTHbIE TTOTOKH Kpo-
BU B MecTax OudypKanuy, ydacTKax OTXOXKICHHUS
OOKOBBIX apTepuii oT aopThl (puc. 150), BrIcTymar0-
[IUX B MPOCBET aTepPOMATO3HBIX OJISIIEK, Hanbosee
YS3BUMBI ISl pa3BUTHUS arepoTpombosa. [Ipu xpo-
HHYECKOM TOBBIIICHUM CUCTEMHOTO JABJICHUS PUCK
MATOJIOTMYECKOTO TPOMOOOOPa30BaHMUs CYIIECTBEH-
HO BO3pacTaer.

Tpombomuyeckasi mpomboyumorneHudeckasi
nypnypa, 2eMoumuKo-ypemMu4eckuli cuHOpom

TpomboTHueckass TpoMOOIUTONICHUYECKAS
nypIypa U TeMOJIUTHKO-YPEMUYECKHI CHHAPOM -
IBa ONM3KUX 3a00JICBaHUS, XapaKTEPU3YFOIHXCS
nrddy3HON OKKITIO3MEH apTepuoN U KaluUBIpoB,
BBI3BIBAIOLICH MIIIEMHUYECKYIO TUC(YHKIIMIO MHOTHX
OpraHoB.

Omuonoaus.

*  [Hwurarokcun-npoayrmpyronme £. coli - HanGo-

Jlee pacrpoCTpaHeHHas IPHYMHA Pa3BUTHSI Te-

Puc. 149. SHpoTenuanbHbIN NOKPOB MYNOYHON BeHbl 60rib-
HOM HEKOMMEHCUPOBaHHbLIM caxapHbIM AgnabeToM. MHoro-
YMCrEeHHble aprMpoduIibHbIE KIETKU CBMAETENbCTBYIOT O Hapy-
LUEHNW LIeMOCTHOCTM U MPOHMLIAEMOCTY 3HOOTENMasribHoOro no-
KpoBa. Ha aHOoTenum 4acto obHapyxuealoTcs aareavpoBaH-
Hble TPOMBOLMTEI U NENKOLMTI
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MOJINTUKO-YPEMHUUECKOTO CHHIPOMA Y MajleHb-

KUX JIETeH, OTHAKO MOXKET CIIY>KUThb MPHYHHON

TPOMOOTHYECKOH TPOMOOIMTOTICHUYECKOH TTyp-

Mypbl ¥ TeMOJMTUKO-YPEMUYECKOTO CHHAPOMA

B JIIOOOM BO3pacTe.

* Jlpyrue undekimu, B yactHoctu S. dysenterie

(tum 1), Shigella.

» JlexapcTBa, 4alle BCEro XMHUH, MUTOMUIIMH C

Y LUKJIOCTIOPUHBI.

*  TpancnnaHrays KOCTHOIO MO3ra.
*  OHKOJIOTHYEecKHe 3a00JIeBaHUs.
*  OcnoxxueHus: OEpeMEHHOCTU U POJIOB, 0COOCH

HO MPEIKIIAMIICHSL.

*  AyTOMMMYHHBIE 3200JICBaHUs.

Ilamozene3 oboux 3abonesanuil. B ocHoBe 000-
uX 3a00JICBaHUIA JISKUT, MO-BUAUMOMY, BBICBOOOXK-
JICHUE CBEPXBBICOKOMOJIEKYIISIpHOro (hakropa Bui-
nebpansia U3 JIeTo BCIEICTBHE MOPaXKEHHs SHI0TE-
auss 1 TpomborutoB. Daktop Bunnebpanaa co
CBEPXBBICOKOM MOJICKYJIIPHOM MAacCCOM CBSI3bIBACTCS
C TPOMOOIIMTaMH, aKTUBHPYET HX, BBI3bIBACT 00pa-
30BaHUE TPOMOOIUTAPHBIX MHUKPOCTYCTKOB U HX
OTJIO)KEHHE B MUKPOLIMPKYJIITOPHOM pYyCIIe C pa3BH-
THEM MIIEMHUHM U OPraHHOW CUMITOMATuKu. Pa3mu-
Yue B MaTOTeHe3e THX JIBYX 3a00JIeBaHHI 3aKIII0ua-
eTcs B TOM, YTO y MAI[HEHTOB C TPOMOOTHYECKOM
TPOMOOIIMTOTIEHMYECKON ITypITypOii CHIDKEHA aKTUB-
HOCTb IUIa3MEHHBIX METaJUIONpPOTeas, peayLHpyro-
mux (akrop BunneGpanza, a y maueHToB ¢ reMo-
JIMTUKO-YPEMHUYECKUM CHHIPOMOM HX aKTHBHOCTH
HOpMasbHas. PazpylieHue spuTpoLUTOB MIPU 3THX

Puc. 150. NMoBpexxaeHne 3HAOTENMANbLHOIro NoKposa B 06-
NlacTM reMoANHaAMUNYECKOro HarnpsKeHUst Y MecTa OTXOX-
AeHns MexpebepHbIX apTepuii OT aopThbl
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COCTOSIHUSIX SBJISICTCSI CIEICTBUEM IMOBPEKAAIOLIETO
BO3JICHCTBHS Ha HUX CHUJ TOKa KpoBu. Ha ywyacTkax
MUKPOLUUPKYISATOPHOTO PyCia, YaCTHYHO OOTYpHUPO-
BaHHBIX MHUKPOTPOMOaMH, MOBBILIAETCS WHTECHCHUB-
HOCTh MEXaHHYECKOTO BO3JCHCTBUA Ha KIETKH KPO-
B, YTO MPUBOJUT K BHYTPUCOCYAUCTOMY T€MOJHU3Y.
B 1abn. 67 maHbl cpaBHUTEIbHBIE XapaKTEPUCTUKH
TPOMOOTHYECKOH TPOMOOLUTONEHUYECKOW MypITyphI
U TEMOJUTUKO-YPEMUYECKOT'0 CHHIIPOMA.

[Tomumo nopaxenus nouek u LIHC, ans namu-
€HTOB C TPOMOOTHYECKOH TPOMOOLHMTONECHUYECKON
MypHypOH U TeMOJUTHUKO-YPEMHUYECKUM CHHAPOMOM
XapaKTepHbl MHKPOAHTMONATHYECKasi TeMOJIUTHYEC-
Kasg aHeMHusi, TPOMOOLUTONEHHUS, HAPYLIEHHS CO CTO-
POHBI KeyJI0YHO-KUIIeYHOro Tpakra (0omnb, auapes,
TOIIHOTA, PBOTA).

Jlabopamopnas xapmuna. ViccnenoBanne Ma3KoB
KPOBHU BBISIBIISIET HapacTaloulyro (parMeHTanuio
IPUTPOLMTOB (B MEPBIC Yachl MPU3HAKOB (pparmMeH-
TallMd MOXKET He ObITh MM OHAa MUHHMMAaJIbHA) U
TpoMmOouuTonenuto. I[Ipu uccnenoBanum Ha remaro-
JIOTHUYECKOM aHaJIN3aTOpe XapaKTepHO yBEIHYEHUE
nokazarenst RDW, ymensmenne MCV u PLT. B 6uo-
XHUMUYECKOM aHaln3€e KPOBU - U3MEHEHUE HETIPSIMO-

To 6I/IJ'II/IPY6I/IH3, IOBBIIICHUEC AKTUBHOCTH JIAKTATIC-
rUAPOreHasbl MponopuuOHaIbHO MHTCHCUBHOCTH TI'C-
MOJIu3a.

lMpuobpemerHble HapyweHuUsI 2emMocmasa,
accoyuupoeaHHble ¢ naparnpomeuHeMusiMu

[IpuoGpereHHbIe HapyLIEHUSI TEMOCTa3a, acco-
LHUUPOBAHHBIE C MapalpOTEMHEMUSIMHU, BO3HUKAIOT
NPU MHOXXECTBEHHON MHEIOME, MaKpOTrjio0yiauHe-
Muu BanpneHctpema, XpOHHYECKOM JTUM(OIEHKO-
3€, 3JI0KaYeCTBEHHOW NUMQpOME, MOHOKIOHAIBHBIX
raMManarTHsx, aMHJIONA03€e, PeXe MPU HEKOTOPBIX
IpYrux 3a00JeBaHUIX.

