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CTpyKkTypa cucremsbl
remocrasa

. Caepmuearomaﬂ cucmema

1. TpOoMOOLMTAPHO-COCYAUCTLIA, UK
nNepBUYHLIA remMocTas

2. KoarynsumMoHHbIN (nnasmeHHbIN)
W1 BTOPUYHLIN remocTas

« [lpomueoceepmeisarowjas
cucmema

1. Cuctema aHTUKOArynsaHTOB

2. Cucrema chubpuHonuaa

"emocTas — octaHoBKa KpOBOTEYEeHNA Npu noBpeXXaeHn KpOBEHOCHbIX COCyaOB. MexaHuambl, obecnevmnBatoLLme
reMocTas, peasiu3yroTca He TOJ1IbKO Npu KpoBOTEYEHUN, HO U Npn no6om noBpexaeHnn NHTUMbI cocy,qmcmlh
CTEHKW, BbI3BAHHOM CbVIBVNeCKVIMVI, remoanHaMmn4eCkKMMu, XuMmn4eCkKnmun Ct)aKTOpaMVI, BOCnaneHnem,
nencTenem MMMYHHbIX KOMNJ1EKCOB, HapyLleHnem meTabonuama (aTepocmepoa, KonnareHoBble 60]'Ie3HVI) n

T.0.
Cucrema remocTasa ABnseTcs (OyHKLUMOHANbHOM CMCTEMON OpraHn3ma, obecneyvBatoLLeli MOCTOSIHCTBO ero
BHYTPEHHeN cpeabl, NpeaynpexaeHne n oCTaHOBKY KPOBOTEYEHUI, COXPaHEHWE XUOKOTO COCTOSIHUSA
LIMPKYTMPYIOLLIEV KPOBW.
Cucrema remocTasa BbINOMHAET pas3nuyHble yHKLUN:
ObecneyeHune XNOKOro COCTOSIHUS KPOBW B COCYAUCTOM pycrie.
ObecneyeHne HopManbHOWM PE3NCTEHTHOCTU CTEHKM MUKPOCOCYAOB.
ObecneyeHne remocTasa, TO €CTb OCTAaHOBKa KPOBOTEYEHWS NPU NOBPEXAEHUN KPOBEHOCHbBIX COCY/AO0B.
YuacTve B perynsumm TpaHckanunnapHoro obmeHa.
YuacTve B npoLieccax BocrnaneHus
YuacTve B npoueccax 3aXuBneHus paH 1 Apyrux noBpexaeHuin TkaHen.
YuacTve B perynsiium MecTHOro KpoBOTOKa.
Cuctema remocTtasa TakKe CBA3aHa C CUCTEMOM KPOBU U CUCTEMOWN UMMYHUTETA, MOATOMY MPY HapPYLLUEHUAX
CUCTEeMbl UMMYHUTETa BO3MOXHO HapyLLeHue remocTasa, U HaobopoT. (XIM dpakTop aKTMBUPYET KOMMNEMEHT).
Mpu natonorn MMMyHUTETa MOTYT BblpabaTbiBaTbCA aHTUTENa-MHMOUTOPLI COBCTBEHHBIX (DAaKTOPOB CUCTEMbI
remocTasa.
PyHKUMOHANbHAsA NOMHOLEHHOCTb CUCTEMbI FEMOCTas3a 3aBUCUT OT B3aUMOAENCTBUS ero 3BEHbEB:
CBepTLIBAOLLENO U NPOTUBOCBEPTHLIBAIOLLErO. B CTPYKTYpYy CUCTEMBI reMocTasa BXOAAT:
KoarynsiumoHHbI remocTas
TpombBounTapHO-COCyaANCTbIN reMocTas
PrubpuHONMTMYECKasi cuctema
Cocypnucras cTeHka
Cuctema aHTUKOArynsiHToB
6. MNna3sma KpoBu (KannmKpeuH-KMHMHOBas CUCTEMa, CUCTEMa KOMMNIEMEHTa, nunonpotenabl, 6enku).
W cBepTbiBaloLLasi, U MPOTMBOCBEPTLIBAOLLAS CUCTEMbI MOCTOSIHHO aKTUBHbI. VIX paBHOBecke obecneuvBaeT
remocTaTu4eckuin noTeHuman KpoBw.
Pasnuyatot oBa MexaHu3mMa remocTasa: TpomMboUUTapHO-COCYAUCTLIN (MEPBUYHBIN) U KOArynsiLMoHHbIN
(BTOPYYHBIN). [NpKn NoBpexaeHUM cocyaa AeNcTBYOT 06a MexaHu3ma. [TpeobnanaHne ooHOro U3 HUX 3aBUCUT
OT kanubpa cocyaa 1 CKOpOCTU KPOBOTOKa B HEM. B cocynax anameTtpom meHee 200 MkM (30Ha
MUKPOLMPKYNSATOPHOro pycna) npeobnagaeT TpomboumTapHO-cocyancTbii  remocTas, B cocyaax 6onee 200
MKM — KOarynsiuMoHHbIn. OddeKTUBHbIV reMocTa3 BO3MOXEH NPU HOPMasribHOM PYHKLMOHUPOBaHWUKN 060mx
MEXaHN3MOB.



MexaHuambl remocTasa

TpombouutapHo
COCYyAMNCTbIN
remocras

OarynsauMoHHbIN
reMocras

CyLLHOCTb reMocTa3a COCTaBnsAET COBOKYNMHOCTb ABYX NMPOLIECCOB — Cnasm
cocynoB, obpasoBaHune TpombounTapHoOro Tpomba, 3aTem, Ha ero
NnoBepPXHOCTU — 0Bpa3oBaHMe KoarynaumoHHoOro Tpomoa.



MNMaTtonornsa cucrtemMmbl

remMmocTta3a
« Tpombochunua - cocTosiHue,
Xapakrepu3syrueecs
npeapacnosioXeHHOCTLHIO K
TpoMb60o3y

 [eMopparunyeckue
remMocrasumonaTtum

OCHOBHbIMM NPOSIBNEHNAMM NATONOMMMN CUCTEMBI FEMOCTa3a sIBNSATCA
remopparum n Tpombodmnus (rmnepkoarynaumsi, Tpomoo3,
ANcceMMHNPOBAHHOE BHYTpUcocyamcTtoe ceeptbiBaHune -[ABC).



TpombGocpunuu

o L2

Tpombocmunua — cocTosHmne, xapakTepumayoLLeecsi NOBbILLEHHOM
HAKNMOHHOCTbIO HAKIMOHHOCTBLIO K BHYTPUCOCYAMCTOMY CBEPTBLIBAHUIO KPOBU U
Tpomboo6pazoBaHuto, 00YCrOBMEHHOW HAPYLUEHNAMMU PETYNATOPHbIX
MEXaHM3MOB CUCTEMbI reMocTa3sa UM M3MeHeHUsIM1 CBOMCTB U
JYHKLUNOHNPOBaHUSA OTAENbHbIX €€ 3BEHbEB. Ha TakoM M3MeHEHHOM (hoHe
pasnnyHble (hakTopbl BHELLHEN U BHYTPEHHEN Cpeabl OpraHn3ma CrnoCcoOHbI
MHULMMpPOBATL Npouecc TpoMb6oobpasoBaHns ¢ BonbLIEN BEPOATHOCTLIO, YEM
B HOpMe.



NMpununHbl TPOMOOhUNUN

* U3MeHeHne TPOMOOreHHOM aKTUBHOCTU M
TPOMOOPE3UCTEHTHOCTU COCYAUCTON CTEHKMU

* MoBblweHne (PYHKUMOHANBHOW aKTUBHOCTH
TpomGouuToB U TPOMOOLUTO3bI

* unepkoarynauus

* CHMXEHUEe aHTUKOAarynsiHTHOM aKTUBHOCTH
KpoBM

* YrHeteHue ¢pubpuHonusa

Paznu4yHble doopmbl TpOMBOUNIMM HEOAHOPOAHbI HN STUOMOTMYECKN, HUA
naTtoreHeTUYeHcKN. 1o NPONCXOXKAEHMIO OHM MOTYT BbITb HACNEACTBEHHbIMM
unu npnobpeTeHHbIMU. TpoMBodnnna MOXET NpoTeKaTb CKPbITO, 6e3
BUONMbIX KITMHUYECKNX NPOSABREeHMI 1 ebotuposatb Tpombo3amm npu
onpeneneHHon cuMTyaunmn, 4eNCTBUM Ha OpraHn3M pasfinyHbIX PakTopoB,
aKTUBUPYOLLNX CUCTEMY reMocTasa. JlabopaTtopHo Tpombodunms
NPOSIBNSAETCA HaPYLUEHNAMWN B Pa3fNYHbIX 3BEHbAX CUCTEMbI reMOCTa3sa,
CHUXEHUEM aHTUTPOMBOOreHHON akTUBHOCTM COCYQUCTON CTEHKM.



HacneacTBeHHble (reHeTUYeckue
AeTePMUHUPOBaAHHbIE)
Tpombodunum

Hanbonee 4actble:

*pe3ncTeHTHocTb Va k npotenny C (mytauus Leiden);
«aecomumt AT III;

«necuumT npotenHa C;

«necuunT npoTenHa S;

*HacneAcTBEHHAA rMNeproMoUNCTEMHEMUS;
*TpomMBOreHHble auchubpuHoreHemMnu;

*MyTauus reHa nporpombuHa G20210A;

*(hbopMbI, CBA3aHHbIE HapylueHunem pubpuHonuaa;
*kOMBUHMPOBaHHbIE TPOMBOGUNUK.

HacnedcmeeHHbie ghopMbl NPETPOMBOTUYECKOTO COCTOSIHMS CUCTEMBI
remocTasa — BegyLLnii hakTop pucka BO3HUKHOBEHMS BEHO3HOTO U
apTepuanbHOro Tpom603a y KIMMHUYECKM 300POBbIX NIOAEN.



Kputepun onarHoCTUKM BPOXAEHHbIX
Tpombochunumn

Passutue nepBuYHOro TpomBoTMYECKOro anu3ona B
go3pacte go 40 ner

Mavonatuyeckuin (CnoHTaHHbIN) TpombOo3 (C
ucknoveHnem APC, Heonnasum,
MuenonponudepaTueHbix 3abonesaduii U ap.)
Peunauesl Tpombosos

HeTtunuyHas nokanusauus Tpomba (Me3eHTepuansHbie,
noyeyHble, LepebpanbHbie BeHbl)

OTcyTcTBME KNMHUYECKUX (haKTOPOB pUcKa pa3BuTus
Tpombo3a (onepauuu, onyxonu u ap.)
HeadhekTnBHOCTL renapuHoTepanum (BO3MOXeH
neduuyut AT 1II)

MosiBneHune KoXHbIX «BapdapuHOBbLIX» HEKPO3OB Npw
neyeHun AH — aHTaronuctamu But.K (nogospeHue Ha
peduuyut MpC)




KnuHuyeckue nposiBneHus
Tpombodunuum

ApTepuarnbHble ¥ BEHO3Hble TPOMBO3bi C ULemMuei
opraHoB

HesbiHawmBaHune 6epemeHHocTH (o 40%)

. BbIcokuii pyck MeTacTasuposaHus

Puck Tpom6030B npu npueme KOHTpaLenTnsos
Puck Tpomb6030B npu ANUTENLHON HENOABMKHOCTI




JHAaoTenuanbHble (PakTopbl CUCTEMBbI

remMocrasa
_ TpomGoreHHbie ___ ATpomGoreHHbie
TkaHeBoW akTop MenapaHcynbgpnT
PAI-1 | 7TpOM60MOAynMH
dakTop Bunnebpanga Alda3za

PeuenTop ansa ¢.Xa MpocTaunknuH

KonnareH IV Tuna

NO

NHAyUMpOBaHHbLI TMNOKCHER aKTUBATOP

t-PA

b.Xa

WMHuayumposanHein JINC akTuearop U-PA
npoTpomdnHa

3HpotenuansHbii peuentop MpC | TFPI

20-HETE AHHEKCUH |l, aHHekcuH V
QHAoTenuH-1 MNp S

K Ba3okoHCTpukTOpam (aTpomboreHHbIM hakTopam) MOXHO OTHECTU 3HOOTENMUH-1, TpombokcaH A2, 20-
MMAPOKCU3aKo30TeTpaeHoBYo knucnoty (20-HETE), aHrnoTeHauH-1; k BasogunataTtopamM — NPOCTaLMKIIMH, OKCUA
asota (NO), sHgoTenuanbHbI rMnepnonspuaytowmin dakrop (EDHF), agpeHomeaynuH, MOHOOKMCE yrnepoaa,
HaTpunypeTndyeckuin nentug, aHaHgamug, AT®, ADP, KUHWHbI.

Ob6pa3oBaHune Ba30aKTVBHbIX BELLECTB B 3HAOTENUN perynmpyeTcst NpeuMyLLecTBEHHO ABYMS OCHOBHbLIMU
MexaHu3mMamu: AecTBneM 61onormyeckm akTMBHbIX BELLLECTB U HanpsbkeHnem casura PAI-1 — nHrnbutop
akTuBaTtopa nnasmuHoreHa. IHmbutopsl TAl nepsoro u BToporo TMNoB (aHTuakTueatopsl, PAl-1) npeacrasnsioT
coboii npoTeasbl. NHrmbuTopel TAMN nepsoro Tvna npoayumpyoTcs aHAoTENOUMTaMm, renatoumMTamy 1 CBA3bLIBaOT
TAIM. UHrubuTopsl TAI BToporo Tuna (PAI-2) obpasytowmecs B 3HAOTENMOUMUTAX U MOHOLMTAX, YrHETaOT
YPOKMHA3HYI0 aKTUBHOCTb.