[TaTorenes sTux HapyleHUi cienyromui. Beipa-
0aTpIBaeMbIC OMyXOJISIMH MOHOKJIOHAJIbHBIE UMMYHO-
rJI00yIMHBI CBSA3BIBAIOTCSL C TPOMOOIIMTAMHU M OenKa-
Mu. OUKCUpOBaHHBIC HA TPOMOOLMTAX AHTUTENA TPH-
BOIAT K TPOMOOLUTONEHUH, HAPYILIEHUIO (PYHKIIUU
TPOMOOLIMTOB WJIM K MX COYeTaHHUI0. B ToM uncie mo-
JKeT BO3HUKAaTh NPHOOPETEHHbIA cuHApoM Buinebpan-
na. KnuHn4eckn 3T HapylmeHns MOTYT MPOSBIATHCS
MOBBIIIEHHON KPOBOTOYMBOCTBIO IO MUKPOLMPKYJIS-
TOPHOMY THILY, 3HAYUTEIbHBIM YAJTHHEHHEM TPOMOU-

Tabnuua 67

CpasnumensHas Xapaxmepucmuxka mpomoomuieckon mpomooyumonenuieckou nypnypbi
U 2eMOUMUKO-YPEMUYECKO20 CUHOPOMA

Xapakre- . = o R
Pcasien IemoanTHKO-YpEMHYECKHH CHHIPOM TpomborTiueckas TpomGolMTONEHHYECKas IypIypa
Teuenue Bospacr 06b1uH0 <3 ner MakcumanbHas 4acTOTa BOSHUKHOBEHUS —
3abosieBa- TPETHE AECHTHIIETHE HHIHH
HUS Yacrora 3abonepaeMocTH oHHAKOBA Y Mykduun | YacTora 3a601eBaeMOCTH BbILIE CPEAH IKEHIMH
H FKEHIIHH
[IponpomansHeni nepromd: HHbekmm:A, ocobernno | [IpoapoMansHEr mepHoOA: KakHe-THO0 KITHHHYECKHE
TeMopparndecKas Anapes MPOABICHAA MATOXapPaKTePHEI
PennanBel peiko Pemmanesl ObIBAIOT HaCTO
Juaraos Tpuaga: [Menrana:
e OcTpoe NOPAKEHHUE HOYeK e [lopaxenue [[HC
e TpomOonuToneHms e Tpombonmronenns
¢ MukpoaHrHonaTus e MukpoaHruonaTus
ITopaxenue ITHC GbiBaer peako e [lopasxenue nouex
Jluxopanka HexapakTepHa o Jluxopamxka
Dmnonorus | Haubonee gacto — urdexums (E. coli, Shigella B GONBIIMHCTBE C/IyYaeB HeH3BECTHA
gastroenteritis, Preumococcal n ap.) B ocTtansHBIX cnydasx: OepeMeHHOCTE, AYTOHMMYHHEBIE
Cemeittble GOpPMBL W pellHIBLL OBIBAIOT PEAKO 3abosieBaHus, OMYXOMH, JIeKapcTBa
¥V B3pOCALIX — B OC/IEPOIOBOM MEPHOJIE, MOCIE
npuema muromuiyHa C 1 npKIoCIopyuHa A
| TIporzos [ 90% MoJHOro BEI3AOPOBICHMA Oxomno 90% pemuccun
| Pefkue neTanbHbIe HCXO0Ib] Cwmepraoets 9-15%




HOBOI'O BPEMEHH, OJJHAKO FEMOPParniecKUX MposBIIe-
HHUI MOKET U He ObITh. BimsiHMe mapanpoTerHoB Ha
KOAryJIsILIMOHHOE 3BEHO I'€MOCTAa3a Yallle BbIpaXkaeTcs
B HApYIIICHUH MOJTMMEpU3aIn (pUOpHHA, KPOME TOTO,
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onucanbl cirydan nHruouposanust (axropa VI, apy-
rux (h)akTOpOB CBEPTHIBAHHSI KPOBH, OCJIKOB CHCTEMBI
(uOpHUHOIM3a ¥ BOSHUKHOBEHHE JTa00PaTOpHOTO (e-
HOMEHA BOJTYAHOYHOTO AHTHKOATyJISTHTA.

lpuobpemeHHble HapyweHusi eeMocmasa y HO8OPOXOEHHbIX U Oemeli nepeoao rnosy200a Xu3Hu

'emoppazuyeckasi 6051e3Hb HOBOPOXOEHHbIX

I'emopparmdeckas 60e3Hb HOBOPOXKICHHBIX BO3-
HMKaeT BcieacTBue neduimra Butamuna K. OcHoB-
HOE TMPOSIBIICHUE TeMOpparnieckoi OOJIe3HH - TeMop-
parv¥ecKkuii CUHIPOM, TPEUMYIIIECTBEHHO TI0 reMa-
TOMHOMY THITY 32 CYET 3HAYUTEIILHOTO CHUKEHHS BH-
TamuH-K-3aBucuMbIX OelIkoB B 1uiazMe. B TaoOi. 68
MPECTABICHBI KIacCU(DUKAIUSI U XapaKTePUCTHKH
reMopparu4yeckoii 601e3H1 HOBOPOXKICHHBIX.

JlnarHoctuka reMopparuueckon 00Je3HH HO-
BOPOX/ICHHBIX OCHOBaHA Ha HAJIMYHU T'€MOpparu-
YEeCKOT0 CHHIpOMa U JIa0OpaTOPHBIX JaHHBIX O
nepuuute BuTamMuH-K-3aBUCHMBIX (akTOpPOB
cBepThIBaHUA KpoBHU. Juddepenuunanpuas auar-
HOCTHKA T€MOPPAarnuecKuX COCTOSHUN B MEPUO-
JIe¢ HOBOPOXKJICHHOCTH, OCHOBaHHasi Ha CKPUHUH-
TOBBIX JIaDOPATOPHBIX TECTax, MpeJCTaBlieHa B
Tabm. 69.

Tabnuua 68

Xapaxmepucmuxa 2emoppazuieckol 601e3HU HOBOPOHCOEHHbIX

Bospacr i Yacrora (0e3 mpo-
®opma 3a60- XapakrepHas JI0KAIH3ALHS I
JICBAHUSA uatm_na WP reMOppPArH4ecKoro CHHIpoMa PRERE qmﬂamuxu_ FERER
SIBJICHHH muHoM K)
Panmaa dopma | 024 waca [edanoremaroma, Buyrpude-  |[Ipuem matepbio gexapersenssx | Oxomno 5% npu
perHoe KpOBOM3IIMAHIE, KPOBO- |npenaparos (Baphapuua, autu- | OepeMeHHOCTH
H3JISAHAE B TPYIHYIO KJIETKY, B | KOHBYIbCAHTOB, POTHBOTYOEP- | MOBBIINEHHOIO
OPIOLIHYIO [0I0CTE KyJE3HBIX [IPENapaToR) pHCKa
Wnonatuyeckas
Knaccuueckas | 1-7-if aan Koxnaerit remocuanpos, Hoco- | Mamonmatngeckas 0,01-1% B pa3HBIX
dhopma IKAZHH BBIE, KEMYI0THO-KHIIEUHEIC Ipuem MaTephio MPENapaToB BO | MOTTYIIAIHAX
KPOBOTEUYEHHS, TIOCTEOTiepall- | BpeMs OepeMeHHOCTH
OHHBIE H MOCTHHLEKITHOHHEBIE
KPOBOTEYEHHS
[Mozmass popma |2 Hep.—6 mec. | KoskHEIH reMocHHApoM, Hoco- | ManonaTudeckast 5-20 na 100 000
(MHOT/IA 11031~ | BBIE, JKEeMYyA0YHO-KHIIEUHbIE Bropuussie: npu AMapesx, CHH- | HOBOPOKICHHBIX
Hee) KPOBOTEYEHMS, [TOCIEONEpalld- | ApOMax HAPYUIEHHOTO KUINEYHO-
OHHBIE H [TOCTHHBEKIHOHHBIE ro BcacklBaHud, neduiure
KPOBOTCHCHHA 0(.]—aH'I'"H'I'FIlfi'l'[CI"l']-‘IEl1 3.Tp33HH e~
HEBBIBOISNIHX [TYTEH, reraTnTe

Kuaunnunuyeckuii npumep 18

Manpunk 2 mec. [octymun ¢ skanobamu Ha -
TEJIbHBIE KPOBOTEUEHUS U3 TPaBM KOXkH. B aHamHe-
3€! y MaTepy TOKCHKO3 B TEUEHHE BCell OepeMeHHOC-
TH, peOCHOK pOJUICS Ha 4 Helenu paHbIle CPOKa.
[Nocne poskaeHus IOCTaBJIEH UArHO3: BHYTPHYTPOO-
Hoe uH(puIMpoBanue wioaa. OmaHAKo U3 poaIoMa
poIMTENH C peOEHKOM YILIN JOMOM. B Teuenue nep-

BBIX 2 MECSIIEB OTMEYATIOCh HEOOIBIIIOE OTCTABAHNE
B Bece. 3a 2 Hezen /1o noctyruieHus nepesec OP3.
ITonyyan noma nedenue npenaparamu Hasusuh,
Awmbporekcan, Cymamen. I[locne BbI3nopoBieHUS
OBLT B3ST aHATW3 KAMWUIIPHOW KPOBU U3 TAJIBIIA.
KpoBoTeuenre u3 Mecra mpokosia mpoa0DKaAIOCh
Oonee 2 cyTok. ['emMopparndeckux MpOSBICHUN y
POJICTBEHHHUKOB HE OBLIO.



NaTonorua remocTtasa

Tabnuua 69

Jugpdepenyuanvras OuacHocmuka 2emoppasutieckux COCMOosHUL Y HOBOPONCOCHHBIX U
2PYOHbBIX Oemell HA OCHOBAHUU OAHHBIX 1ADOPAMOPHO20 CKPUHUHEA

IIT (¢) | AYTB (¢) SOSALECRe Cocrosnus
TPOMOOLUTOB
o Mmmynuas rpomboiToneHus, TpomM6o3sl, 1edeKTH KPOBETBOPEHNS
H H i e [lorpebienne TpoMOOIHTOR (MH(EKITNHS, HEKPOTHIUPYIONIHIA IHTEPOKOIIAT,
TpoMGO3bl MOYEUHBIX BEH), HMMYHHAs TPOMOOIIHTONEHMS
1 1 H o [emopparndeckas 60Me3Hs HOBOPOKICHHBIX
e [lopaxeHue ne4eHn
H o Bpoxnennsrit aedumr ¢.VII n ¢d.1X
o KpopoTeyeHHs BeAEICTBHE JOKATLHEIX NPHYHH (TpaBMa, AHOMAITHS PA3BUTHS
H H H cocymoR), Hapyiienue GpyHKin tpomdonnTor, Aeduunt ¢.XIII. Bropuanoe
HapyIIeHNe MET0CTHOCTH COCYI0B, HAPUMED NPH IMIOKCHH, AlH103€e, THITE-
POCMOJIAPHOCTH, ¥ HEJIOHOUIEHHAIX HOBOPOMUIEHHBIX 1 JIp.
) i J e JIBC

[Ipu mOCTYIJIGHUU: COCTOSHUE CPEAHEH TsKec-
TH, Ha KOXE€ CIMHUYHBIC TEMOpParnyecKue 3JeMeH-
THI - DKXMMO3bI U neTexuu. M3 MecTa mpokoa KOXH
HE3HAYNUTEIbHOE KPOBOTCUCHHE.

B sTom ciiyuae HeoOX0IUMO MPOBOIUTH AU(-
(dbepeHIMaNbHBIA TUAarHO3 MEXAY TPOMOOIHMTOIE-
HUEH, BPOKJICHHBIM HapylleHueM (YHKIHH TPOM-
OOLIMTOB, reMopparndeckord OOJE3HBKD HOBOPOXK-
JEHHBIX, HEKOTOPBIMU BPOXKIECHHBIMH KOAaryJsora-
tusmu. [IpoBecTn moapoOHOE KOAryinoJoruyeckoe
WCCIIEIOBAHUE B MOMEHT MOCTYIUICHHUSI ObLTO HEBO3-
MOJKHO, BBIIOJHUIN KOAryJIOJOTHYECKUH CKpU-
HUHT.

Pe3ynbpTaThl CKpUHUHTA: BpeMsi KPOBOTCUECHHS
3HAQUUTENBHO YIHHEHO (He ompezensercs), Koaude-
cTBO TpomGomuTos 220 x 10%1, AUTB 80 ¢ (Hopma

LBC-cuHOpom

JABC B mepnox HOBOPOXAEHHOCTH BO3HHKAET
OTHOCHUTENBHO YacTO, IOCKONbKY COJEp)KaHUE WHTH-
o6utopoB cBepThiBaHus KpoBH (mporenHoB C u S)
HUKe, 4yeM B Oonee crapuieM Bospacte. JlabopaTtop-
HbIC MapKephl aKTUBAIINHA CBEPTHIBAHUS KPOBU IOBHI-
LIaroTCs TaK ke, Kak U B 0ojiee cTapiieM BO3pacTe.

TpombouyumoneHuu

TpancumMmyHHast TPOMOOLIUTONIEHUYECKasT MypITy-
pa y AeTel mepBOro Moyroaus )KU3HU SIBIIAETCS CIel-

1o 43 ¢), mporpom6uHOBOE Bpems 6omnee 60 ¢ (Hop-
ma 10-14 ¢), pubpunoresn 1,8 r/m.

VYuuteiBas pe3ynbTaThl CKPUHHMHIA, HEOOXOIUMO
MPOBOAUTH AU((EpEHIHATBHBINA ANArHO3 MEXIY TeMop-
parndeckoil 0OJIE3HBI0 HOBOPOXKICHHBIX, H30JIMPOBAH-
HbIM JepunuToM ¢dakropoB X unu |l, BpoxaeHHBIM
3a00JIeBaHNEM T1€YEHH C HAPYILIEHNEM CHHTE3a OEJIKOB.

Jnst yrouHeHust iuarnosa ObUTO MPOBEECHO Hcce-
noBanue aktuBHocTu (aktopos VI -120%, X -15%,
V - 80%, VII - 6%, X - 8%, Il - 25%. Otu pe3ynbraThl
MO3BOJIMJIM MOATBEPAUTH JMArHO3. reMopparuveckas
OoJe3Hb HOBOPOXKICHHBIX. [IpoBeeHo jeueHne KOHIIeH-
TPaTOM MPOTPOMOMHOBOIO KOMILJIEKca, BUTaMUHOM K.
KpoBoreuenne Obuto octanosieHo. [lompobHoe koary-
JIOJIOTMYECKOE MCCIICOBaHUE, TPOBEICHHOE Yepe3 3 IHS,
M0Ka3aJI0 HOpMaJIbHbIE PE3yIbTAThI BCEX TECTOB.

CTBHEM YPECIUIALEHTAPHOTO MPOHUKHOBEHHSI aHTUTEN
K TPOMOOIIMUTAM U3 MaTEpUHCKON KPOBU. DTO COCTOS-
HHE, KaK IPaBUJIO, HE BBI3BIBACT TSDKEIBIX T€MOpPPAru-
YECKUX MPOSBIECHUN U PEIKO HYKIAETCS B KOPPEKLIUH.
TpoMOouuToneHus: NPOXOAUT 10 6-MECIYHOro BO3pa-
cTa. /InarHocTHKa aHaJIOTMYHA ONKCAaHHOM B pasfele,
MOCBSIILIEHHOM TPOMOOLIUTOTICHUSIM.

Tpomb03bi y HOBOPOXOEHHbIX Oemel

PacnipocTpaHeHHOCTH B TIEPBOM ITONYTONUU KH3-
HU TPOMOOTHYECKUX BMHU30J0B OIEHUBAETCS KakK
5,1:100 000 HOBOpOXKIEHHBIX, a TIOCIE 6 MecsIIeB cpe-



HSISl 9acTOTa BCTPEYAEMOCTH TPOMOOTHUYECKHUX 3IH30-
noB y pereit koneonercst or 0,7 10 1,9 na 100 000 B rox.
JlutepaTypHble TaHHbIE HE TO3BOJSIOT CAENATH OJHO-
3HAYHBIX BHIBOJOB O COOTHOILICHUU apTEPUATBbHBIX U
BEHO3HBIX TPOMOO30B y IeTed, OJHAKO MOCIEAHHE
BCTpeYaloTcs MpUMEPHO B 2 pa3a uvaie. [Ipuunna oT-
HOCUTEIHHO OOMNBINCH 4acTOTHI TPOMOO30B y neTei
MEPBBIX MECALIEB KU3HU KPOETCs, MO-BUAUMOMY, B HU3-
KOM COOTHOILICHUHM aKTHBHOCTH MpoTenHoB C 1 S K aK-
tuBHOCTH (akropoB V u VIII. Oxnako TpomMO0361 y
JeTell IOYTH BCeria CBsI3aHbl C KOMIUJIEKCHBIM Hapy-
HIeHHeM remocrasa. VCKroueHne cOCTaBisIoT Ciiydan
TEHETUYECKH OOYCIIOBICHHOTO 3HAYUTEIBLHOTO CHIKE-
HHSI AKTHBHOCTH €CTECTBEHHBIX WHTHOUTOPOB CBEPTHI-
BaHUs KpoBH - mpoTenuHoB C, S, antutpomobuna I11.

Haubonee snauumovie gaxmopovt namonozuyiecKo-
20 mMpomoO0oOpazoeanus y oemeil nepeozo NoOJy2o0us
HCUSHU

Hacneocmeennuvie paxmopwr pucka mpomboobpa-
308aHus y demell.
*  Jepumut antuTpoMOuHa I11.
*  Jedumut nporenna C.

NaTonorna remocTtasa

*  Jlebuuut nporenna S.

Ilpuobpemenunvie paxmopul pucka:

» Karerepusanus BeH, 0COOEHHO AJUTEIBHOE Ha

XOXJICHHE KaTeTepa B BEHE.

* [loBblmieHHE BA3KOCTH KPOBH (IIOJUIIUTEMHUS,
noTepst )KUJIKOCTH).

*  Hudexuun.

*  BpoxaeHHBbIE TOPOKU Pa3BUTHS CEpALAa U COCY

JI0B.