AHTVIaKTVIBaTOpr TOPMO3AT aKTUBaUUIO NfiasMUHOreHa, okasbiBas npenmyLiecCtBeHHO MecTHoe nevicteue. BolgeneH
pag 6enkoB, obnagaroLLmx aHTUaKTUBATOPHOWM aKTUBHOCTbIO. BonbLune konuyecTea VIHI'VI6VITOpa TAIN BTOpPOro Tuna
npoayumMpyrTCca 3rnoka4yeCTBeHHbIMU OnyXonaMu.

20-HETE — 20 rugpokcuaiiko3ateTpaeHoBasl KUCIOTa SABNSIETCA NpoAyKToM MeTabonuama apaxuaoHOBOW KUCTOTbI
ro MOHOOKCUreHa3HoOMy nyTu, obnagaeT WMPOKUM CNEKTPOM BMONOrMyYeckon akTMBHOCTU, BKIoYast
Ba30KOHCTPUKTOPHbIN 3 deKT. ABNAETCSA rMaBHbIM Ba3o-

KOHCTPUKTOPHbLIM NENTMAOM. Ba3oKOHCTPUKTOPHBIV NoTeHuman aHaoTenuHa B 10 pas Bbllle, YeM y aHrmoTeHsuHa .
B HacTosiLee BpeMsi BbliAeNEHbI U o4mLLeHbl Tpu n3odopmbl AT: AT-1, -2 n -33T-1 He HakannuBaeTcs B
3HOOTenuanbHbIX KneTkax, Ho 04eHb BbICTPO 06pa3yeTcs noa BO3AeCTBMEM MHOMMX (hakTOpOB: agpeHanuHa,
aHrnoTteHsuHa-lIl, BasonpeccuHa,

TPOMOWHA, LIUTOKUHOB N MEXaHWYECKMX BO3AeNCTBUI. B husmonormyeckux koHueHTpaumsix OT AencTByeT Ha
3HAOoTENnuarnbHbIe peLenTopbl, Bbl3blBasi BbICBOOOXAEHME (haKTOPOB enakcaumu, a B 6onee BbICOKUX — aKTUBMPYET
peLenTopbl Ha rMagKoOMbILLEYHbIX KNETKaxX, CTUMYNUPYS CTOMKYH BA30KOHCTPUKLMIO. Takum obpasom, npy nomoLlu
O[HOrO U TOro e dhakTopa peanuaytoTcsl ABe NPOTUBOMNOMOXHbIE COCYAUCTLIE peakLUmmn (CokpalleHue un
paccnabneHue), Bbi3blBaeMble Pa3fNMYHbIMU MEXaHU3MaMW.

Okcug a3oTa NPMHUMaET yYacTve B perynsumm npakTuiecku Bcex yHKUMA SHO0TENUs (perynsaumm cocyamcToro
TOHYyCa, TPOMOOPE3NCTEHTHOCTL COCY/A0B, PErynaumst aare3nn neikoLmToB 1 NPOHMLIAEMOCTI COCYLO0B), a Takke
aBnsieTcs akTopom, Hambornee YyBCTBMTENbHBIM K MOBpexaeHuo. MpoTtenH C — rmnkonpoTeunH, BUTaMuH-K-
3aBYICUMasi CepUHNpOTeasa, CUHTE3NPYeTCs B MeYeHn. AKTMBaLMS NPOTeKaeT OTHOCUTENBHO MEANEHHO,
MHMbupyeTtca Ca2+, a yckopsietcs npubnuantensHo B 1000 pa3 koakTopom — TpomMBOMOAYNMHOM, KOTOPbIN
HaxoAWTCst Ha NOBEPXHOCTU AHAOTENWanbHbIX KNeToK, U K-BUTaMUH3aBUCUMbIM renaToreHHbIM hakTopom —
npoTenHoMm S. MHeubumop eHewHe20 Mymu ceepmbi8aHUs uninu uHaubumop nymu mkaHegoz2o ¢hakmopa
(TFPI/UMT®)He siBnsieTcst YneHoM cemencTea cepnuHoB. OH 06rnagaeT CnocOOHOCTLIO NMOAABMSATL aKTUBALIMIO
NPOKOHBEPTMHA TpombonnacTuHom (puc. 4). B yactHocTu, UMT® cesisbiBaeTcs ¢ hakTopoM Xa, MHAKTUBUPYS €ro, a
3aTem komnnekc dakrop Xa- UMNT®P- nHaktmempyet komnnekc Td-caktop Vlla (puc. 2). OCHOBHbIM MECTOM CUMHTE3a
1 nokanusaumm B opraHname UMNT® asnsieTca aHAOTENWI KanunnspoB 1 MerakapuounTbl,B MEHbLUEN CTENEHN —
MOHOHYKIeapbl U renaTouuTbl.
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TpOMGOI'eHHbIe CBOWCTBA 3HAOTENnUNA MOryT
MPOABNATHLCA TOJNMILKO nocrne CTuMynsauumm
nnu noepexc.qeﬂml!

TpOM60reHHble CTUMYIbl SHOOTENTUA!

TpOMOBUH

TypOyneHTHbIE NOTOKN KPOBU
MEeXaHU4eckoe noBpexaeHue
NpoBOCNAnNUTENbHbLIE LUTOKUHbI
3HAOTOKCUHBI

UMMYHHbIE KOMMNEKChbI
cBoboaHble pagukansl
rMNeproMmoLMcTenHeMus

ADC
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T, Merabonuam romoumucremHa
P Buocuhres \.|
\ KNeoTHAcs
\\\__:‘_Y_ --—__//
MTHFR |
UMCTATUOHUH
e Hn LIACTATUOHNH-CHHTa3a
" 5-metunrerparwapoconar Buramus B,
TeTparuapochonar A
\
\ TOMOUMUCTEUH
P I S-afeHO3NNTOMOLNCTENH|
TeTparuapochonar Butamus B,
(SAH)
METUQHWH Merun-
Tpaucepassl o
®ONUEBAS : /’Memnuponauuue\\)
-afeHo3nn- " AHK, Benku, nunuas:
BRCTROTA MeTuoHuH (SAM) \\-____ ____.-»/
AHK, 6enku, nunuas

"oMouMCTEeNH SBNSETCA NPOAYKTOM NpeBpaLleHns MeTUOHMHA, OOHOWN N3 BOCbMM
He3aMeHNMbIX aMUHOKMCIOT. M3 romouucTenHa B JanbHenwem moxeT o6pa3oBbiBaTbCA
Apyras aMMHOKUCNOTa, LUUCTENH, HE BXOAALLASA B YACMO He3aMEeHUMbIX aMUHOKUCIIOT.
M36bITOK roMOUMCTENHA, HAKaNNMBAIOLLLErocs B OpraHn3me, MoXeT obpaTHO npeBpaLLaTbCcs B
MeTuoHUH. Kodaktopamm chepmMeHTOB MeTabonmnyeckux nyter MeTMOHWHA B OpraHusme
BbICTYNAaT BUTAMUHbI, CAMbIMW BaXXHbIMN N3 KOTOPbIX ABMASOTCA onMeBas K1cnoTa,
NMPUOOKCUH (BUTaMuH B6), unaHokobanamuH (BuTamunH B12) n pndodnasuH (ButamuH B1).

fomMouMCTEUH He aABNAeTCS CTPYKTYPHbIM 3/1EMEHTOM Oenkos, a noToMy He NocCTynaeT B
opraHm3am c nuwen. B CbI/I3I/IO.I'IOFVI‘-IeCKVIX ycnosuax eguHCTBeHHbIM UCTOYHUKOM
rOMOUNCTENHA B OpraHn3mMme daBrdaeTcA npespalieHne MeTnoHnHa.

FomounctenH obnapaet BbIpa>X€HHbIM TOKCU4YE€CKUM OEencTBMEM Ha KNeTKy. Ona 3awmTbl
KNEeTKn OT noBpexaatkLliero DEencTBus romouncTemHa CylWeCTBYHOT cneumnarbHble MexXaHU3Mbl
BblBEOJEHNA €ro U3 KIEeTKN B KPOBb. I'IoaTomy, B Cllty4dae noasneHusa n3bbiTka roMoUnCTENHA B
opraHm3mMe, OH Ha4dMHaeT HakannmBaTbCA B KpOBWU, U OCHOBHbIM MECTOM MNoBpeXaarLllero
OEencTBmsa 3TOro BeLecTBa CTaHOBUTCS BHYTPEHHAA NOBEPXHOCTb COCYOB.

Ons npeBpalleHnst M30biTKa FOMOLMUCTEMHA B METUOHMH HYXHbl BbICOKME KOHLIEHTpauun
aKTUBHOWN popMbl honmeBon kKucnoTol (5-metTuntetparugpodonarta). OCHOBHbIM (hepMeHTOM,
obecneunBaoLLMM NpeBpaLlleHme OONMEBON KUCIOTLI B ee aKTUBHYLO chopmy, siBnsaetca 5,10
MeTuneHTeTparngpodonart-pegykrasa (MTHFR). CHuxeHne akTMBHOCTU 3TOro oepmeHTa -

ogHa U3 BaxXHbIX TMPUYMH HaKomieHuna romMmounctemHa B OpraHU3Mme. rLl, 6b|CTpO
OKUCIAETCA B nia3Mme KpoBU, B pedyrib-

Tate obpasyeTca GonblIOe KONMMYECTBO paavKarnoB, coaepalimx akTUBHbIN
kncnopog. [Mpu 3TOM  NpoMCXOAMT MOBPEXOEHME KMETOK  3HOO0TENus,
npvBoOAsiLLee K NoTepe 3NacTUYHOCTU BHYTPUCOCYAMCTOM BBLICTUIKW, @ TaKke
OKWCINEHME NMMNOMNPOTEMAOB HU3KOW MIOTHOCTM, YTO, B CBOK OYepedb, TOXe
cnocobCTByeT pa3BUTUIO CepaeqHO-

cocyaucton  narornori.  HenocpenCcTBeHHO  MnoBpexgas  BHYTPEHHIOH
aptTepanbHViO BbicTUunkv. Ml Takke vrHeTaeT cuHTe3 okcuaa alota (NO) n
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dakTopbl, BNUAKOLIKE HA pa3BUTHE
rMneproMouucTenHeMumn
« HacneacTtBeHHbIE:

To4eyHble MyTauumn, OTBETCTBEHHbIE 3a
cuHTes chbepmenToB: LUIBC, MTI®P,
BIrMT

« BospacT u non:

» Boapact crapwe 55 net
My>XCKon non

» MeHonaysa

v
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dakTopbl, BNUAKOWME Ha pa3BuTme
rmneproMoLMUCTEUHEMUN

* [MuTaHue, obpas XXU3HU:
» KypeHue

» HepocTaTok ButammHoB rpynnbl B (ponvesont
kucnoTsl, Bg, B,)

» 3HaunTenbHoe notpebnexHne GoraTbix
METUOHWHOM NPOAYKTOB

» MoTtpebneHue kode (bonee 6 Yallek B AeHb)
» MNoTpebnerune Kpenkux ankorosibHbIX HaNUTKOB
» ATeporeHHas gueta
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dakTopbl, BAUAIOWME Ha pa3BuTme

rmneproMmoumMcTeMHeMunum

+ 3abonesaHus:
» Ouaber Il Tuna
~ NMovyeyHan HeaoCTaTo4YHOCTb

» 3noKa4yecTBeHHbIE ONyXonu (pak MONOYHOW Xenessbl,
AWYHWKOB 1 Ap.)

» MuenonponudepaTtusHble 3abonesaHus

» [Ncopuas

» By;-peduuntHan aHemus

» ONnN

~ PeematouaHeiin aptput u CKB

~ unoTupeos

~ MykoBucungos

» Crapueckas gemeHuus n bonesHb Anburemepa

15



AHTUdOCHONUNUAHBLIN
CUHOPOM

* ADC — cMMNTOMOKOMMIEKC,
Xapakrepusylowmnincsa ceoeobpasHbiM
CNEKTPOM KITMHUYECKNX NPOSIBNEHUA U
nameHeHnem naboparopHbIX NokasaTeneun

» Bnepeble ObIN UCNOMb30BaH Npu
coyeTaHuu runepkoarynaumuoHHoOro
CUHOpOMA C Hanuynem
aHTudochoNUNUAHbLIX aHTUTEN

CrMNTOMOKOMMIIEKC, NPOSBAIOLNIACA CBOEOOPa3HbIM CNEKTPOM
KIMHUYECKMX NPOSIBNEHNA N 3MEeHeHneM nabopaTopHbIX NokasaTtenen,
nonyyun HassaHme aHtudgocgonmnmuaHoro cuHapoma (APC). OcHoBHbIE
NPU3HaKKN - BEHO3HbIE U/UNK apTepuarnbHble TPOMOO03bI; pasnuyHble POpPMbl
akyLlepCcKon naTonoruu (B Nepeyto ovepenb NPUBbIYHOE HEBbIHALLMBAHUE
6epemeHHoCTU - Bbonee 2 cny4aeB NoTepu nnoga); TPoMooUNTONEHUS.
PasnnyHble HeBponornyeckme, KoXHble, CepaeyHO-COCYaANCTbIE U
remaTonormyeckne HapyLLeHUs OTHOCATCA K JONOSTHUTENbHbLIM NPU3HAKaMm.
Ceponorunyeckme mapkepbl 3TOro CMHAPOMaA - aHTUdochonunNuaHble
aHTuTena (adJl).
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AHTUd OCHONUNUAHBLIN
CUHAOPO

MNepBuYHbIN BTopuyHbIi
—~ WHdekunoHHble 3aboneBanus
— AyToMMMyHHbIe 3abonesaHns
— 3nokayecTBeHHble HOBOODpa3oBaHua

~ [puem nekapcTBEHHbIX NpenapaToB
(opanbHbie KOHTPaUenTUBhbI,
NCUXOTPONHbIE CpeacTea)

— CucremHble 3abonesanus
coeauHuTensHou Tkaun (CKB)