* 3aloneBaHUs NEUYCHHU.

Jmarsoctuka u KOHTPOJIb TE€panuud TPOMOOTH-
YeCKUX COCTOSHHUH y JeTeil aHaJOTUYHBI TaAKOBBIM Y
B3POCIJIBIX C Y4E€TOM BO3PACTHBIX HOPM aKTHBHOCTH
KOMIIOHEHTOB I'€MOCTa3a, BO3MOXXHOCTeH j1abopaTo-
pUM U cocTOAHUS manueHTta. Hambonbmas Tpya-
HOCTH 3aKJII0YAETCS B OIPAHUYEHHOM KOJIMYECTBE
MaTepuaia Uil aHalii3a, TaK KaK y HOBOPOXKACHHBIX
W HEJOHOILICHHBIX JETeH HeNb3s 3a0paThb MHOTO KPO-
Bu. IloaTOMY Bpau noimkeH BbIOMpaTh Haubosiee UH-
(opMaTHBHBIC TECTHI, HCXOAS U3 KIMHUYECKOU CH-
Tyanuu.



MpunoxeHue

NPUNOXXEHUE

Tabnuua 1

Tecmui KoaczylAYUuORH020 CKpURUHR2A, AKmMueHocnbv d)akmopoe ceepnuledrUsdl Kposu y n]lOdOGpr’]Zu’-lHOZO
CpOKa cecmayuu, 300p06blx OOHOULEHHBIX HOGOpOZ)fC()eHHblx U 63pocCiblx

[1oas! (HegeaH recTalium)

Hosopoxiennbie B3pocibie
AR AN (n = 60) = 40)
19-23(n=20) 24-29(n=22) 30-38(n=22) N i
IIporpombHHOBOE Bpems (c) 32.5 (19-45) 32.2 (19-44)! 22.6 (16-30)! 16.7(12.0-23.5% 13.5(11.4-14.0)
Tporpom6rHoBoe Bpema (MHO) 6.4 (1.7-11.1) 6.2 (2.1-10.6)! 3.0 (1.5-5.0)% 1.7 (0.9-2.7)* 1.1 (0.8-1.2)
AUTB (c) 168.8 (83-250) 154.0 (87-210)! 104.8 (76-128)! 44.3 (35-52)* 33.0(25-39)
TpomburoROE Bpems (c) 34.2 (24-44)* 26.2 (24-28) 21.4(17.0-23.3) 204 (15.2-25.0)! 14.0 (12-16)

0.85 (0.57-1.50)
1.08 (0.75-1.50)

Dudpunoren (no Knayccey) (r/mx)
DOubpunored (anTuren) (/1)

Qaxrop Il (axTHBHOCTE, Y0) 16.9 (10-24)
®@axrop VII (axrusHOCTE, %) 274 (17-37)
@axkrop IX (axTHBHOCTB, %) 10.1 (6-14)
Daxkrop X (akTHBHOCTE, %) 20.5 (14-29)
@axrop V (aKTHBHOCTE, %) 32.1 (21-44)
@axrop VIII (akTuBHOCTE, %0) 34.5 (18-50)
Maxrop X1 (akTHBHOCTS, %0) 13.2 (8-19)
@akrop Xl (akTHBHOCTE, %0) 14.9 (6-25)
pexanmukpens (%) 12.8 (8-19)
BricokoMonexyspHbLi 15.4(10-22)

KuHIHOTEH (%)

1.12 (0.65-1.65)
1.93 (1.56-2.40)
19.9 (11-30y*
33.8 (18-48)*
9.9 (5-15)
249 (16-35)
36.8 (25-50)
35.5 (20-52)
12.1 (6-22)
22.7 (640)
15.4 (8-26)
19.3 (10-26)

1.35 (1.25-1.65)
1.94 (1.30-2.40)
27.9 (15-50)!
45.9 (31-62)
12.3 (5-24)!
28.0 (16-36)!
48.9 (23-70)!
50,1 (27-78)!
14.8 (6-26)!
25.8 (11-50)!
18.1 (8-28)!
23.6 (12-34)!

1.68 (0.95-2.45)!
2.65 (1.68-3.60)!
43.5 (27-64)!
52.5 (28-78)!
31.8 (15-50)!
39.6 (21-65)!
89.9 (50-140)
94.3 (38-150)
37.2 (13-62)!
69.8 (25-105)!
35.4 (21-53)!
38.9 (28-53)!

3.0 (1.78-4.50)
3.5 (2.50-5.20)
98.7 (70-125)
101.3 (68-130)
104.8 (T0-142)
99.2 (75-125)
99.8 (65-140)
101.8 (55-170)
100.2 (70-135)
101.4 (65-144)
99.8 (65-135)
98.8 (68-135)

BHe cko0oK 1aHbI cpeHue mokasateny. B ckoOkax - MUHIMAITbHBIC M MAKCUMAJIbHBIE pe3ynbTaThl 95% obcnenoBan-
HBIX; IT - 9UCII0 00cenoBaubIX; * - p < 0.05, ! - p < 0.01 mo oTHOIIEHHIO K HOpMaM B3pocibix Josei (Reverdiau-
Moalic P, Delahousse B, Body G, et al. Evolution of blood coagulation activators and inhibitors in the healthy human
fetus. Blood 1996; 88: 900-906).

Tabnuua 2
Yposenv uncubumopos ceepmuiéarnus Kposu y nio008, 0OHOUEHHBIX HOBOPONCOCHHBIX U 83POCIbIX

5 " [Maoas! (Heae aw recTammm) HoBopoaienHbie Bspocmie
: 19-23(n=20) 24-29(n=22)  30-38(n=22) (n=60) (n=40)
ATII (%) 20.2 (12-31)* 30.0 (20-39) 37.1 (24-55) 59.4 (42-80) 99.8 (65-130)
Kodaxrop renapuna 11 (%) 10.3 (6-16) 12.9 (5.5-20) 21.1(11-33) 52.1 (19-99) 101.4 (70-128)

Huruburop nyTH TKaHEBOro 21.0(16.0-29.2) 20.6(13.4-33.2) 20.7 (10.4-31.5) 38.1 (22.7-55.8) 73.0 (50.9-90.1)

thaxropa (%)

Anturen nporeuna C (%) 9.5 (6-14) 12.1 (8-16) 15.9 (8-30) 32.5(21-47) 100.8 (68-125)
Axtuerocts npotenta C (%) 9.6 (7-13) 10.4 (8-13) 14.1 (8-18)* 28.2 (14-42) 98.8 (68-125)
OGuuii mpotenn S (%) 15.1 (11-21) 17.4 (14-25) 21.0 (15-30) 38.5 (22-55) 99.6 (72-118)
Csoboansiii mpotens S (%) 21.7 (13-32) 27.9 (19-40) 27.0 (18-40) 49.3 (33-67) 98.7 (72-128)

CrobGoansiii npotens S / obmmii  0.82 (0.75-0.92) 0.83 (0.76-0.95) 0.79 (0.70-0.89)  0.64 (0.59-0.98) 0.41 (0.38-0.43)
NpoTeHH S

C4-cpaspiBaroniuii npotent (%) 1.8 (0-6) 6.1 (0-12.5) 9.3 (5-14) 18.6 (3—40) 100.3 (70-124)
BHe cko0oKk 1aHbI cpeHue noka3atend. B ckoOkax - MHHIMAITbHBIC I MAKCUMATBHBIE pe3ynnbTathl 95% oOciemnoBan-
HBIX; T - 9HCI0 00cmenoBanubiX; * - p < 0.05 mo oTHOIIEHUIO K HOpMaM B3pocisix Jirozeii (Reverdiau-Moalic P,
Delahousse B, Body G, et al. Evolution of blood coagulation activators and inhibitors in the healthy human fetus.
Blood 1996; 88: 900-906).




poouswiuxcs Ha 30~36-1 Hedensix cecmayuu 6 meuerue nepgvlx 6 mecsayes JHcusHU

Koaryasuunonnbie

[Mpunoxexne

Tabrmua 3

Peghepernmmuuie unmepsanvt pe3yrbmamos K0acynoa02uyeckux mecmos y 300p06blx HeOOHOUIeHHbIX Oemel,

R 1-it nenn 5-if nens 30-ii nenn 9-ii nenn 180-ii nenn Bipocabie
IMpoTpombun (c) 13.0(10.6-16.2)* 125(10.0-15.3)* 118 (10.0-13.6)* 123 (10.0-14.6) 12.5(10.0-15.0)* 12.4(10.8-13.9)
MHO 1.0(0.61-1.70) 091 (0.53-1.48) 0.79(0.53-1.11) 0.88(053-1.32) 091(053-1.48) 0.89(0.64-1.17)
AYTB (c) 536(27.5-794) 505(269-74.1) 44.7(269-62.5) 39.5(28.3-50.7) 37.5(27.2-533) 33.5(26.640.3)
TpomOunosoe Bpems (¢) 24.8(19.2-304) 24.1(18.8-29.4)* 244 (18.8-299) 25.1(19.4-30.8) 25.2(18.9-31.5) 25.0(19.7-30.3)
Dubpunores (/i) 243(1.50-3.73)* 2.80(1.60-4.18)* 2.54(1.504.14) 246(1.50-3.52) 2.28(1.50-3.60) 2.78(1.56-4.00)
Dakrop 1 (ME/ur) 0.45(0.20-0.77) 057 (0.29-0.85) 057 (036-095) 0.68(0.30-1.06) 0.87(051-1.23) 1.08(0.70-1.46)
@akrop V (ME/wn) 0.88 (0.41-1.44)* 1.00(0.46-1.54)* 1.02(048-1.56)* 0.99(0.59-1.39) 1.02(0.58-1.46)* 1.06(0.62-1.50)
®axrop VI (ME/Mn) 0.67 (0.21-1.13) 0.84 (0.30-1.38) 0.83(0.21-1.45) 0.87(031-1.43) 099(047-1.51)* 1.05(0.67-1.43)
®axrop VIIT (ME/vn) 1.11 (0.50-2.13) 1.15(0.53-2.05* 1.11(0.50-1.99) 1.06(0.58-1.88)* 0.99 (0.50-1.87)* 0.99(0.50-1.49)
@axrop Bunnebpanaa 1.36 (0.78-2.10) 1.33(0.72-2.19) 1.36(0.66-2.16) 1.12(0.75-1.84)* 098 (0.54-1.58)* 0.92(0.50-1.58)
(ME/mu)
®akrop IX (ME/Mn) 0.35(0.19-0.65) 042(0.14-0.74* 044(0.13-0.80) 059(025-093) 081 (050-1.20) 1.09(0.55-1.63)
®aktop X (ME/mn) 041 (0.11-0.71) 0.51(0.19-0.83) 0.56(0.20-0.92) 0.67 (0.35-0.99) 0.77(0.35-1.19) 1.06 (0.70-1.52)
Dakrop X1 (ME/mn) 0.30 (0.08-0.52) 0.41(0.13-0.69* 043 (0.15-0.71) 059(0.25-093)* 0.78 (0.46-1.10) 097 (0.67-1.27)
@axrop XII (ME/Mn) 0.38 (0.10-0.66) 0.39 (0.09-0.69)* 043 (0.11-0.75) 061 (0.15-1.07) 0.82(0.22-1.42) 1.08(0.52-1.64)
[Npexanmukpenn 0.33 (0.09-0.57) 045(0.25-0.75) 0.59(0.31-0.87) 0.79(0.37-1.21) 078 (0.40-1.16) 1.12(0.62-1.62)
(ME/mm)

Bricokomonexynapasiii (.49 (0.09-0.89) 0.62(0.24-1.00) 0.64 (0.16-1.12)* 0.78 (0.32-1.24) 0.83(041-1.25)* 0.92(0.50-1.36)
kuauHoreH (ME/mm)

®axrop XIlla MEMm)  0.70(0.32-1.08) 101 (0.57-1.45* 099 (0.51-1.47)* 1.13(0.71-1.55)* 1.13 (0.65-1.61)* 1.05(0.55-1.55)
®akrop XIIIb (MEMmn) 081 (0.35-1.27) 1.10(0.68-1.58)* 1.07 (0.57-1.57)* 1.21 (0.75-1.67) 1.15(0.67-1.63) 097 (0.57-1.37)

AKTHBHOCTh BceX (DaKTOpOB, 3a WCKIIOUCHHWEM (PUOpPHHOreHa, BBIpaKEHA B MEXKIYHAPOJHBIX CIMHUIAX HAa MIULTHIUTP
(ME/Mi1) ipy yCJIOBHH, YTO HOpMaJIbHasi KOHTPOJIbHAS IIa3Ma COIEP)KUT aKTHBHOCTh (haktopoB 1 ME/Mit. BHe cKOGOK JaHbI
CpeIHUe TOKa3aTeNt, B CKOOKAaX - MHHIUMAITLHBIC M MAKCUMAJIbHBIE pe3yabTaThl 95% obcnenoBaHHbIX. J[i1s Bcex mokasateneit y
nereir uccnenoBasoch ot 40 10 96 o0pa3moB IwIa3Mbl; * - MHTEpPBAIbl Y HOBOPOXKICHHBIX, JIOCTOBEPHO HE OTIMYUMEIC OT
unTepBaioB B3pocibx (Andrew M, Paes B, Milner R, et al. Development of the human coagulation system in the healthy
premature infant. Blood 1988; 72: 1651-1657).



MpunoxeHue

Tabrnvua 4

Pegpepenmuvie unmepsanvt pe3yiomamog Koa2yio102uiecKux mecmog y 300P08blX OOHOULEHHbIX
HOBOPOJICOEHHBIX 68 nepsble b Mecayes JHcusHU

Tectni 1-if nenn 5-ii nenn 30-ii nenn 90-ii nenn 180-ii nenn Bapocasie
[TporpombutoBOE 13.0 (10.1-159)* 124 (10.0-153)* 118 (10.0-14.3)*% 11.9(10.0-14.2)* 123 (10.7-13.9)% 124(10.8-13.9)
Bpems (c) "
MHO 1.00(0.53-1.62) 0.89(0.53-1.48) 0.79(0.53-1.26) 081 (0.53-1.26) 0.88(0.61-1.17) 0.89 (0.64-1.17)
AYTB (c) 429(31.3-54.5) 426(254-59.8) 404(32.0-55.2) 37.1(29.0-50.1)* 35.5(28.1-42.9) 33.5(26.6-40.3)*
Tpombunosoe 235(19.0-28.3)* 23.1(18.0-29.2) 24.3(194-292)* 25.1(205-29.7)* 25.5(19.8-31.2) 25.0(19.7-30.3)*
Bpems (c)

Oubpunoren (r/m)

®axrop 1 (ME/mn)
®aktop V (ME/mn)
®axrop VII (ME/mn)
®axtop VIII (ME/min)
®aktop Bunnedpan-

aa (ME/mn)

®aktop IX (ME/Mmn)

2.83 (1.67-3.99)*
0.48 (0.26-0.70)
0.72 (0.34-1.08)
0.66 (0.28-1.04)
1.00 (0.50-1.78)*
1.53 (0.50-2.87)

0.53 (0.15-0.91)

3.12 (1.62-4.62)*
0.63 (0.33-0.93)
0.95 (0.45-1.45)
0.89 (0.35-1.43)
(.88 (0.50-1.54)%

1.40 (0.50-2.54)

0.53 (0.15-0.91)

2.70(1.62-3.78)*
0.68 (0.34-1.02)
0.98 (0.62-1.34)
0.90 (0.42-1.38)
091 (0.50-1.57)*
1.28 (0.50-2.46)

0.51 (0.21-0.81)

243 (1.50-3.79)*
0.75 (0.45-1.05)
0.90 (0.48-1.32)
091 (0.39-1.43)
0.79 (0.50-1.25)*
1.18 (0.50-2.06)

0.67 (0.21-1.13)

2.51 (1.50-3.87)
0.88 (0.60-1.16)
0.91 (0.55-1.27)
0.87 (0.47-1.27)
0.73 (0.50-1.09)
1.07 (0.50-1.97)

0.86 (0.36-1.36)

2.78 (1.56-4.00)*
1.08 (0.70-1.46)
1.06 (0.62-1.50)
1.05 (0.67-1.43)
0.99 (0.50-1.49)
0.92 (0.50-1.58)

1.09 (0.55-1.63)

®akrop X (ME/mm) 0.40(0.12-0.68) 0.49(0.19-0.79) 059 (0.31-087) 0.71(035-1.07) 0.78(0.38-1.18) 1.06 (0.70-1.52)
®akrop XI (ME/™ma) 038 (0.10-0.66) 0.55(0.23-0.87) 053 (0.27-0.79) 0.69 (041-097) 0.86(0.49-1.34) 097 (0.67-1.27)
®akrtop XII (ME/Mn) 053 (0.13-093) 047 (0.11-0.83) 049 (0.17-0.81) 0.67 (0.25-1.09) 0.77 (0.39-1.15)  1.08 (0.52-1.64)
[pekauInKpeHH 0.37 (0.18-0.69) 048 (0.20-0.76) 0.57(0.23-091) 0.73(041-1.05) 086(0.56-1.16) 1.12(0.62-1.62)
(ME/mm)

Buicokomonekynap-  0.54(0.06-1.02) 0.74(0.16-1.32) 0.77(0.33-1.21) 0.82(0.30-1.46)* 0.82(0.36-1.28)* 092 (0.50-1.36)
HBIH KWHHHOTEH

(ME/wm)

@axrop XlIlla 0.79(0.27-131) 094 (0.44-1.44)* 093(0.39-147)* 1.04(036-1.72)* 1.04(046-1.62)* 1.05(0.55-1.55)
(ME/mn)