— lMoxwunown Bospact

BHauane aHTudochonnmnngHbin cMHapoM 6biT OnMcaH Kak BapuaHT
cucTteMHom kpacHou BonvaHkm (CKB) nnn BonyaHoyHonogobHoro cMHapoma.
OpHako o4eHb CKopo BbINo YCTAaHOBMEHO, YTO CBA3b MEXAY rMnepnpoaykunen
aHTMdochonunuaHbix aHTuten (adJ1) n TpPoMOBOTMYECKMMUN HAPYLLEHMSAMN
HabnoaaeTcs B OTCYTCTBME AOCTOBEPHbIX KITMHUYECKUX U CEPONOrnyecknx
npuaHakoB CKB mnun kakoro-nn6o gpyroro Begyliero 3abonesanus. [ns
onpeaeneHns 3Ton HOBOW HO3050rm4eckon opmMbl Obin NpeasiokeH TeEpMUH
«NepBUYHbIN aHTUdoCchonMNngHbIN cnHgpom». B 1987 . J1.A.KanalwHukoBa v
COaBT. BNepBble YCTaHOBUNK, YTO cuHapoM CHeaaoHa (covyeTaHune
LuepebpoBacKynApHOW NaTonorum, CETYaToOro NMMBeAO 1 nabunbHom
apTepuanbHOW rMNepToHNKN) PakTUYECKN SBNAETCS BApUaHTOM NEPBUYHOIO
aHTugochonMnngHoOro cuHapoma.
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MexayHapoaHble KpUutepuu
aunarHoctukum A®C

* KnuHuyeckue kputepuu:
— CocyaucTtbie Tpomb0o3bl

* OauH unu Bonee aNn30408 apTepuanbHOro,
BEHO3HOr0 UNKU MMUKPOCOCYaAUCTOro Tpombosa
Pasnu4YHbIX OPraHoB U TKaHew

— OcnoxHeHna bepeMeHHOCTH

* OgHa unu Bonee BHYTPUYTPOOHas rmdens
mopconormyeckn HopmansHoro nnoga nocne 10
Hepenb 6epemeHHoCTH

* OQHU UNKU HECKONLKO NPEeXAeBPEMEHHbIX POAOE
Mopdonorvyeck HopMansHoro nnoaa Ao 34 Hea

* Tpu unun Gonee anu3oga CNOHTaHHbIX abopTOB A0
10 Hepenb BepemeHHoCTH

XapaktepHon ocobeHHocTbo APC aBnsaeTcHa YacToe peumansnpoBaHmne
Tpomb6030B. NMpumedaTensHo, YTo ecnu nepBbiM nNposiBneHnem APC 6bin
apTepuarnbHbI TPOoM603, TO B nocreaywemM y 60nbLINHCTBA BOMbHbIX
Habnoganuck apTepuanbHblie TPOMO03bl, a y 60SbHbIX NEPBLIM BEHO3HbLIM
TPOMBO30M pPeLMANBUPYIOT BEHO3HbIE.

BeHo3HbIN TpoMb603 aABNsieTcst cambiM YacTbiM nposieneHnem A®C. Tpombebl
0ObIYHO NOKanNM3yTCH B rNYyOOKMX BEHAX HMKHUX KOHEYHOCTEN, HO Hepeako B
NeYeHOYHbIX, MoOpTarnbHbIX BEHAX, MOBEPXHOCTHbIX U OPYrMX BEHAX.
XapakTepHbl NOBTOPHbIE 3MOONMM 13 rNYOOKMX BEH HUKHUX KOHEYHOCTEN B
nerkue, UHorga npueoadaLLme K ieroyHon rmnepteHsun. ASC (vawe
NnepBUYHbIV, YeM BTOPUYHbIN) — BTOpasi N0 YacToTe NpuynHa cuHapoma bagaa
— Knapu. Tpom603 LieHTpanbHON BEHbl HAANOYEYHMKOB MOXET NPUBOANTDL K
HagNOYe4YHMKOBOW HEQOCTaTOYHOCTMW.

Tpom603 BHYTPUMOS3rOBbIX apTePUin, MPUBOOALLMIA K UHCYNBTY U
TPaH3UTOPHbBIM NLLIEMNYECKMM aTakaMm, — Hanbonee yactas nokanusaums
apTepuanbHoro Tpombo3a npu A®C. Peunansumpytoime muemmyeckue
MUKPOWHCYNLTbI MHOrAA NPOTEKatoT 6e3 SApKUX HEBPONOTMYECKUX HapyLLEHUIA K
MOryT MaHuecTUpoBaTb CygOPOXHbIM CUHOPOMOM, MYSTETUMHADAPKTHOM
AemeHuuen (HanomuHatowen 6onesHe Anburenmepa), NCUXNHECKUMN
HapyLLIEHNAMM.
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MexayHapoaHble KpUutepuu
aunarHoctukum A®C

» JlabopaTopHbie KpUTEPUN
— OB6HapyxeHue aHTuTen K pochonunugam
* AHTukapauonunuHossie IgG u IgM
* BonYyaHOYHbIW aHTUKOAryNAHT
« AuTtutena IgG u IgM k BornukonpoTtenny 1

- BoisieneHHsle paszdensHo 2 unu bonee pas e
meyeHue nocnedHux 12 mecsiues

OcHoBHble TUNbl aHTUochonMnnaHbix aHtuten (adJl) - BONMYaHOYHbIN
aHTUKOArynsaHT U aHTuTena K kapguonununy (aKJl) - reteporeHHas nonynaumns
ayToaHTUTEN, pearnpyrowmnx C LWMPOKUM CMEKTPOM aHTUTEHHbIX AETEPMUHAHT.
XoTsa nsyyeHme adJ1 paktnyeckmn Havyanoch elle B Havane Beka ¢ pa3paboTku
BaccepmaHom ceponornyeckoro Mmetoga AnarHoCcTukm cudmnmca (peakums
BaccepmaHa), nHTepec Kk aTum aHTutTenam ocobeHHoO BO3poC B nocneaHee
aecaTuneTne B CBA3N C oNUcaHMeM aHTMAOCEONMNUAHOrO CUHAPOMA.
[MepBoe KNMHMYEeCKoe onucaHmne cuHapoma (ewe He HasBaHHOro A®C) 6bino
npeactasneHo EA Johansson u coaBT. B 1977 I. kak «nepudepnyeckui
COCyauCTbIN cMHAPOM, nepekpewmsatowmiica ¢ CKB», KOTopbI NposiBAsnica
peunamBUpYyOLLMMM BEHO3HBIMM TPOMBO3amun, remopparmyeckon
KanunnaponaTtnen ¢ LMPKYNUPYOLWNM aHTUKOArynsHToM 1
NOXHONOSOXNTENBHOM peakumnen Baccepmana. N HakoHeu, 1983 . - roa
onucaHusa 3Toro cuHapoma, BHavane G.R.V.Hughes, a 3atem E.N.Harris nog
Ha3BaHWEM aHTUKapANONUNUHOBLIN CUHOPOM, UMW CUHOPOM aHTUTEN K
aHTudochonunuaHeiM aHtuTenam (adJl). OgHako nosxe 3T xe aBTopbI
npeanoxunu donee WMPOKOe Ha3BaHue - aHTUocoNMNMaHbIN cMHApoMm. B
1994 r. Ha VI MexayHapogHOM cuMMno3nyMe Mo aHTUTenam K KapaumonunuHy
(aKJT) 6b1n0 NpeanoxeHo HasbiBaTb aHTU(OCHONNNNAHBIA CUHOPOM
cnHgpomom Hughes, no nmeHu aHrmmnnckoro peemMaroriora, Bnepsble
ONUcaBLLEro 3TOT CUHAPOM M BHECLUEro HanbonbLUMI BKNag B pa3paboTtky
npobnemsbl. B cBs3n ¢ obHapyxeHnem KohaktopoB aHTMGOCHONMNULHbIX
aHTuTen (adJl) aMckyTnpyeTtcs u apyroe Ha3BaHve 3TOro CMHApPoMa -

aHTUdochonnNna-KkoakToOpHbIA NNK aHTUdochonNnunng-6enkoBbIN CUHOPOM.
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AHTUTENAa K dhochonmnuaam

I'eTeporeHHaﬂ nonynauna aHTUTen,
pearnpyrowmnx C oTpuyaTtenbHO 3apaXXeHHbIMW
Nu HeuTpanbHbIMK chochonunugamm

— Bon4YaHOYHbIN aHTUKOArynsiHT

— AnTuTENna K kapauonunuuy (IgG u IgM)

— AHTUTENA, pearupyolme ¢ komnnekcom dochonunug
- ByrnukonpoTeunH 1

— AnTUTEna K BornukonpoTenHy 1

— AHTUTENA, 0B6yCcnoBnuBaLmne NOXHOMNONOXKUTENBHYIO
peakuuto BaccepmaHa

— AHTUTENa K NpoTPOMBUHY
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In vitro

BHewHwh n
BHYTPEHHWUA
NyTW CBEPTLIBAHUA

In vivo

AHTUKapAWONMNUHOBLIE
aHTuTena

I'lporpowiéuuasa: MeM67paHb| TpOMéouuTbl
Xa 3HAOTENTMOUMTOB
X—V
Ca+ 0
tochonunuabi l'lpocraqnxnun[ Tpom6GokcaH
MNpoTrpombux ' TpomBuH - Tpom6Go3

AxuTUTENa K (hochonunuaam: MeXaHu3m OenCTBus

In vitro aHTMTEna k kKapanonunuHosomy aHTureHy (AKJT) cessbiBatoTCs C

dochonunugammn n NPenAaTCTBYOT akTUBaLMM NPOTPOMOBUHA (PUCYHOK). DTO

nposiensaetca ysennyeHnem AYTB (akTnBMpoBaHHOE YacTU4HOE
TpombonnacTuHoBoe Bpems). In vivo aHTUTENa K KapanonunmHoBoOMy
aHTUreHy, CBA3bIBasiCb ¢ hocchonunuaamm membpaH aHAoTeNManbHbIX

KINETOK, CHMXaloT CUMHTE3 NPOCTaUUKIIMHA, CBA3bIBAACb C TpOM6OLI,VITaMVI —

NPUBOAAT K UX arperawumm ¢ BbicBOboXxaeHnem TpombokcaHa. 31o

obycnoenmBaeT pUck TpPOMGO30B.




[pyrne 6onee yacTto
BCTpeYarLwmecsa KnnHnu4eckume
cutyauum npu AGC

« TpombBouutoneHus

« CetvyaTtoe nueeao

» HeBponorunyeckue HapyLleHus
« Hecneuyuduyeckun aHaokapanT
* AcenTuyeckue HeKpO3bl KOCTEN

Mo coBpeMeHHbIM nNpeacTaBneHmnsM, OCHOBY aHTUGOCHONNNULHOMO
CYHApPOMa CoCcTaBnsAeT cBoeobpasHas Backynonatusi, 00ycnosneHHas
HeBOCManuUTenbHbIM U/MN TPOMBOTUYECKMM MOPaXXeHUEM COCYL0B U
3aKkaH4MBalLLaacsa ux okknosmen. OTcyTcTene B 6ONbLUMHCTBE CryyYaeB
BOCMaNUTENbHbIX UNW AereHepaTUBHbIX U3MEHEHUIN COCYAUCTON CTEHKN
noayvyepKnBaeT HO30ST0MMYECKYH0 CaMOCTOATENbHOCTb U NaToreHeTn4eckoe
cBoeobpasne nopaxxeHusi CocyaoB npu aHTugochonnuaHomMm cuHgpome. B
BuonTaTe KOXXHO-MbILLEYHOTO FI0CKyTa B COCyAax AepPMbl MTMCTONOMMYeCKn
OTMEYaloTCs OXUBMNEHME U/UNK AeckBaMaunsa 3HO0TeENUss U TPOMObI B
Kanunngapax; Npu3Haku BacKynonaTuu BbISIBIISIKOTCHA U B MblLULE.
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Katactpoduyeckun AOC

» Kackag tpomBoambonuin ¢ nopaxeHnem
Kak MUHUMYM TpeXx opraHoB, Haunbonee
4acTo NPOABNAKLMUNCS:

— HapyweHnem dyHKUUM noYyek
— MHoxecTBeHHbIMU nopaxeHusamu LIHC
— ApTepuanbHOou runepTeHanen

TeueHne aHTUoCHONMNNOHOIO CMHAPOMA, THXKECTb M PacnpOCTPaHEHHOCTb
TPOMBOTMYECKUX OCITOXHEHUI HeNnpeackadyeMbl. Y ogHUX 60MbHbIX aHTUOCHONMNUAHBIN
CVHOPOM MPOSIBNSETCSA NPENUMYLLECTBEHHO BEHO3HBIMY TPOMBO3aMK, Y OPYrMX - MHCYNbTOM, Y
TPETbUX - aKyLLEepPCKOW naTornoruen unm TpomoéoumToneHnen. MNMonaratoT, YTO MPUMEPHO Y
NoONoBWHbI B60MbHBLIX aHTUAOCHONUNMAHBIM CUHOPOMOM HE UMEETCH MPU3HAKOB KaKoro-nmbo
apyroro 3aboneBaHus (NepBUYHbIA aHTUdOCONMMNNAHBLIN cuHapom). OgHako BONpoc O
HO30J10rMYECKON CaMOCTOATENBHOCTM NEPBUYHOTO aHTMOCHONMMUOHOrO cMHApPOMa A0
KOHLa He aceH. imeloTcs AaHHble 0 TOM, YTO NepPBUYHbIN aHTMGOCHONNNNOHBLIN CUHOPOM
nHOrga MoXeT ObITb BapnaHToM Hadvana CKB. HaobopoT, y HekoTopbix 60MbHbIX C
knaccudeckon CKB B fanbHelLwemM Ha NepBblv MaH MOryT BbIXOOUTb MPU3HAKK
aHTMdOoCONUNMOHOrO CUHAPOMA, KOTOPLIE U ONPeaenstoT NPorHo3 3aboneBaHuns.
OTpenbHyto knuHudeckyto hopmy APC npencraBnseT cobon «kaTacTpodnuieckniny