®axrop XIITb 0.76 (0.30-1.22) 1.06(0.32-1.80) 1.11(0.39-1.73)* 1.16 (0.48-1.84)* 1.10(0.50-1.70)* 0.97 (0.57-1.37)
(ME/mn)

AKTHBHOCTB BceX (haKTOpOB, 3a MCKIFOYeHHEM (pUOpHHOreHa, BHIpaKeHa B MEKIYHAPOIHBIX CMHUIAX HA MHJLIU-
mutp (ME/Mit) ipu ycioBuH, 94T0 HOpMaJIbHAsi KOHTPOJBHASI TIJIa3Ma COAEPKUT aKTHBHOCTH (aktopoB 1 ME/mit. Bue
CKOOOK JTaHBI CPETHUE TIOKA3aTelH, B CKOOKaX - MUHHUMAJIbHBIC U MAaKCUMAJTbHBIE pe3yabTaThl 95% 00ceJoBaHHBIX.
Jns Bcex mokaszatenelt y nereit ucenenoBanock ot 40 1o 77 00pa3uoB miia3Mbl; * - HHTEpBabl Y HOBOPOXKICHHBIX,
JIOCTOBEPHO HE OTJIMYMMBIC OT MHTEpBaJIOB B3pocibix (Andrew M, Paes B, Milner R, et al. Development of the human
coagulation system in the full-term infant. Blood 1987; 70: 165-172).



[Mpunoxexne

Tabnuua 5

PegpepeHmHbie uHmMepearsl pe3ynbmamos uccredosaHus UH2aubumopos Koazynauuu y

Oemel

8 meyeHue rnepsbix 6 Mecsues Xu3Hu

Yporens
HHTHOH-
TopoB

1-ii nens

5-it nenn

30-ii nens

90-ii nens

180-ii nenn

Bapocasie

AT
(ME/mn)
0,-Makpo-
ro0yIHH
(ME/mmn)
Cl-acTe-
passl
HHIHOMTOP
(ME/mn)
0,-aHTH-
TPHIICHH
(ME/mu)
Kodaxrop
renapusa I
(ME/mm)
[porenn C
(ME/mn)
[Iporens S
(ME/vn)

0.63 (0.39-0.87)

1.39 (0.95-1.83)

0.72 (0.36-1.08)

0.93 (0.49-1.37)*

0.43 (0.10-0.93)

0.35 (0.17-0.53)

0.36 (0.12-0.60)

ATIII
(ME/ma)
6,-maxpo-
rnobynuH
(ME/su)
Cl-uarnon-
TOp JCTE-
passl
(ME/ma)
6,-aHTH-
TpHNI CHH
(ME/mn)
KodakTop
renapuna [l
(ME/ma)
[Mporenn C
(ME/wun)
[Mporenn S
{(MFE faum

0.38 (0.14-0.62)!

1.10 (0.56-1.82)!

0.65 (0.31-0.99)

0.90 (0.36-1.44)*

0.32 (0.10-0.60)!

0.28 (0.12-0.44)!

0.26 (0.14-0.38)!

Jdoposbie QOHOWEHHBIE HOBOPONCOEHIbIE

0.67 (0.41-0.93)

1.48 (0.98-1.98)

0.90 (0.60-1.20)*

0.89 (0.49-1.29)*

0.48 (0.00-0.96)

0.42 (0.20-0.64)

0.50 (0.22-0.78)

0.78 (0.48-1.08)

1.50 (1.06-1.94)

0.89 (0.47-1.31)

0.62 (0.36-0.88)

0.47 (0.10-0.87)

0.43 (0.21-0.65)

0.63 (0.33-0.93)

0.97 (0.73-1.21)*

1.76 (1.26-2.26)

1.15 (0.71-1.59)

0.72 (0.42-1.02)

0.72 (0.10-1.46)

0.54 (0.28-0.80)

0.86 (0.54-1.18)*

1.04 (0.84-1.24)*

1.91 (1.49-2.33)

1.41 (0.89-1.93)

0.77 (0.47-1.07)

1.20 (0.50-1.90)

0.59 (0.37-0.81)

0.87 (0.55-1.19)*

Jdopoasie nedonowennsie oemu (30-36-1 nederu 2ecmayuu)

0.56 (0.30-0.82)

1.25 (0.71-1.77)

0.83 (0.45-1.21)

0.94 (0.42-1.46)*

0.34 (0.10-0.69)

0.31 (0.11-0.51)

0.37 (0.13-0.61)

0.59 (0.37-0.81)!

1.38 (0.72-2.04)

0.74 (0.40-1.24)!

0.76 (0.38-1.12)!

043 (0.15-0.71)

0.37 (0.15-0.59)!

0.56 (0.22-0.90)

0.83 (0.45-1.21)!

1.80 (1.20-2.66)

1.14 (0.60-1.68)*

0.81 (0.49-1.13)*!

0.61 (0.20-1.11)

0.45 (0.23-0.67)!

0.76 (0.40-1.12)!

0.90 (0.52-1.28)!

2.09 (1.10-3.21)

1.40 (0.96-2.04)

0.82 (0.48-1.16)*

0.89 (0.45-1.40)*!

0.57 (0.31-0.83)

0.82 (0.44-1.20)

1.05 (0.79-1.31)

0.86 (0.52-1.20)

1.01 (0.71-1.31)

0.93 (0.55-1.31)

0.96 (0.66-1.26)

0.96 (0.64-1.28)

0.92 (0.60-1.24)

1.05 (0.79-1.31)

0.86 (0.52-1.20)

1.01 (0.71-1.31)

0.93 (0.55-1.31)

0.96 (0.66-1.26)

0.96 (0.64-1.28)

0.92 (0.60-1.24)

AKTVBHOCTb BCEX (DaKTOpPOB BblpaXKeHa B MeXAyHapOoAHbIX eauHuuax Ha munmnutp (ME/mn) npu
YCrOBWM, YTO B HOPMasibHON KOHTPOSbHOW (MyrnMpOBaHHOW) Niia3mMe akTMBHOCTb (DaKTOpOB CocTaBnseT 1
ME/mn. BHe ckoBOK faHbl cpeaHue nokasatenu, B ckobkax - MMHUMarbHbIE U MakcMasbHble pe3ynbTaThbl
95% ob6cnenoBaHHbIX. [na Bcex nokasatenen y geten uccriegosanock ot 40 oo 75 obpasLoB nnasmebl; * -
YPOBHW, OOCTOBEPHO HE OTMMYaOLIMECH OT TaKOBbIX Y B3POCHbIX; ! - YPOBHW, OTMMYHbIE OT TEX Xe
nokasatenen y goHoweHHbix geten (Andrew M, Paes B, Johnston M. Development of the hemostatic
system in the neonate and young infant. Am J Pediatr Hematol Oncol 1990; 12: 95-104).



[MpunoxeHne

Tabnvmua 6
Pegpepenmuvle yposru pe3yiomamos uccie008anusi KOMROHEHMO8 YUOPUHOIUMULECKOU CUCTEMbl
y Oemell nepgwix 6 mecsayes HCUzHU

IMoxazaresm 1-ii 1ens 5-ii nenn 30-ii nenn 90-ii nenn 180-ii 1enn Bapocasie
Joopoesie doHowenHbIE demu
[TrasmiHOreH 1.95 (1.25-2.65) 2.17(1.41-293) 1.98 (1.26-2.70) 248(1.74-3.22) 3.01(2.21-3.81) 3.36(248-4.24)
(ME/™n)
Tranesoii axkri- 9.6 (5.0-18.9) 5.6 (4.0-10.0)* 4.1 (LO-6.0)* 2.1 (L.O-5.00* 28 (1.0-6.0* 49(14-84)

BATOP TUIAIMHHO-
reHa (Hn/mt)

Ol-aHTHITA3MHH 0.85 (0.55-1.15) 1.00 (0.70-1.30)* 1.00 (0.76-1.24)* 1.08 (0.76-1.40)* 1.11 (0.83-1.39)* 1.02 (0.68-1.36)
(ME/mu)
Nuruburop akrs- 6.4 (2.0-15.1) 2.3(0.0-8.1)* 3.4(0.0-8.8)* 7.2(1.0-15.3) 8.1 (6.0-13.0) 3.6(0.0-11.00

BaTOPA IUIA3MK-
Horexa- |

(ME/wo)

300possie nedonowennbie denu (30-36-1 nedeau 2ecmayuu)
I[nasmunores 1.70(1.12-2.48)! 1.91 (1.21-2.61)! 1.81 (1.09-2.53) 2.38(1.58-3.18) 2.75(1.91-3.59)! 3.36(2.48-1.24)
(ME/mu)

Txanepoii akTi- 848 (3.00-16.70)  3.97(2.00-693y* 4.13(200-7.79y* 331 (2.00-5.07)* 3.48 (2.00-5.85)* 4.96 (1.46-8.46)
BATOP [U1a3MH-