A®DC unu cuHgpom AcepcoHa (Asherson’ssyndrome), xapakTepusyroLwnincs ocTpom
NONMOPraHHON HEAOCTATOYHOCTbLIO N3-3a BHE3AMHOIO Pa3BUTUSI MHOXECTBEHHBLIX TPOMOO30B B
MUPOLMPKYNATOPHOM pycCrie pasfuyHbIX OPraHoB, YTO OObIYHO UMUTUPYET NEpPBYIO a3y
ONCCEMMHMPOBAHHOIO BHYTPUCOCYANCTOrO CBEPTbIBaHMSA. ONacHOCTb pa3BuTKA
KaTacTpodM4YeCKOro CUHAPOMA BbILLE Y XEHLUMH C NaTonornen 6epeMeHHOCTM BO BPEMS
NHMEKLMOHHBIX 3a00neBaHuii, TpaBM, B TOM YKCIE MOCIE AaXe HETSDKENbIX XUPYPrnyecknx
BMeLLaTenbCTB. JleTanbHOCTb Npu KaTacTpoduyecknum cuHagpome gocturaet 50% u
CYLLECTBEHHO BbILLE NPU TAKUX OCMOXHEHMUSAX, KAaK CUHOPOM ANCCEMUHMPOBAHHON KoarynsiLmm
W/UnNn cUCTEMHbIN BOCNanuTenbHbIA OTBETHbLIA CUHAPOM, KOTOopble HabntogatoTcs B 15-20%
npu gaHHon popme 3aboneBaHus.
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Knaccudmkauua A®C u accouuaumnm ero (popm ¢ pUCKom

TpomboobpazoBaHusa
Twvn loBeIWeHe pucka
TpomboobpazoBaHua
MepsnsHbIn Oa
BropuyHeli;
*AytoummyHHbie zabonesanna: CKB, PA, CC[l, cusapom Oa
Uerpena
*MeauKamMeHThl: HOBOKaUHaMWA, XUHWAWH, TMAPaNasuH, [a (na done yxe
WM3OHWA3NA, aMUHA3WH, D-neHuumnnnamuH u ap. nosbiweHHbix AGIAT)
Undexunonnbie 3abonesanus:
- BUpYCHbIE [a (Ha doHe yxe
nos(umeuuuxyzbnAT)
- DakTepuansHeie Her
- BUY-undrexumm Het
*3N0Ka4ECTBEHHLIE OMyXOni na
Karactpoduyeckun na
CepoHeratuBHbIn na
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BcTpeyaemocTb

KnuHuyeckue nposeneHus

'*-IaCTOTa TpomB0o3 rmyBoKUX BEH KHMAKHWX KOHEYHOCTEN,
CROHTaHHOE nNpepeiBaHne BepemMEeHHOCTH Ha NO3AHNX
tonee 30% cpokax, TpomBouMToneHus.
YacToTa T3NA. TpaHauTopHbIe NemMuyeckue ataku. CnoHTaHHbe
o abopTel Ha paHHKUX cpokax BepemeHrocTu. ducdyHkumus
tonee 20% KNanavoe cepaua. FremMonuTrieckas aHemms,
YacTtoTa lMNpeaknamncua, sknamncus. TpomBo3akl apTepnii BIK 1 H/K,
o BeH B/K, apTepuit ceTHaTKN, SNUCHHAPOM, OCTPasA
Bonee 1% aHuehanonata, MynsTudakTopHas aemeHumnst. FaHrpeHb
nansues, Hekpo3abl koxw, [Npexoaswan cnenota,
HeWponaTua apuTensHoro Hepsa. OVIM, kapanomMuonarus,
BEreTaUMN Ha KnanaHax. ABAacKyNApHbIl HEKPO3 KoCTedn.
Neroysan runepreHsus. Mwemuyeckue nopaxerus XKKT,
CENEe3EHKN, NOMEK.
Yy TpaHauTopHas amHesns, uepebpanbHast arakcus. Tpombos
acrtora ¢
o MO3TOBBIX BEH, BEH CETYATKW. BHyTpUCepaeyHbiit TPOMBO3.
meHee 1% WIHChapKT NOQKENYAoHHON Xenessl. MopaxeHus NeveHu

(cuHapon Bagaa-Kuapu). PACB, neroussie remoppariv
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| Pwc. 2. Xponuveckse saas NPaBos roneHn ¥
| TRODHRECKIE HIMEHEHNA KOXM CTOMBE HA NOYGe

| poumanspyowmx TpomGodnesuTon npn AGC

CeTtyaTtoe nuBeno npeacraensieT cobon BeTBALLMECH ceTyaToobpasHble
CUHEeBaTO-PUOSIETOBbIE NATHA Ha KOXXE KOHEYHOCTEN, pexe rpyaHON KITeTKu,
NosiBfieHNE KOTOPbIX CBA3bIBAIOT C 3aCTOEM KPOBU B AMNATUPOBAHHbIX
NMOBEPXHOCTSX Kanunnsipax u BeHyrnax u MMKpoTpomMb0o30M.
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BeHo3HbIN TpoM603, 0cOBEHHO TPOMBO3 rNYyBOKNX BEH HMXKHUX KOHEYHOCTEMN,
—Haunbonee TunuyHoe nposieneHne APC, B Tom umcne B gebrote
3aboneBaHnAa. Tpombbl 0ObIYHO NOKaNM3yTCA B rIy6OKUX BEHAX HUXKHUX
KOHEYHOCTEN, HO MOTYT HEPEAKO BCTpPeYaTbCs B NEYEHOUHbIX, NOPTanbHbIX,
NOBEPXHOCTHbIX N APYrMx BeHax. Peungneupytolime BeHO3HbIE TPOMBO3bI
NPUBOLAT K pasBUTUIO NOCTTPOMBOTUYECKOM BONE3HN C BblpaXXeHHbIMU
TpohnyeCcKNMM HapyLLEHUSIMU. XapaKTePHbI NOBTOPHbLIE 3MOOMNNN NEroYHbIX
apTepun, YTO MOXETNPUBOANTL K Pa3BUTUIO JIEFOYHOWN TMNEPTEH3NN.
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AbGakTepuanbHbIX
OopoaaByaTbin IHOOKAPAUT
Ilnbmana-Cakca npu CKB

OpHuM 13 yacTbix kKapauonormyeckux npusHakos APC aBnseTca nopaxeHve
KnanaHoB cepAua, KOTopoe BapbUpyeT OT MUHUMAaTbHbIX HAapyLUEHWUN,
BbISIBIISIEMbIX TONbKO MPU 9XoKapanorpaduyeckom nccrnegoBaHum
(Hebonbluas peryprutaums, yTonieHmne CTBOPOK KrianaHoB), 4O TSKenbIX
NMOPOKOB cepaua (CTEHO3 UM HEAOCTAaTOYHOCTb MUTPArbHOTO, pexe
aopTanbHOro UM TPUKYCNnAanbHOro KranaHoB). Y HEKOTOPbIX 6OMbHbIX
ObICTPO pa3BMBaETCHA O4YEHb TAXKENOE NOPaXeHue KnanaHoB C BereTaumen,
06ycnoBneHHON TPOMBOTUYECKMMMN HACTTOEHUAMU, HEOTNINYUMbBIMU OT
WMH(PEKLUMOHHOro aHaoKapauTa. Beretauum Ha knanaHax, 0COGEHHO eCriv OHU
coyeTarTCsa C remopparmsamMm B No4HOITEBOE JTIOXe 1 nanbuamMmn B BUAe
“GapabaHHbIx nanoyek”, 3aTpygHAT AnddepeHLmanbHy0 AMarHoCTUKy C
NMHMPEKLUMOHHBbIM 3HAOKapanToM. OnmncaHo passuTue cepaeyvHbix TPoMOoB,
UMUTUPYIOLLMX MUKCOMY cepgua. Tpomb03 KOpOHaPHbIX apTepun SBnseTca
OLHOW 13 BO3MOXHbIX flOKanM3aunmn aptepunansHoro Tpomb603a, CBA3aHHOIO C
cvHTe3om ADJIA. [pyron bopmoin kopoHapHon natonoruun npn ASC asngaetcs
OCTPbIN NN XPOHMYECKNA PELNONBUPYIOLLNA TPOMBO3 MENKNX
BHYTpUMMOKapamManbHbIX KOPOHAPHbIX COCYAOB, pa3BMBaOLLMACS B
OTCYTCTBME NPU3HAKOB BOCMNASIUTENbHOIO UM aTepOCKIIEPOTUYECKOro
nopaxeHnst OCHOBHbIX BETBEW KOPOHapHbIX apTepuid. [lonaratoT, 4To aToT
npoLecc MOXET BECTU K NaTosfiorMm Muokapaa, HarnoMmuHatrowemn
KapanommonaTtumio ¢ NpM3HakaMm permoHapHoro unm obLero HapyLeHus
COKpaTUMOCTWN MUOKapaa v runeptpodumen nesoro xenygoudka.



[[emaToreHHble TpoMbounum

|. TpomBohunum BcneacTene HapyLeHUs cCocyancTo-
TpomBounTapHOro remocTasa

* TpombouUUTO3bI

* NOBbILLEHHAs arperaunoHHas
CNocoBbHOCTb TPOMBOUMTOB (CUHAPOM
«BA3KUX» TPOMOOLMTOB)
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Agresus («TeHb TpoMbouuTar») U KOHTaKTHas
aKkTusauuns

B o6pasoBaHun TpoMGoLuTapHOro Tpomba BbiAEnNsAT psaa nocrneaoBaTenbHbIX CTaaui:
1. AxTvBauusl u agreaunsi TPOMGOLIMTOB K COCYAMCTON CTEHKe.

2. Arperaumsi TpPOMGOLIUTOB, peaKkLusi BbICBODOXAEHMS.

3. YnnoTHeHue TpombouuTapHoro Tpomoba.

Mpu noBpexaeHUn cocyaoB 1 obHaxeHUn cybaHaoTeNManbHbIX CTPYKTYP MPOUCXOAUT
cKonneHne TpoMGoUMTOB B 30He noBpexaeHusi. Cnycta 1-2 cek. nocne noBpexaeHust
NPOMCXOAMNT aaresunst TPOMOOLUMTOB K COCYAMCTON cTeHKke. Peakuveli Ha noBpexaeHve
CTEHKM cocyaa SIBNAETCH M3MEHEHMWe 3eKTpooTpULaTeNbHOCTM aHAO0TeNUs (ee
YMEHbLLEHME.) B pe3syrbTaTe 3TOro NPoUCXoauT CKOoMmeHne TPOMOOLUTOB B 30He
noBpeXaeHus.

Haunbonee BbipakeHHbIMW afre3vBHbLIMU CBOWCTBaMM obnagaet konnareH | v lll Tunos n
dakTop BunnebpaHga cocyoucTon CTEHKN, K KOTOPbIM Ha NMOBEPXHOCTU eLLe
HeaKTMBMPOBaHHbLIX TPOMOOLIMTOB MMEHTCH COOTBETCTBYIOLLNE PELLENTOPbI
(rmmkonpoTteunHoBble peuenTopsl Ib). ®akTop Bunnebpanaa sensietca cBoeobpasHbiM
«MOCTMKOM» MeXay peuentopamu TpoMoouuTa rmukonpoTenHom Ib n BonokHamum
konnareHa | n Il TvnoB cybaHgoTenus. B npouecce agresaun npoucxogut akTMeaums
TPOMOOLIMTOB — U3 ANCKOBMAHbBIX OHM NPEBPALLATCA B pacnfacTtaHHble oTpocTyaThle
KNeTKWN — akmuguposaHHbie mpomboyumsl. 1ameHeHne chopMbl TPOMOOLNTOB
npencraBnseT cobon paHHee n obpaTMoe NPOSIBIIEHNE MX aKTMBALMKU, KOTOpOoe
onocpefoBaHO BHYTPUKIIETOYHON CUCTEMOWN COKpaTUTENbHbLIX MUKpOUnameHTos. B
TpombouunTapHoOn MmembpaHe BO3HMKAIOT BOSHbI BO3OYXaeHus n doopmmpyetcsa 6onbLuoe
KOMNMYeCTBO KOPOTKMUX HUTEBUAHBLIX NCEBAOMOAMMN UMK (DUMONOANIA, NPOABUraloLLMXCS NO
OTKPbITON KaHanbLeBou cucteme. B pesynbTaTte aToro npowuecca 3Ha4nTenbHO
YBENWYNBAETCH MIOLWaAb NOBEPXHOCTU TpOMBOLUTApPHOM MeMOBpaHbI, 4TO Heobxoanmo
ONs KaTtanusa peakuuin rymoparnbHOM CUCTEMbl CBEPTbIBAHMSA KPOBU M AN cTabunusaumm
TpomboLMTapHbIX arperaTos.



AxkTuBaums  TpombouuToB
ARresns TPOMGOLUTOB W) (. 1 heccus

peuenTopos)

AKTMBaUMA TPOMOOLMTOB NPUBOANT TakkKe K KOH(POPMAaLMOHHOMY N3MEHEHMIO B
rMMKoONpoTenHoBbIX peuenTopax lIb-11la, koTopoe cnocobCcTByET CBA3bIBAHUIO
dmbpurHoreHa ¢ TpombounTapHO MeMBpPaHON, YTO B CBOKO OYepeab SBMSIETCA
npeanockIfikon Anga arperaunum TpoMoouMTOB.
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Arperauna rpombouuros

®ubpuHoreH

Sa - By

=GPIlib/llla
=GP Ib

Arperaumsa TpomboumToB onocpeayeTcs PubPUHOreHOM, KOTOPbI
CBA3bIBAETCA C peuentopamu rmmkonpotenHom llib — Illa B3anmogencTeyroLmx
TpombouunToB. Arperaumsi TPOMOOLMTOB — COeAMHEHUE UX ApYr C OPYroM U
obpa3oBaHMe KOHIMoMepaToB (arperatoB) pa3HOn BENNYNHBI U MIIOTHOCTMW.
WHaykTopamu arperaumm SBnsOTCA apaxmMaoHoBas KMCnoTa, TPOMOWH,
TpombokcaH A2, konnareH, AP, CepoTOHWH, agpeHanuH, HopaapeHanuH.
TpoM6uH, apaxnaoHoBas Kucnota, TPOMOoKcaH A2 CTUMYNUPYIOT CeKpeLnto
COAEPXXMMOTO rpaHysi TPOMOOLINTOB - peakL Mo BbICBOOOXAEHNSA U CUHTE3
LUMKNUYECKNX aHAonepekucen B TpomoboLmTax.
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Arperauusa tpombouuntosB

B npouecce arperauum BolgensatoT 2 dasbl:

1. O6paTtumas arperaums — obpasoBaHme pbixiblX TPOMOOLMTAPHbIX
arperatoB 13 10-15 TpomboumnToB. Takme arperatbl NErko paspyLuaroTcs.
Ha aTom aTtane Bo3MOXHa CNOHTaHHaaA aesarperauus nog snusaHvem ATO,
AM®, ageHo3nHa, NpoayKkToB Aerpagaumm ombpuHoreHa n ubpuHa.
UpesBbl4aHO BaXKHYHO pOrib B perynsumMm TpombounTapHoro remocTasa
UrpatT NPOU3BOAHbLIE apaxXnaOHOBOW KUCMOThI, 0OCBOBOXAaeMOn 13
MeMbBpaHHbIX ochonunNnaoB TPOMOBOLMTOB COCYANCTON CTEHKM
BcrnegcTeme aktmBauum cocdonunas. B ganbHenwem nog BANSAHUEM
LMKNOOKCUIreHasbl U3 apaxmgoHOBOW KUCNOTbl 06pasytoTcs
npoctarnanaunHel (PGG2, PGH2), n3 Hux B Tpomboumntax nog BAnsHnEm
TPOMOBOKCaH-CMHTETa3bl — YPE3BbIYANHO MOLLHbIN arpernpyroLLnin areHT
TpombokcaH A2 (TXA2), a B COCyaNCTON CTEHKE NOA BIIUSIHNEM
NPOCTaUUKITNH-CUHTETa3bl — OCHOBHOW MHIMBUTOP arperaunm —
NPOCTaUMUKINH

2. HeobpaTtumas arperaumsi — obpasoBaHne CTONKNX
TpoMBoLUTaPHbIX arperatoB NPOUCXOAUT MPU BbICOKOW KOHLEHTpaL MM
BELLECTB, BbI3blBAKOLLMX arperauuio, a Takke npu 4eNCTBMM HU3KUX
KOHLIEHTpaumMi Taknx arperaHToB, KOTOpble 06n1afatoT BblpaXKEHHbIM
CTUMYNUPYOLWUM 3PPEKTOM U aKTUBUPYIOT peakLmo BbICBOBOXAEHNS
TpoMbounTapHbIX rpaHyn (TPOMBUH, apaxngoHoBasi KUCNOTa, TPOMOOKCaH
A2, konnareH).
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TpoMbouuTapHbie rpaHynbl

Peakuwns BbicBOGOXOEHMS.
B TpombouunTtax nmerotcs rpaHynbl 4 TMNOB — NOTHbIE ( 1- TUN), -rpaHynbl

(2-1 TMn), nepokcncomsl (3-n Tun), nu3ocomsbl (4-n Tun). B npouecce peakumn

BbICBOOOXAEHNA M3 anbda -rpaHyn CEKpeETUpyeTcs TPOMOOMOAYINH,
TpomboumnTapHbI akTop , dakTop BunnebpaHaa, TpombounTapHbIn hakTop
pocTa, aHTUrenapuHoOBLIA aKTOP; U3 NITOTHbLIX FPaHyN — agpeHarnuH,
cepoTonHuH n A1®, Bbi3biBaOLLME BTOPUYHYHO arperauunio TpoMboumnToB; n3a
NepoKCMCOM 1 NIM30COM — Takme PePMEHTbI, Kak apabuHo3naasbl, KUCNble
rmgponasbl, Nnpoteasbl. [osiBNeHne B KPOBU COOEPXKMMOrO anbma -rpaHyn
ABNAETCS MapkepoM akTnBaumm TPOMOOLIMTOB N UX BHYTPUCOCYAUCTON
arperaunn. [NloaToMy B KNMHKKE onpegeneHne ypoeHs beta -
TpombomoaynuHa m TpomboumTapHoro dpaktopa 4 ucnonb3yeTcs aAng
BbISIBITIEHUS] aKTMBMPOBaHHbLIX (OOpM TPOMOOUMTOB. YNNOTHEHNE
TpomboumTapHoro Tpomba

Takum obpasom, TpoMOoUMTEI ONPeAENSOT MEXaHN3Mbl TPOMOOLMTAPHO-
cocyaucToro remocTasa. B npouecce koarynsumm TpombountapHbie
MeMbpaHbl ABNAKTCA CBOeobpa3HOM MaTpuLen, Ha KOTOPOKW NPONCXOaUT
o6pasoBaHMe 3H3MM-CYBCTPaTHBIX KOMMNIEKCOB M KackagHbI NpoLlecc
akTMBaUMM CEPUHOBbLIX NpoTeas. BoigeneHne TpombonnactuHa
TpombounTammn CnocoBCTBYET akTUBALIMMN BHELUHELLIO NYTU CBEPTbIBAHUSA
KpOBMW.
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Mpu4nHbI peakTUBHbIX
TPOMOOLUTO30B

* CnneHakTomMus

* [emonus

* OcTpas kpoBonoTeps

« 3noka4yecTBeHHble HOBOOOpasoBaHus
« PeBmaTtoungHbin apTpuT

« Octeomuenur

.

Ty6epkynes u ap.

PeakTuBHbIV Tp0M60LI,I/1TO3 npoABnAeTCA Kak crneacrane natoniorm4eckoro npouecca, KOTOprl7I, KaK nonararT, He
nopaxaet reMono3TU4EeCKne CTBOJIOBbIE KNETKU, T. €. PerynAaATopHble MexXaHU3Mbl, KOHTpOonupyrLine
Tp0M6OLI,I/1TOI'IOS3 N pasBuUTne CTBOJIOBbLIX KIETOK, HE HapyLlarkTCA. «AcnneHn4eckmny TpoOMOOUUTO3 GbiBaeT
MakcumManbHbIM Mexay 2- 1 3-1 HegensMu nNocrne CnneHaKToOMUmn n OEPXUTCA CpaBHUTESNTbHO HEQONTO (OT
HECKOINbKUX HeAenb A0 HECKOJTbKMX MeCﬂLl,eB). Ero Bo3HWKHOBEHME CBA3bLIBAIOT C yoaneHuem opraHa, roe
npouncxoauTt cekeecTpaumna n paspylieHune Tp0M60LI,I/1TOB, a Takxke, no-sugnMomy, CUHTE3 aHTVITpOMGOLI,MTaprIX
aHTuTen un BblpaﬁOTKa rymoparnbHOro qaaKTopa, OKasblBaloLWlero Topmosdiiee slnaHne Ha KOCTHbIN MO3T.

Bo MHorux cryyasix peakTMBHbIN TPOMGOLMTO3 acCOLMUPYETCS C CUCTEMHBIMU BOCNaNUTeNbHLIMU 3a6oNeBaHUsIMM
U, KaK CUUTaIOT, SIBNAETCS Pe3ynbTaToM BbiAerNeHUst UIMMYHOMOZYNATOPHBIX LIUTOKMHOB, KOTOPble BTOPUYHO
CTUMYNUPYIOT NPOAYKLMI0 TpOMGOUMTOB. 3Ta Mogenb Haubornee COOTBETCTBYET COCTOSIHUIO MPU PEBMaTOMAHOM
apTpuTe, Kora cofepxaHue uHTepneiikuHa-6 (UJ1-6) B cbiBOpoTKe KPOBY NPSIMO KOPPENMPYET CO CTEMNEHbIO
TpomGouuTosa. VIHTepneiknH-6 M3BeCTeH kak MPOTMBOBOCNANUTENbHbIM LIUTOKWH, KOTOPbIN Takke CTUMYNUpyeT
NonNWNIoNaN3aLmIo MerakaprvoLmnToB 1 obpasoBaHue TPOMGOLMTOB.

MpuunHoM TpOoMBOLMTO3a y GOMBHBIX C OHKONOTMYECKOi NaTonoreii BEposITHO ABNSIETCS pasapaxatollee AencTBUe
NPoAyLMPYEMbIX OMyXOrblo GUONOrMYECKY aKTUBHbIX BELLECTB Ha MerakapuoLuTapHblii POCTOK KOCTHOTO MO3ra.
Takoe AencTeue MoXeT BbiTb U NPSIMbIM Y NaLMEHTOB C METacTa3aMu onyxonu B kocTu. Hanbonee yacto
TpomGoumMTo3 HabnoAaeTcs Npu rMnepHedPOMaHOM pake NoYKM, CapKOMaTO3HbLIX MOPAKEHUSX NETKUX,
numdorpaHynemaTose. B knuHuyeckom aHanuse Kposmg TakUxX NaUUEHTOB MOXeT MPUCYTCTBOBATb yBENUYEHME
COQ. B koarynorpamme Hepeko 0TMevaeTcs runepdrubprMHoreHeMmns 1 CKIOHHOCTb K runepKoarynsaumm.

BcTpeyatoTcs TpoMBOLMTO3bI, CONpPOoBOXAAtoLWME NePENOMbl KPYMHbIX KOCTel ckeneta (0COGEHHO YacTo —
GepnpeHHol kocTu). Kome Toro, AnuTenbHas rMnokceMusi, NOMMMO 3pUTPOLUTO3a, TakKe MOXET ObiTb NPUUMHON
TpoMbGoLuTO3a.

YBenuyeHue Yncna TpoMGoLUTOB MHOTAA SIBNSIETCS KOMMOHEHTOM €CTECTBEHHOW OTBETHOM peakumn opraHu3ma Ha
OnUTenbHbIE XPOHUYECKME KPOBOTEYEHMSl. OTO MOXeET HabntoaaTtecs (NpaBaa, AOCTaTOMHO PEAKO) Y NaUMeHTOB C
LIMpPO30M NeYeHU Npu KPOBOTEUEHMSIX U3 BapUKO3HO PacLUMPEHHbIX BEH N1LLEeBOAa, Y 6ONbHbIX C A3BEHHBLIM
NopaxXeHUeM >Xenyao4YHO-KMULLIEYHOro TpakTa. Y Takux 6orbHbIX TPOMBOLMTO3 YacTo coYeTaeTcsi C NpU3Hakamu
xKeneso-geduunTHOM aHeMuu.

Y 6onbHbIX B12-aeduumTHOM aHeMUen MoXeT HabnoaaTbCs TPaH3UTOPHOE MOBbLILLEHWE YMCa TPOMBOLIMTOB B
nepvops BOCCTaHOBMEHWsI NoKa3aTenewn KpacHoW KpoBM BCreACTBME Tepanuu.

PeakTvBHble TPOMGOLMTO3bI HE MOTYT BbITb NPUYUHON TPOMBOreMopparyecknx OCNOXHEHU U He TpebytoT
crneuvanbHol KoppekLmy. Ycunus nevallero Bpaya AorkHbl ObITb HaNpaBneHbl Ha CBOEBPEMEHHOE pacro3HaBaHue
1 HEMeZneHHoe fNedeHre 3aGoneBaHus), CTaBLLIEro NpUYMHoi TpomboLmTo3a.
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AGconTHbIE (ULCTUHHBIE,
nponudepaTtuBHbIE) TPOMOOUUTO3bI

« XapakTepuaylTcsi BO3pacTaHUuem 4Yvucna
TPOMBOLUTOB B KPOBU B pe3ynbTaTe ux
NOBbILLEHHOro 06pa3oBaHUs.

MpuyurHbIL:

* [eHeTHnyeckue myTauum
(MuenonponudepaTuBHbIn ngMONATUYECKUIA
TpombouuToa)

* YBenu4eHue KOHUEHTpauumn u/unu akTMBHOCTH
CTUMYNATOPOB TpomBounTonoasa:
TpombocnoHanHa, TpombonoaTtuHa, FAT, U3,
nne.

» MerakapunobnacTHble Nenkosbl

ABCONOTHbIE (UCTUHHBIE,

nponudgepaTuBHbIE) TPOMOOLIMTO3bI XapakTepusytoTCa BO3pacTaHNEM Ymcna
TPOMBOLINTOB B KPOBW B pe3yrbrate Ux NoBbILLEHHOro 06pa3oBaHns
[MepBUYHbIE TPOMOBOLMUTO3bI BO3HUKAIOT Bpe3yrbTaTe KNOHanbHoro gedgekra
remMono3aTUYECKMNX CTBOSOBbLIX KNEToK. OHM MoryT 6bITb MO0 CMMNTOMOM
MuenonponudepaTUBHbIX 3aboneBaHn (XPOHNYECKNI MUENONENKO3,
aputpemusi, Mmenocmnbpos, ocTpbii MerakapnobnacTHbIn NenNKo3 u gp.), nmbo
CaMOCTOATENbHOM HO30510rM4Yeckon hopmon (acceHumanbHas
TpoMbounTeMUSA, Ha KOTOPYIO PacnpPOCTPaHATCA 3aKOHOMEPHOCTU
OnyxorieBon nporpeccun remobmacTo3os).

abcontoTHbIE (UCTUHHbIE,

nponudgepaTuBHbIE) TPOMOOLMTO3bI, XapakTepusyoLmnecs Bo3pacTaHNeEM
4yncna TpoMOOoUMTOB B KPOBM B pe3ynbrate Ux NoBbILLEHHOro o6pa3oBaHus
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OTHOCUTEenbHbIE TPOMOOLUUTO3bI

*  OTHOCUTENLHbIE (NOXHbIE,
HenponupepaTueHblie) TPOMOOLUUTO3bI HE
CONpPOBOXAAKTCA yBENUYeHuem obulero yucna
TPOMBOUMTOB B KPOBMW.