HOTeHa (HI/Mi1)

o-apmamasvun 0.78 (0.40-1.16) 0.81 (0.49-1.13)! 0.89 (0.55—-1.23)! 1.06 (0.64—1.48)* 1.15 (0.77-1.53) 1.02 (0.68-1.36)
(ME/™vm)

Murubirop 5.4 (0.0-12.2)% 25 (0.0-7.1)* 4.3 (0.0-109)* 4.8 (1.0-11.8)*! 4.9(1.0-10.2)% 3.6(00-11.0)
aKTHBaTOpa

TUIa3MHHOTeHa- |

(ME/™m)

EnyHUIBI aKTUBHOCTH TUIa3MUHOTEHA UCUYHCILUIMCH METOAOM, PEKOMEHI0BaHHBIM KoMuTeroM mo TpoMOonHuTHYec-
KM areHTaM. YpoBeHb TKaHEBOIO aKTHBATOPa IJIa3MHUHOI€HA BBIpasKaJiCsl B HAHOTpaMMaX Ha MIJUTHJIUTP. AKTHB-
HOCTh OC,-aHTUILIA3MUHA BBIPAXKAlach B MOKIYHAPOIHBIX eauHHIAaX Ha MILTUTP (ME/MT), Tpu 3HAYCHHUH aKTHB-
HOCTH B KOHTPOJIbHON HOPMAaIbHOH (IyIMpOBaHHOM) 1asme, paBHoM 1 ME/Mi. AKTHBHOCT HHTHOUTOPA aKTHBA-
TOpa TJIa3MUHOreHa-1 HCUNCIUIach B MEXAYHAPOAHBIX €IMHUIAX HA MAUTWIMTP iasmel, rae 1 ME onpenensinacs
kak kommdectBo MAII-1, koropoe narubupyer 1 ME denoBedeckoro omHOIENOYEYHOr0 TKAHEBOIO aKTHBATOPA IJ1a3-
munorena (Andrew M, Paes B, Johnston M. Development of the hemostatic system in the neonate and young infant.
AmJPediatr Hematol Oncol 1990; 12: 95-104).



Mpunoxexne

Tabnuua 7

PechepeHmHble ypo8HU pe3ynbmamos Koazynonoaudeckux mecmoe demeti om 1 do 16

Jsiem

10 Cpa8HeHUK C 83P0OCIIbIMU

1-5 aer

6—10 ner

11-16 aer

Bipociasie

[IporpombiHOBOE Bpems (c)
ITporpomGunoBoe Bpems (MHO)

AYTB (¢)
Oubpunoren (r/n)

Bpems kposoTeuerns (M)
®axrop 11 (ME/m)
MaxropV (ME/wm)

®axrop VII (ME/Mn)
®axrop VI (ME/mn)

vWF (ME/mn)

Dakrop [X (ME/vn)

11(10.6-11.4)

1.0 (0.96-1.04)
30 (24-36)

2.76 (1.704.05)
6(2.5-10)*

0.94 (0.71-1.16)*

1.03 (0.79-1.27)
0.82 (0.55-1.16)
0.90 (0.59-1.42)
0.82 (0.60~1.20)
0.73(0.47-1.04)
0.88 (0.58-1.16)

11.1 (10.1-12.1)
1.01 (0.91=1.11)
31(26-36)
2.79(1.57-4.0)
7 (2.5-13)*
0.88 (0.67-1.07)
0.90 (0.63-1.16)*
0.85 (0.52-1.20)
0.95 (0.58-1.32)
0.95 (0.44-1.44)
0.75 (0.63-).89)*
0.75 (0.55-1.01)*

11.2 (10.2-12.0)
1.02 (0.93-1.10)
32 (26-37)
3.0(1.54-4.48)

5 (3-8)*

0.83 (0.61-1.04)*
0.77 (0.55-0.99)*
0.83 (0.58-1.15)*

0.92 (0.53-1.31)
1.00 (0.46-1.53)

0.82 (0.59-1.22)*
0.79 (0.50-1.17)*

12(11.0-14.0)
1.10(1.0-1.3)
33 (2740)
2,78 (1.56-4.0)
4(1-7)
1.08 (0.70-1.46)
1.06 (0.62-1.50)
1.05 (0.67-1.43)
0.99 (0.50-1.49)
0.92 (0.50-1.58)
1.09 (0.55-1.63)
1.06 (0.70-1.52)

®axrop X (ME/mn)

Dakrop X1 (ME/ma)

®axrop X1 (ME/yun)

IMpexarmikpens (ME/w)
BuicokomonexynapHsiil kaaisored (ME/ o)
Maxrop Xllla (ME/sn)

‘@akrop XIITh (ME/wn)
AKTMBHOCTb BCeX (haKkTOpOB, Kpome hnbpuHoreHa, BblpaxkeHa B MeXAYHapPOAHbIX €ANHMLAX Ha MANIMIIUTP
(ME/mn) npu ycrioBuu, Y4TO B HOPMaribHOW KOHTPOMbHOW (MyNMPOBaHHOM) Nia3Me akTMBHOCTb (DaKTopoB
coctaBnsetr 1 ME/mn. BHe ckoBOK AaHbl cpegHue mMokasatenn, B CKOOKax - MUHUMaribHble |
MakcumarbHble pesynbTatel 95% obcrieqoBaHHbIX. [1ns Bcex nokasartenen y ageten uccnegosanock ot 20
Ao 50 obpasuoB nnasmbl; * - pesdynbTaTtbl, AOCTOBEPHO OTNMYAOLMECA OT aHanOrMyHbIX y B3pOCIbIX
(Andrew M, Paes B, Johnston M. Development of the hemostatic system in the neonate and young
infant. Am J Pediatr Hematol Oncol 1990; 12: 95-104).

0.97 (0.56-1.50)
0.93 (0.64-1.29)
0.95 (0.65-1.30)
0.98 (0.64-1.32)
1.08 (0.72-1.43)
1.13 (0.69-1.56)

0.86(0.52-1.20)
0.92 (0.60-1.40)

0.74 (0.50-0.97)
0.81 (0.34-1.37)*
0.99 (0.66-1.31) 0.99 (0.53-1.45)
0.93 (0.60-1.30) 0.91 (0.63-1.19)
1.09 (0.65-1.51)* 0.99 (0.57-1.40)
1.16 (0.77-1.54)* 1.02 (0.60-1.43)

0.97 (0.67-1.27)
1.08 (0.52-1.64)
1.12 (0.62-1.62)
0.92 (0.50-1.36)
1.05 (0.55-1.55)
0.97 (0.57-1.37)

Tabnwuua 8
PehepeHmHbie yposHU pe3yribmamos uccriedogaHusi uHaubumopos ceepmeigaHuss demeti om 1
0o 16 nem
10 cpagHeHUIo ¢ 83POCIIbIMU

Hurubnropsi 1-5 aer 610 ner 11-16 ner Bipocasie
ATII (MEMn) 1.11(082-139)  1.11(0.90-1.31) 1.05 (0.77-1.32) 1.0 (0.74-1.26)

O-MakporoGymn (ME/w) 1.69 (1.14-2.23)* 1.69 (1.28-2.09)* 1.56 (0.98-2.12)* 0.86 (0.52-1.20)
Cl-uuaruburop screpasel (ME/ M) 1.35 (0.85-1.83)* 1.14 (0.88-1.54) 1.03 (0.68-1.50) 1.0(0.71-1.31)
o -aHTHTprncH (ME/vo) 0.93 (0.39-1.47) 1.00 (0.69-1.30) 1.01 (0.65-1.37) 0.93 (0.55-1.30)

(.88 (0.48-1.28)*
0.66 (0.40-0.92)*

0.86 (0.40-1.32)*
0.69 (0.45-0.93)*

0.91 (0.53-1.29) 1.08 (0.66-1.26)
0.83 (0.55-1.11)* 0.96 (0.64-1.28)

Kodakrop renapusa 11 (ME/ymn)
[Mporenn C (ME/mn)
IIporenn S:

obmmit (ME/vor)
_ coobommi(MEMY) =0 ;
AKTMBHOCTb BCEX (DAKTOPOB, KpoMme (hmBpUHOreHa, BbipaXkeHa B MeXAYHapOAHbIX eAMHMLAX Ha MUNUIUTP
(ME/mn) npu ycrioBuu, 4TO B HOPMarsibHOW KOHTPOMbHOWM (MyNMPOBAHHOW) Mna3me akTMBHOCTb (DakTopoB
cocraenset 1 ME/mn, Kpome nNpoTenHa S, akTUBHOCTb KOTOPOro B cpeaHem coctaensaeT 0.4 ME/mn. BHe
CKODOK AaHbl cpedHue nokasaTtenu, B Ckobkax - MWHUMAarbHble U MakcumarnbHble pe3ynbratbl 95%
obcnenoBaHHbIX. [1Ns BCcex nokasatenen y geten nccnegosanocb ot 20 go 30 obpasuoB nnaswmbl; * -
pe3ynbTaTthbl, JOCTOBEPHO OTNUYalOLMECH OT aHarnorn4yHbIX y B3pochnbix (Andrew M, Vegh P, Johnston M,
et al. Maturation of the hemostatic system during childhood. Blood 1992; 80: 1998-2005).