MpuymHLL.

« [MepepacnpegeneHue TpPoMBOLUTOB B PasnuuHbIX
pervoHax CocyaAucToro pycna (BackynuTbl, B nepebie
Yacbl MOCNe OCTPOiA KPOBONOTEPU, ANUTENBHOTO
cTpecca, OXoros, TpaBMbl (3a CHET BbIbpoca KpoBu U3
AEno 1 BbIXOAa U3 KOCTHOTO MO3ra)).

* ['eMOKOHLEHTpauus — yBenu4yeHue OTHOCUTENLHON
Maccbl TPOMBOUMTOB NPU HEU3MEHHOM UMK
CHWKEHHOM 00BbEME Nna3mbl KPOBYM (Aermapartauus,
nnasmonoTeps)

OTHoCUTENbHBbIE TPOMOOLIMTO3bI HE CONPOBOXAAKTCSA yBENNYEHNEM 00LLEro
yucna TpoMObounToB B KPOBM (NepepacnpeaenmnTenbHbie U
reMOKOHLIEHTPALNOHHbIE TPOMOOLUTO3bI).
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VICTAHHAARA
. nonuuMTeMun

el |

“

MCcTHHaa nonvuuteMus xapaktepmnsyeTca noBbILLEHHOW nponudepaumnen
BCEX KIETOYHbIX NIMHUI, BKITOMas 3pUTPOLUTAPHbIN, NENKOUNTaPHbIA K
TpombBoumTapHbI pOCTKN. I3onnpoBaHHOEe NoBbILEeHWE nponudepaumnm
3puUTpOLNTOB 0603HAYAT TEPMUHOM «MEPBUYHbIA 3pUTPOLMTO3Y. [Mpn
WUCTUHHOW NONMUUTEMUN yCUneHHoe 0bpa3oBaHme S3pUTPOLIUTOB MPOUCXOOUT
He3aBMCMMO OT 3puUTponoaTuHa (IN0O). DkcTpameaynnsapHoOe KPOBETBOPEHME
HabnogaeTcs B ceneseHke, NeYeHn n apyrmx Mectax ¢ noTeHUnanom K
remonoa3sy. KU3HEHHbIN LMK KNETOK nepueprnyeckon Kposm yKopodeH. Ha
No3gHUX ctagusix 3abonesaHus NPUoNM3nTENbHO Y 25 % 60nbHbIX CHUXaeTcs
NPOOOIHKUTENBHOCTb XXU3HN 3PUTPOLUTOB, U UMEET MECTO HeaZleKBaTHbIN
remonoaa. Moryt passumBaTbCsi aHeMUS, TPOMOOLMTONE-HUS U MUenodunbpos;
NpeaLeCcTBEHHUKN 3PUTPOLINTOB N NIENKOLUTOB MOTYT BbIXOAUTb B CUCTEMHbIN
KpOBOTOK. B 3aBMCMMOCTM OT NpOBOASALLIErOCH nevyeHunst Yactota
TpaHcdopMauumn 3abonesaHunsi B OCTpbI nenkod sapbupyet oT 1,5 ao 10 %.
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KnuHnyeckas kapTuHa

« [Ineropuyeckuin cMHApom

CyBBbeKkTMBHLIE NPOSBNEHNA

* [onosHas 6onk

* [onosokpyxeHue

* Hapywenue 3pexus

«  CreHokapauyeckue Gonu

«  KoxHbin 3yn

+ [lapecTteanm

*  AprepuancHas runepTeHaus

+ CknoHHOCT: K TPOMDO3aM (pexe — remopparv4eckui CUHIPoM)
*  MuenonponudepaTieHeiil CHHAPOM

+  CybbexkTusHbie NPosBnexHus

+ O6was cnabocTe

+ [loebleHUe TemnepaTyps! Tena

+  bBonu B xocTaX

+  OuwyweHve TsKecTV B nesom noapebepee

« CnneHomeranus (pexe — renatoMeranus) B pesynbrare noseneHuns
O4aroBe IKCTpamMeynnapHoOro KpOBETBOPEHUA W BEHO3HOMO 3acToA

Monuumntemns Xapakrtepusyetca anmtesibHbIM U OTHOCUTESIbHO D,O6pOKa‘-IeCTBeHHbIM
Te4yeHnewm.

B KNuHU4eckom TeveHmm pas3nnyarT HECKOJ1bKO ctagun:

HayanbHasi, UMM ManocCUMNTOMHas!, CTagmusi, 0ObIYHO ANUTENBHOCTLIO 5 NneT, ¢
MUHUMalnbHbIMU KIMMHUYECKUMU NPOABIIEHUAMU;

ctagus llA - aputpeMuyeckasi pa3BepHyTasa ctaaus, 6e3 MvenovngHom metannasmm
ceneseHKn, ee AnuUTenbHocTb MoXxeT gocturaet 10-20 neT;

cragusa b - ApUTpeMn4ecKasa pasBepHyTad Ctagus, C MUENONOHON MeTannasnen ceneseHku;

YacTbiMM xxanobamu siBnsoTCA rofioBHast 6onb, rONMOBOKPYXEeHne, yToMnAaemMocCTb,
©GeccoHHMLa, YYyBCTBO «TAXECTU» B rofioee, Wym B yulax, OHEMEeHNe 1 nownnbiBaHne B
nanbuax, nHorga HapyweHusa 3peHnd. VccnenoBaHue rnasHoro AHa BbiSiBNSIET 3aCTOWMHbIE
M3BUTbIE COCYyObl, OTEK COCKa 3PUTESIbHOIO HeEpBa, B peaKnx criydaax ambonuio Ll,eHTpaJ'IbHOﬁ
apTepun ceT4yaTKu. Y G0onbHbIX MoryT HabniogaTbcs napanunymn, annnentTongHble npunagku,
nporpeccupyroiiee CHuxXeHme namaTtn n pa6OTOCﬂOCO6HOCTI/I, aenpeccud. Peako
BCTpe4aTCA A3Ba /J,BeHa,D,LI,aTVII'IepCTHOVI KULLKN UNn Xenyaka, KpoBoTevdeHnda n3 Bapuko3Ho
paclmnpeHHbIX BEH nueBoaa, Xenyaka, Kue4vyHuka, TpOM603bI Me3eHTepuaribHbliX COCydO0B.

ctagus lll - cTagma NocTapuTpEMUYECKON MUENOUAHON MeTannasum (aHemumyeckas ctaaums) ¢
Muenodnbposom nnm 6e3 Hero; BOIMOXXEH UCX0 B OCTPbIN NENKO3, XPOHUYECKUIA
MMENonemnkos.

OpHako, y4nTbiBadA 00bl4YHOE Ha4ano 6onesHu Y NOXUNbIX N CTapbIX niogen, faneko He Yy BCeX
©0nbHLIX OHa npoxogunT BCe Tpu CTagun.
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Plethora vera

Koxa nuua, ywen, KOH4YMKa Hoca, AnCTaribHbIX OTOEN0B KOHEYHOCTEN U
BNOVMbBIE CITU3NCTbIE BOMbHBLIX UMEKT KPACHO-LIMAHOTUYHYIO OKPacKy
pasnn4HOW CTEMNEHU BbIPaXXEHHOCTW.



UcTtnHHas nonuumtemns (bonesHb Bakesa)
Petnrynoumts % 2
Konwuyectso 12
SPUTPOUMTOB Saa0n HopMoBnacT HET
AHKIOUMTOS HeT
186 rin
FemornobuH MAKDOLHTOR o
U - (useTosoit MaxpouuTos HeT
NOKa3arenb) 09 MoRKMNOUMTCS +
Tpomboumnre: 580x109/n MerapoSnacTbl HeT
co3 3 ikt Meranouumsl HeT
Konuuecreo HEATPODUNbI
NeNxounToB B 3 M 10 n C n
16x10%n 1 3 28 B3 5 62 19 5
[emarokput — 50%
YpPOBEHL 3pUTPONO3TUHA B KpoBu 7 Ea/n (Hopma - 5-25 Ea/n)

[AnarHocTnka UCTUHHOW NONMUUMTEMUN OCHOBBIBAETCH HA JAaHHbIX reMorpamm,
COCTOSAHUSI KOCTHOMO3rOBOIO KPOBETBOPEHNSA U KITMHUYECKON CUMMTOMATUKM.
OvdhepeHumnansHyo ANarHoCTUKY NPOBOAAT CO BTOPUYHbBIMU
3pUTPOLNTO3aMN, BCTPEYAOLMMUCH MPU TMNOKCUN (BPOXKAEHHBIE KCUHUEY
NOpoOKM cepAua, NHEBMOCKIEPO3, aganTaums K yCrOBMSM BbICOKOMOpbSi),
HEKOTOPbIMM ONyXONAMM (MOYKN, MO3XKEYOK 1 Ap.), NaTONOrmen noyek
(nokanbHas noyeyHas nwemns, rmapoHedpos, NOMKUCTO3, CTEHO3 NOYEYHbIX
apTepun u ap.), TPomMB6030M neyYeHo4HbIX BeH (cnHapom bagaa — Kuapwm),
uMppo3amm neyeHn, BucLuepanbHbiM Tyb6epkynesom un ap.



MeTton N3meHeHune BoamoxHas npuynHa
nuccnenosa | nokasarens

- HUA

Bpems YkopoueHue |MMneparperayvs TpomboumnTos (B T. Y.
KpoBOTEYE NpU CUHAPOME «BASKUXY

-HUA YonuHenve | TpombouunTos).

(Hopma, no TpombouutoneHus.

Ansn, — CHwxeHne agresveHo-arperaunoHHbIX
4-8 MuH) CBOWCTB TPOMBOLMTOB BPOXAEHHOIO

unu npuobpeteHHoro reHesa. [eduuur
®B.

INeuyenue renapuHom u AH/. Tepanus
acnupurom. [1BC-cuHgpom.

CuHAPOM MacCUBHbBIX
remoTpaHceysvn, Ha oHe
nepenuesaHuin peononUIMKuHa,

NnnenanaToR MIMADOKCUATUNKDAXMANS |

MokasaTtenu, xapakTepuayoLLme HapyLleHUs TpoMBoLUTapHO-COCyaNCTOro

remocrtaaa.
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Koanuecrso
TpomGaumTon
i KPOBH
(HOpMa —
170-350x 100

Crnke-
Hue
BITNIH]

I loBsime-

nena

Ocrpoiit ABC-cuHgpom. —

QCTPbIA NEWKO3 W MUENOAUCNNACTAYECKHE CHHAPOMEL,

FunNe- » anNacTHieckue aHemmm,

Hapywenue ofpasoeanna B opraMuame

TPoMBOUUTONO3THHA.

XMMHOTEpanNUS ¥ NYYEBan TEPaNns,

TTTT W rEMONUTHKO-YPEMUMECKUIA CHHAPOM,

Cnnexomeranina i renaronueHans i CHHAPOM.

TUT (renapun-MHAYLUMPOBaHKHAR TPOMBOUMTONEHNA).

Sxknamncus n npesxnamncus, HELLP-cuHapom.
JKCTPaKopnopankHoe kposoobpawenwe, NemMoananna y GonsHbIX ©
XPOHUYACKON NOMEYHON MEAOCTATONHOCTEIO, rEMOCOPBUNA.
WuTercuaHan Tpancyanonman Tepanua. MapokcnamansHan HOYHaAA
remornoduHypua. MmyHHBE OpMbl NaToNorMK (CHCTEMHAA KpacHan
sonuanka (CKB) » ap. xonnarerossl, APC, nMMyHHaR
TpomBoyuTonanuieckan nypnypa). Meeaaorpombouuronanns e
cny4ae UCoNL3OBAKKA B KadecTee cTabinuaatopa npu nonyHeHun
kposn SATA (3TMNEHAWAMUHTETPABUETAT).

MeraxapuoyuTapHsIe ¥ MHENONERKO3bl, IPHTREMNS. BTOpHYHEIR,
PEAKTHEHEIR TPOMBOUNTOS B CNYYae CnnexsxTomMmy (vepes 1-3
HEAGNK), BHYTPUNONOCTHLIE r@MATOMEI NOCNE ONePATHEMEIX
BMELLATENLCTE, cnycTs 7-10 AHed oT Hadana NogoCTPOro TOKCHKO-
wHbexumorHoro [BC-cvHAROMa, NOCNE NEPEHECEHHOTD OCTPOTO
KPOBOTEUEHHA, NPN 3NOKAYECTBEHHLIX HOBOODPA30BAHUAX
(NPeABECTHUK ONYXONK NArkore, NOAKENYA0NHOR Keneds) U Apyrux
npUYKHax xporwyeckoro BC-cunapoma

43



ArperaTorpamma B HOpMeEe

TpomBouuTel 168 000
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MuHMManbHLINA
Mepuon
YPOBEHb,
Undpposoe MpuHaTole NONYXU3HW B O .
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dakTopbl cBEpPTLIBAHMA (Mna3MeHHble NpokoarynsaHTel). Cnuctema cBepThiBaHWSA BKITHOYaET NPoLEeCChl,
BbI3blBaloLLe obpa3oBaHve PUOPMHOBOrO KapKkaca, CTabunmanpyoLlero TpomoounTapHyto NPo6Ky u
TPaHCHOPMMPYIOLLETrO €€ B MIOTHbIW U ANUTENBbHO CYLLECTBYOLNIA CryCTOK.

lMna3meHHbIMKY hbakToOpamMmn CBEPTLIBAHMSA ABMSIOTCA LIMPKYnmpyowme B kposu 6enkun. ObenpuHaTa
pruMmcKas HyMmepaums akTopoB CBEPThbIBAHWSA, XOTHA KaXabIN M3 HUX MMeeT MHOro Ha3saHui. CornacHo
COBPEMEHHBIM BO33PEHMAM TKaHEBOW (DAKTOP U MOHBI KanbLsA HE OTHOCAT K NNa3mMeHHbIM daktopam
CBepTbIBaHNA (TKaHEBOWN (haKToOp COAEPXKMTCS B KNETOYHbIX MembpaHax 1 He sBnsieTcs
BHYTPVCOCYAMNCTBIM KOMIMOHEHTOM, MOHbI KanbLus He ABNSIOTCS 6ernkom) n cenvac He NCnonb3yeTcs nx
puMmcKas Hymepauums.

dakTop VI K HacTosALeMy BpeMEeHN He BbIABIIEH.

MpekannekpenH (PK) 1 BbICOKOMONEKYNAPHbIA KMHMHOreH (HMWK) ssBnsitoTcs 4ONONMHUTENBHBIMU
dakTopamu, He MMELLUX HOMEPOB PUMCKON HOMEHKNATYPHI.

AKTMBMpPOBaHHbIE haKTOPbl CBEPTLIBAHNA 0603HAYaOTCA OOMNOMNHUTENBHON BYKBON «ax», criefyoLlen 3a
PUMCKMM HOMEPOM.

lMna3meHHble hakTopbl CBEPTLIBAHUS CUHTE3NPYHOTCS B NeYeHU. [Insi 3aBepLUEHHOro CMHTE3a hakTopoB
I, VII, IX, X, a Takke NpOTENHOB-MHMMOUTOPOB cBepTbiBaHUsA C n S Heobxoamm ButamuH K. B xone
6uocnHTesa aTux 6enkoB BuTaMuH K obecneumBaeT y-kapbokcMnupoBaHue oCcTaTkoB ryTaMUHOBOM
KMCINOTbI B NONUNENTUAHbIX uensix. B pesynbtaTte o6pa3sytotcs npodepMeHThl, CNocobHbIe
aKTUBMPOBAaTLCS B NPOLIECCE CBEPTbIBAHUS KPOBU.

B cnyyae gecpumuuta Butamuna K B opraHname o6pasytotcst pyHKUMOHaNbHO HEMOMHOLEHHbIE
NpPOTEUHbI, He CnoCcoBHbIE K akTnBauun, uMeHyemble PIVKA (Protein Induced by Vitamin K Absence)
unun akapbokcun-6enku.

CnepnyeT OTMETUTb, YTO B OTNINYME OT APYrUX PakTOPOB CBEPTbIBAHUS, LIMPKYNIUPYIOLLKX B KPOBU B
cBoboaHoM cocTosHum, dhaktop VIII cBasaH ¢ haktopom Bunnebpanaa (komnnekc daktop Vlll/dakrop
Bunnebpanga). ®aktop Bunnebpanaa, BbipabaTbiBaOWMACA U UMEIOLLMIA NYTbl XPAHEHWS B 9HAOTENWM,
cy6aHpgoTenun n TpombouunTax, NnpeacTaBnsaeT cobow CNOXHbIA MySIbTUMEPHbBIV Genok.
CekpeTupoBaHHbIf B KpoBb hakTop Bunnebpanaa tpaHcnoptupyet dpaktop VIII kK MecTy noBpexgeHns
1 NpegoTBpallaeT ero 6bICTPbIN MPOTEONUS.
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« ®akrop Bunnebpanaa — aHTUremopparm4eckum
cocyaucTtbin pakTtop. CuHTE3upyeTcs
3HAOTENUeM COCYAOB U MerakapuouutTamu,
COAEpPXUTCA B Nnasme u B Tpomdouutax. dakrop
BunnebpaHaa cnyxut BHny)Vlcocy,qVICTblM Benkom-
HocuTenem ans dakropa VI

dakTop ®neryepa — NnasMeHHbIN
npekannukpeuH. CUHTE3UPYETCA B NEYEHU.
CopaepxxaHue dakTopa B nnasme CoCTaBnsaeT OKomno
0,05 r/n. YyacteyeT B aktuBauum dakropos Xll n
IX, nnasmuHoreHa, NnepeBoAnT KUHUHOTEH B KMHUH.

®akTop PuTtugKepanbaa — nNnasMeHHbIN
KMHUHOTreH (cpakTop ®noxe, paktop Bunbamca).
CuHTesupyeTtcs B nedeHn. CogepxxaHue gakropa B
nnasme cocrasnget okono 0,06 r/n. YyacTteyer B
akTmsauum cakropa Xl u nnasmuHoreHa.
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Cuctema koarynsumm u g,
¢unbpuHonusa 12
KOHTaKkTHan NnoBepxHOGTL anesou chakrop (Ill)
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Mna3MmuH

OCHOBHbI€e MOMOXeHUs! KackaHON TEOPWUM reMOCTa3a 3akIioualoTes B Criefytolem:
Bce dpakTopbl CBEpThIBaHUS HAXOASATCS B NNa3Me KpOBU B HEAKTUBHOI hopme

MpoLecchl CBepThIBAHUA MHULMMPYHOTCS ABYMS pasnUYHbIMM MexaHu3MaMu (BHYTPEHHUM U BHELLHUM NyTeM
aKkTuBauun)

AKTMBMpOBaHHbIE (haKTOPbl CBEPThIBaHUS 06nafaloT epMeHTaTUBHON aKTUBHOCTBIO U CaMy SIBMSIOTCS
aKTyBaTopamm Ans ApYrux (akTopoB B ONpeaerieHHoW NnocnefoBaTenbHOCTW peakuuiBHYTpeHHUI NyTb akTMBauum
peanuayeTcs Npu KOHTakTe Haxogsierocs aHympu cocyda Xl dpakTopa ¢ YyXepoaHo NOBEPXHOCTbIO, HO eCTb
BELLECTBAMMU, C KOTOPbIMU B HOPMarbHOM COCTOSIHWM KOHTaKTa He NPOWUCXOAMT, HAanpuMep, C KomnareHoBbIMU
BOMOKHaMu cy6aHO0TENManbLHoro crosi.

AKTVBaLWS CBEPTHIBAHMS MO BHELUHEMY MEXaHWU3MY UHULMUPYETCS BELLECTBaMU, KOTOPbIE B HOPME HaxOAsTCs 8HE
cocyducmoezo pycia v BblcBObBOXAATCA U3 3HAOTENMS (TPOMBOKMHA3BI??) NpY NOBPEXAEHUN CTEHKM cocyaa.

In vivo npoueccbl cBepTbiBaHUA 06bl4HO obecneymnBatoTcs 060MMY MexaHU3Mamu, NOCKOJ1bKY TpaBMaTu3auna
COCyaUCTOM CTEHKN BEOET KaK K obHaxeHuo NOBEPXHOCTH Cy63H,EI,OTeJ'IVI$|, TaK U K BbICBOBOXAEHMIO U3 KNETOK
Bronornyecky akTUBHbIX BELLECTB.

BHyTpeHHUII MexaHn3M oxBaTbIBaeT KOarynsLMOHHbIN kackag, HauuHas ¢ aktuBaumm Xl dbaktopa Ao obpasoBaHus
durbpuHa (XII — 1), BHELLHWIA MeXaHW3M HauMHaEeTCs C BHELWHEN akTVBaumMy U 3aBepLuaeTcsl obpasoBaHnem
pubpuHa (VI — 1). ®aktopsl X, V, Il n | aensitoTca obwmmMmn anst obomx nyten aktnsauum. ®akropsl Xll, X, PK,
HMWAK u VIII oTHOCATCS K BHYTPEHHEMY NyTu akTusaumu, a daktop VIl — K BHyTpeHHel cucteme aktuBauum
cBepTblBaHUS.

dakTopbl CBEPTHIBAIOLLEH CUCTEMbI LIMPKYNUPYIOT B KPOBOTOKE B (pOPME HEeaKTUBHbIX MPO(EPMEHTOB U KOhaKTOPOB.
Mpy MHULMALMUN KOAryNALMOHHOTO KackaZa B pe3yrbTaTe NpoTeonn3a NpoucXoAnUT akTUBALMS NPOEepPMEHTOB 1
kogpakTopoB. AKTUBMPOBaHHbIE (HEPMEHTbLI CUCTEMbI CBEPTHIBaHUS SIBNSHOTCS CEPUHOBBLIMW NPOTEasaMu U camu B
onpegeneHHol NocneaoBaTensHOCTU MOTYT akKTUBMPOBATL AalbHENLNE 3BEHbs kackaaa. AKTUBUPOBaHHbIE
KogpaKkTopbl He 06NafaloT CaMoCTOATENLHOW (PEPMEHTATUBHON AKTUBHOCTBIO U BbIMOSHSIOT (hYHKLMIO
KaTanusaTopos. Mpouecc CBEPTLIBAHWS MU KOArynsALUMOHHbIN Kackad COCTOWT K3 Tpex ¢as:

o6pasoBaHne NPOTPOMBMHA3HOrO (TPOMOWH-aKTUBMPYIOLLLETO) KOMMIeKca
obpazoBaHne TpoMOBUHa
obpa3soBaHue ubpuHa.

CucTema CBepTbIBaHWS NPU NOBPEXAEHUM COCYAa aKTUBUPYETCS Kak Yepe3 BHYTPEHHWIA, Tak U Yepes3 BHELLHWI
MeXaHU3M aKTUBaLum.

BHyTpeHHMI NyTb akTuBauum BkrtovaeT caktopbl Xl n Xl, a Tarke npekannekpeuH (PK) 1 BbiIcOkomonekynsipHbin
KuHUHoreH (HMWK). MakcrmMarnbHo BbicTpoe pa3Butue peakumm obecrneumBaeTcsl CBA3bIBaHUEM C
npokoarynsiHTHelMK dhocponunuaamy TpomboumTapHeix MeMbpaH 1 BkntodeHvem VIl paktopa, onocpenyemoe
MOHaMU KanbLus, B Tak Ha3blBaeMbln «TeHa3HbIny koMmmnneke (Xa-Vllla-PhL-Ca++). Ten — goecstb, «TeHa3HbIA»
KOMMMeKe aanee aktnsmnpyet X hakTop cBepTbiBaHUS.

BHeLwHWI NyTb akTUBaLUuM TKaHeBbIM TpoMBOoNnacTMHOM NpUBoAMUT K obpasoBaHuio komnnekca (Vlla-PhL-Ca++).
Bo3amoxHa aktuBauus IX caktopa dpaktopom Vlla (netnsa Oxocco), 4To cBMAETENbCTBYET O B3aMOCBA3N MeXay
BHELLHVM U BHYTPEHHUM MexaHu3mamu. CylLecTBOBaHNEe 3TON CBSI3W OrpaHNYMBaEeT 3HaYeHNe KOHTaKTHbIX
¢akTopos (XIl, XI, PK 1 HMWK) B npouecce cBepTbiBaHUS.

«TeHasHbIn» komnnekc (Xa-Vllla-PhL-Ca++) un komnnekc (Vlla-PhL-Ca++) aktuBumpytoT X daktop. Takum obpasom, X
haKTop 3aHMMaEeT KIoYEBYIO NO3NLMIO BO B3aMMOAENCTBUM BHELLHETO Y BHYTPEHHEro MexaHW3MoB akTueaumu. B
AanbHenLeM nocrneaoBaTenbHbIe peakuum KoarynsumMoHHOro Kackaga nayT no ogHOMY NyTu.

MpoTpombuHasHbI komnneke (Xa-Va- PhL-Ca++) akTuBmpyeT npoTpom6uH (dpakTop Il), npeBpalyas ero B TpOMGUH
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PaHHaa cTagus

KOarynaumoHHOro KaCkaga
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NMo3gHan ctagus

KOarynaumoHHOro KkaCckaga
: f
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Il. TpomBodunum, cBa3aHHbIE C OTCYTCTBUEM,
aHoManuen unu runepnpoaykunen ceepTbiBaroLwmx
paKkTopoB (NPOKOarynaHTOB).

» TpomboreHHas gucubpuHoreHemus;
* aTuNnYHbIN (hbubpuHoreH (renatoma);

* NOBbILLEHWE YPOBHA U aKkTMBHOCTU pakTopa VI
(npokoHBEPTUHA);

* runepnpogykuusa cdakropa VIII;

* NOBbILLEHWE PE3UCTEHTHOCTU thakTopa V K
aKTMBUPOBaHHOMY nNpoTeunHy C;

» MyTtauua reHa npotpombuna G20210A;

» pedpuumnt chbaktopa Xll (yrHeteHune . XIl-kannukpeunt-
3aencumoro cpubpuHonusa)
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MyTauus reHa npoTpoMOuHa
G20210A

Onucana B 1996 r. S.R.Poort ¢ coasT.
B Buae 3ameHbl G Ha A

CoyeTaeTca C YBENUYEHUEM YPOBHS
npoTpombuxa 7 4acToToM
BO3HUKHOBEHUSA BEHO3HbIX TPOMB0308B

Puck Tpombo3a yBenuyuBaeTcs no
CpaBHEHUIO C HOpMarbHbIM
npoTpombuHom B 3-4 pasa

CoyeTtaetca C npexpeBpeMeHHbIM
Bo3HUKHoBeHuem B6C
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Mpu cTpecce akTuBauus CUMNATO-aApeHanoBOW CUCTEMbI
CTUMYNUPYET CUHTE3 hubpuHoreHa, rMIOKOKOPTUKOMALI —
npotpombuHa, hubpuHoreHa, npoakuenepuHa.

Minepnunugemus cos3pgaeTr ycnoBus ANA  CNOHTAHHOM
aktusauum @. Xl n yckopeHuss obpasoBaHua npoTpombuHasbl.