0.78 (0.41-1.14)
0.42 (0.22-0.62)

0.72(0.52-0.92)
0.38 (0.26-0.55)

0.86 (0.54-1.18)
0.45 (0.21-0.69)

0.81 (0.60-1.13)
0.45(0.27-0.61)




[MpunoxeHue

Tabrmua 9

Peghepenmmuule yposuu pezynomamos ucciedo8anus hGuOPpUHOIUMULECKOU CUCTEMbL 300P08bIX Oemell 8

KoMmoHeHThl cHCTeMbl
pudpunoinia

[Tnasmunoren (ME/»vn)
TxaneBoii aKTHBATOP MAA3MH-
HOreHa (Hr/mm)
O,-anTunnasmun (ME/vn)
Muruburop akrusaTopa nnas-

simrmvararra | (AR el

so3pacme om 1 0o 16 1em no cpasuernuro ¢ 83pocivimu

1-5 ner 6-10 aer 11-16 aer Bapocasie
0.98 (0.78-1.18) 0.92 (0.75-1.08) 0.86 (0.68-1.03)*  0.99(0.77-1.22)
2.15(1.0-4.5* 242 (1.0-5.00% 2,16 (1.0-4.0)* 4.90 (1.40-8.40)
1.05 (0.93-1.17) 0.99 (0.89-1.10) 0.98 (0.78-1.18) 1.02 (0.68-1.36)
5.42(1.0-10.0) 6.79 (2.0-12.0)* 6.07 (2.0-10.0) 3.60 (0-11.0)

EnyHUIBI aKTHBHOCTH IJIa3MHHOI'€Ha MCYHCIISUTICH METOZIOM, PEKOMEHI0BaHHBIM KomuTeTOoM 1Mo TpoMOomuTHYec-
KUM areHTaM. Y poBeHb TKAHEBOTO aKTUBATOpa IJIa3MUHOIEHA BBIPAYKAJICS B HAHOTPaMMax Ha MIIIAINTpP. AKTHUB-
HOCTb 8,-aHTHIUIa3MHHA BBIpaXKAJIach B MEKIYHAPOIHBIX eIMHUNAX Ha MLmTp (ME/MiT), mpu 3HauYeHHH akTHB-
HOCTH B KOHTPOJIBHOH HOpMaIbHOU (My/TMpOBaHHOM) mia3me, paBHOM 1 ME/Mil. AKTHBHOCTH MHTHOMTOpa aKTHBA-
TOpa IUIa3MUHOreHa-1 ucuucsuiack B MEXIyHApOAHBIX €IMHUIAX Ha MIJUTIIMTP Ta3Mmbl, rae 1 ME onpenensnack
kak konmmuectBo MAII-1, kotopoe narnoupyer 1 ME 4enoBeueckoro oaHOIENOYEYHOro TKAHEBOrO aKTUBATOpA T11a3-
munorena (Andrew M, Vegh P, Johnston M, et al. Maturation of the hemostatic system during childhood. Blood 1992;

80: 1998-2005).
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Hneubumop x paxmopy Bunnebparoa
(npuobpemennas bonesno Buinebpanoa,
npuobpemennvlil cunopom Bumebpanoa) ............
Tpuobpemennviii uneubumop k gakmopy V.........
Tpuobpemennvie uneubumopsl K nPOMpPOMOUHY,
daxmopam VI u X ..o,
Tpuobpemennwiii oepuyum eumamuna K .............
Jleuenue aHmuxoazyIaHmMamu HenpsIMo20
Oelicmeust, OMmpagieHue aHmazoHUCIAMU
SUMAMUHA K ..o,
T'enapunono0obnbie AHMUKOASYTIAHIMDL ................
3a00/1C8AHUA NEUCHUL ...
CucmemHbI QUOPUHONIUS..........veeveieinieiiieiieens
T'emoppazuueckue me3eHxumanbHble OUCHAA3UY ...
Hapywenus cmpykmypbl KOazend. ...................
Kposomeuenus, cészanmvie c maccusHou
KPOBONOMEPCIU ...t
Hapywenus cemocmasa, cészannvie

C NAMONIOZUCH FIOYCK .....vvvveiiaeeiaiiiineiaaae e

TpoMOOTHYECKHE 3a00MIEBAHMS ...
TPOMOOYUMIO3 ...
Tpombogpunuu. Obwee npedcmasnenue.................
Tlamozenez mpOMOOPUIUU ............cc..ocevereieiannns

Jlabopamopnvle mecmbl npu mpomoouauy ........

MapKepbl TPOMOOIIUTOPHITHH .......vvverevierereeneneanens

Mymayus gpaxmopa N (. V Jleiioen, Leiden) .....

Hedpuyum npomeuna C .............cocoovviiniieninennn,
Heduyum npomeuna S..............ccccocvevieneninennne
Mymayusa npompomobuna 202104 ............cc.ccceee
Heuyum anmumpomMOUna ..............cccoccveveneenene.,
T UnepeoMOYUCIEUHEMUSA. ..........coocuviieiiiiiae i
TunepunonpomeuHemust (@).......cc.oceeeeenernennnn.
Buicoxas akmusnocmos gpaxmopa V11

U Pakmopa BUNNEOPAHOA ..............c....coeveveninnns
JUCHUOPUHOLEHEMUS. ...
Hpyeue eposrcoennvle anomanuu,
npeopacnonazaiowjue K Namoi02u4ecKomy
TMPOMOOOOPAZOBAHUIO .........crvveiviiiieianieierinee s

CocyaucTo-TpoMOOIIUTAPHBIA TEMOCTA3

NpH JICHCTBUH (HaKTOPOB PHCKA

CEPIEYHO-COCYTUCTBIX 3a00JICBAHUM .......vvnveeneee
TPOMOOAMEPOLEHE3 ...t

CopepxaHve

Kamemepul yeHmpanbHvIx 6€H. ..........c..ccccvenen.
Anmugpocgonunudnwiii cuHopom
U ONUAHOUHBIU AHMUKOASYSIHIN ...
Tpuobpemennvie cocmosiHus,
npeopacnonazarowjie K pazeumuro mpomoo3o8.
AYMOUMMYHHbIE 3A00NCEAHUA ...,
3nokauecmeentble 3a00NCEBAHU ............ocververenns
Heppomuueckutl CUHOPOM ............ccovvviiiriniennne,
Tpuem opanbHbIX KOHMPAYERMUBOB. ...................
HHDEKYUU ...
TUNOPUOPUHONUS ...t
Jleyenue mpomMOO308...........cc..ccvvevieiinienariniennees
Ipsamvle anmukoazynanmol. [enaput...................
Tepanus opanvhvimu (Henpsmvimis)
AHMUKOACYTISIHINAMU ..ot niee s
DUOPUHOTUMUYECKASR MEPANU........veeverieerieeneens
BropuyHble KOMILIEKCHbIE HAPYILIEHUS!
TEMOCTABA. .....vevveieiieesieeeite ettt et ne b ne e
JABC-CHHIPOM ....oeeeeiiiiieaiiiiie et
Omuonoeusn u namozene3 J[BC .........ccc.ccceveennnne.
Buowvt IBC-CUHOPOMA...........ocveiiiiiciiiiiiiiiiinn
Tpomboyumapro-cocyoucmulii 2emocmas
npu JIBC-CUHOPOME ..........ccocviiviiiiiiiiiiiiiiiienne
ITnasmennviii cemocmas npu JJBC-cunopome .......
Juaznocmuxa JIBC-CUHOPOMA ........ccuveeeinniaanne,
Jlokanu3oBaHHOE BHYTPHCOCYIHCTOE
ceprhiBaHHe KPOBH (JIBC) ....ovviviiiiiiiiiieici
Caxaprouii duabem
Tosviwennoe apmepuanvhoe daeneHue
U 2eMOOUHAMUYECKOE HANPSANCEHUE COBURA............
Tpombomuueckas mpomboyumoneHuseckas
RYPRypa, 2eMOTUMUKO-YPEMULECKULL CUHOPOM ......
Tlpuobpemennvle Hapywenus 2emocmasa,
aAccoyUUPOBanHbvIe ¢ NAPANPOMEUHEMUSIMU ...........
[TpuobpeTeHHbIe HAPYILICHUS FEMOCTa3a
Y HOBOPOXKICHHBIX U JIETEH EPBOro MOJIyroaa

T'emoppacuueckas 60ne3Hb HOBOPOIHCOCHHDIX ........
JBC-CUHOPOM ..ot
TPOMOOYUMONEHUU ...
Tpombo306l Y HOBOPOHCOCHHBIX OCINEU...........ee.. ...

HPUJIOKEHMUE...............coi
BUBJIMOT'PA®USA ...