ATepocknepos, runeptoHuyeckas OonesHb. B kposu
yBenuuuBaeTcs coaepxanue cubpuHoreHa, npotpombuHa,
daxropos VIII, XII.

ObBwupHoe nospexaeHve TkaHein. [MpoucxoguT MaccusHoe
NOCTyNnNeHue B KpOBb TKaHEBOro TpombonnactuHa.

BepemenHocTb. [lpoucxoant  yBenuyenue OuocuHTesa
NNasMeHHbIX NPOKOAarynsaHToB.

HacneacreexHas avcchubpuHoreHemMus. OTtmevaercs
aHoManbHbIl CUHTE3 Monekyn ¢ubpuHoreHa, ycuneHHoe
TpomboobpasoBaHMe U  BbICOKAs  4acrtota passBuTus
Tpomb0308B.

MpnobpeTeHHas rmnepkoarynsaums.
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ANTB yKopoqu"e AKTUBALWA BHYTPEHHEIO MEXaHW3aMa CeepTbiBasnA
npv TpomBboaax, Tpomboambonuax, [BC-
(Hopma — cHHAPOME (TUNepKoarynAUMoHHas chasa).
okono 30-40 HopmaneHo npotekawiuas bepemMeHHocTs
c (BO3IMOXHO).
KOHKPETHBIN YanuHeHune | Aeduunt hakTopos BHyTpEHHero nytm
AavanasoH ceeproiBaHua (VI — remodunua A, IX —
MapKupveT- remochunua B, XI, XIl npu HopmanbHbIX
PKUpy peaynsrarax MT), Adedwuwnr haktopoell, Vu X e

cH cnyvae conyTCcTeYOT runokoarynaumu e MT.

= Aecuumut $B. MenapuHoTepanus 00bMHBIM,
OPOUIBOAY HedpakuMoHUpoBaHHbIM renapusom (HI) (Tect
Tenem) BbISBNAET CPABHWTENBHO HU3KNE KOHLEBHTPALIMK

aWTHkoarynsHta, npubnuantensso ot 0,05 ME/mn
xposm). Nleuenne AH[.

OBC-cuHapom (norpednexune akropos
CBEePTHIBAHUA

thaay runokoarynauuu). Ha coxe nepenveaHmit
PEONONUINIOKWHA, NPenaparTos
ruapokcuaTunkpaxuana (uHdyxon, sonekam, HES)
Hanuyne BA (Bon4aHOYHOrO aHTUKQArynaHTa).
MyTauus daxktopa IX, gedexTst Npu nony4YeHu
KpOBUW ANA WCCNEA0BaHUA (remonns,
Nepefo3npoBKa UMTPaTa HaTpus, 3a60p KPoBK U3
renapuHU3NpoBaHHONo karerepa)

MokasaTenu koarynorpammbl, XapakTepuayoLme HapyLleHus B
KoarynsiuMoHHOM MexaHu3Me CUCTEeMbl reMocTasa.



MNB (Hopma
—12-16 ¢,
Bonee y3kun
AuanasoH
MapKupyer-
ca
npou3Boaun-
Tenem)

Ykopo4yeHue

YanuHeHue

AKTUB3LIUSA BHELWHENO MEXaHW3Ma CBEPTLIBAHWA
NP Pasanuy HeIX BUAAX BHYTPUCOCYANCTOTO
CBEPTLIBAHUA KpOBW. JleueHne KoHLeHTpaTamn
HaKTOpPOB NPOTPOMOHMHOBOTO KOMNNEKCA
(«@endar, «HoeoCeseH» n ap.).

Oeduumt unu aHomanus daxropos
npotpomburosoro komnnekca (VI X, VI, ) 8
cny4ansx npuema AHJ (eapchapuy, cuHkymap,
NENeHTaH v ap.).

Boneaxn neyeHu v KenyHoro ny3eips (renatur,
UMPpPO3), HapyleHue aBakyauum xenyu, Jleyesne
HI (recT pearpyer N1llb Ha CPAaBHUTENBHO
BbICOKME KOHUEHTPaUMI BHTUKOATYNAHTa,
npumepHo ot 0,5 ME/Mn kpoew 1 Briwe), ABC-
cuHapou (notpebnexne hakTopos CBEPTLIBAHKUS B
nepexoanyio haay v asy runokoarynaummn). Ha
hoHe nepenueaHii peononUIMIKMHA,
npenaparos rmapoaTunkpaxmana (MHdykon,
sonekam, HES). Hanuuue 8 kpoeu BA (BO3IMOXHO),
[edekTs! 8 npouecce Nony4yeHns Kpoeu Ans
WccneaoBanns (remMonus, Nnepeaosnpoeka yurpara
HaTpua, 3abop KPOBKM U3 renapuHU3IUPOBaHHOIO
Karerepa)
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MHO - MeXxayHapoaHoe
HOpPManuM3oBaHHOE OTHOLUEHUE

MHO=(INB 6onbHoro/l1B KOHTPONLHOMU
HOpManbHOM Nnasmbl)M14

rae MUY — mexayHapoaHblili UHOEKC YYBCTBUTESbHOCTH
TpombonnacTuHa
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OCHOBHbIE ®U3UNOJIOTUMYECKUE AHTUKOATYNAHTHI
(MEPBUYHBLIE)

HaumeHoBaHMe Beayuwiui Mexauu3m AencTeua

* ,-TNOBYANH, MHTMENTOP TPOMBHHA, PAKTOPOB Xa, IXa,
Viia, Xia, OCHOBHOH NAASMEHNbIH KOGARTOP TERAPHHA

* CYNb®ATHPOBAHHbIA NONHCAXAPHA, OGPASVET
HOMNAEKC C AT 11, TPARCDOPMUPYA ET0 B
AHTHROATVRAHT HEMEZINERHOTO AAERCTEMA, NHIMBHPYEY
CAMOCHOPKY ®HEPHH-MOHOMEPOB

» BUTAMMH-E-3ABHCHMBIE AHTHROATVRANTDI,
BIAKMOJINCTBYIOT C GARTOPAMM Vill v V

* MEMBPAHHbIN GENOK. KHAKTHBHPYIOLLNA TPOMENR
+ WHTHBNTOP TPOMBMHA. NNASMHHEA
* HHTHGHTOP TPOMBKHEA, DAKTOPOB IXa, Xia

* KHIHBHTOPbI KOMINAERCA DARTOPOB 1L Vila

B aHTUKOArynsHTHy0 CUCTEMY BKITHOYEHbI pasnnyHble BELLECTBA, KOTOpbIe
BblpabaTbIBaAOTCH Kak reHETUYECKN AETEPMUHNPOBAHHBLIE KOMMOHEHTbI
OopraHn3ma unm BO3HMKaKT B NPOLECCe CBEPTbIBAHUSA KPOBU U hnbpurHonmsa.
PyHKUMS 3TUX BELLECTB — NPENATCTBOBATL aKTUBaLUM (0akTopoB
CBEPTbIBAHUSA KPOBU, HEUTPANM30BbLIBaTb N MHIMOMPOBATb aKTUBHbIE haKTOPbI
Koarynauum, 6rokupoBaTtb akTUBaLMIO TPOMOOLINTOB, UX aKTUBHbIE (DOPMbI U
(nnn) TpomBouuTapHble hakTopbl Ha cTagusx NPOTPOMOMHA30-1
TpombrHoob6pa3oBaHusi, CNOCOOCTBYOLLINE NOSBNEHUIO PUOpUHA, a Takke
npenaTcTBOBaTh NonvMmepusaunm GudprH-MOHOMEPOB.

[MepBUYHbIE aHTUKOArYNSHTbI CUHTE3NPYIOTCA B OpraHn3ame kak 060cobrneHHble
BeLLlecTBa N C NOCTOAHHOW CKOPOCTbLIO BbIAENSATCHA B KPOBOTOK. TaM OHU
B3aMMOAEWNCTBYHIOT C aKTUBHbIMW (hakTopamMu Koarynauuu, HemTpanuays ux.
[Mo3aTOMy KpOBb OCTAETCA B XKMAKOM COCTOSAHUN. OHN HE OEeNCTBYIOT Ha
HeaKTMBHble (POPMbl (haKTOPOB Koarynaumm (npodepmMeHTbl, Unu
NpoKOarynsiHTbl).

BTOpunyHbIE ecTeCTBEHHbIE aHTUKOArynsaHTbl 06pasyoTca n3 paktopos
CBepTbIBaHUA U Apyrnx GenkoB B pesynsraTe reMokoarynsaumm u
dunbpuHonmsa.

MHrMbunTopbl CBEPTbLIBAHMSI aKTUBMPYHOTCSt HA NOBEPXHOCTW 3HAOTENNANbHbIX
KneTok. BcnegcTeBue 3Toro aHTUKoArynsaHTHas cuctema orpaHu4vMBaeT
npoLecchl CBeEpPTbIBaHNSI 06M1acTbio MOBPEXAEHMSA cocyaa U NpegoTBpaLlaeT
Tpombo3.
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, Cyﬁaunorenuﬁ
Dencreue antutpomouna lll

1) FenapuH — BbICOKOCYNbaTUPOBaHHbIN NoNMcaxapui, UMeeT BbICOKMIA OTpuUaTernbHblin 3apsg. OTHoCUTCS K
rpynne rmuko3amM1HOrTMKaHOB, .CUHTe3UpyeTcs B renapuHouuTax (6azodunax nepudepuieckoil KpoBu, TKaHEBbIX

a3ounax) B BULE HU3KOMOIEKYNSPHOW U BbICOKOMONEKYNAPHOIA hpakumn. B GonbLIOM KONMUYECTBE COAEPXKUTCS B
NeYeHmn 1 nerkux. SBnseTca MefneHHOAEeNCTBYIOLMM NOMMBANEHTHLIM aHTUKOarynsHTOM.

OCHOBHOW MexaH13M AeNcTBUS — MHriMbupoBaHve TpombuHa. "'enapuH He NpoHMKaeT Yepe3 nnaueHTy. C
dmBprHOreHom, NNa3aMMHOM ¥ agpeHanMHoM obpasyeT KOMMNIeKChl, obnaaatoLime NpoTYBOCBEPTLIBAIOLLMM 1
PUBPUHONUTUYECKUM AecTBMEM. B Manbix KOHLEHTpaUWsX MHIMOMPYET peakumn mexay daktopamu [Xa, VI v I,
ayTokaTanuTUYecKyto akTuBaLmio TpPoMbuHa n aencTere gaktopa Xa. B BbICOKMX KOHLEHTPaLUmMsaX UHIMbmpyeT
Koarynsauuio Bo Bcex dasax, B TOM yucne B TPOMOUH-UOpUHOreHoBow. TOPMO3UT HEKOTOPbIE (DYHKLMN
TPOMOOLMTOB, B 4aCTHOCTM OCBOGOX/AEHNE CEPOTOHMHA. BbiCOKOMONEKYNAPHbBIN renapyH yCKopsieT arperaumio
TpomboLuTOB, 0COGEHHO B apTepuansHOM pycre.

OK30reHHbI renapuH MHaKTUBMPYETCA IMaBHbIM 06pa30M B ne4veHu, Ho okorno 20 % ero BblAenseTcsi C MOYOW.
I'IoaTomy nocne HasHavYeHuna renapuHa 60rbHbIM C nopaxeHunamMn nevYeHn n noYexk Heobxoanmo CTporo cnegntb 3a
neyeHnem 3TUM aHTUKOarynaHToM U cBOEBpPEMEHHO YMEHbLUNTbL ero A03bl. AHTaroHucT renapnHa — nNpoTamMmuH.

2) AHTUTPOMOGUH Il - rnoBynuH, cHTE3npyeTCs B NEYEHU 1 3HAOTENMANbHbIX KNeTkax. ABMNseTCS OCHOBHbLIM
nnasmeHHbIM KOPaKTOpPOM renapuHa, obpasyeT ¢ HUM 3H3UM-UHIMBUTOPHbLIN koMnnekc, obecneynBatowmii 80 — 90%
aHTUKOArynsiHTHOM akTUBHOCTU KpoBW. o BNusiHMEM renapuHa aHTUTpoM6uH-11l TpaHcdhopmunpyeTes 13
NPOrpecCcrBHONO aHTUKoarynsiHTa B UHrMbutop HemeaneHHoro aencteus. 1 mr AT Il 6e3 renapuHa nHakTmsupyeT 1
En TpombuHa; B komnnekce ¢ renapuHom — 750 En TpombuHa.

Y 3popoBbix nogent cogepxanue AT Il B kposu konebnetcsa B npeaenax 0,3—0,42 r/n, unu ot 80 go 140 %, unun
200—3500 Hmonb/n. B uenom B nnasme 300poBoro YernoBeka coaepxuTcs okono 750 mr AT-I11. Meproa
nonypacnaga AT-IIl — 2—3 gHs.

CnocobHOoCTb renapuHa 3ameansTb CBepTbIBaHVE KPOBW 1 MHAKTUBMPOBAaTL TPOMOWH 1 Apyrne dakTopsl
remokoarynsiuv B 3Ha4MTenbHOM CTENEHW 3aBUCUT OT codepkaHus B kpoeu AT-IIl: yem MeHbLUe nocnedHero B
nnasme, Tem renapuH MeHee 3aEKTMBEH Kak B MPOBUPOYHBIX OMbITax, Tak U in vivo. [ins acdekTMBHOro AencTeums
renapuHa B KpoBu A0IMKHO BbiTe He MeHee 80 % AT-IIl. AT-IIl nHrmbupyeT npekannukpenH, kannukpeunH un dakrop VI
TOMbKO B NPUCYTCTBUW renapuHa.

O6pa3oBaHe UHAKTUBUPOBaHHOTO kKoMmnekca «AT-Ill—aKTUBUPOBaHHbIN (akTop» NPOUCXOAUT OTHOCUTENBHO
Me[NIeHHO, YTO AaeT BO3MOXHOCTb (haKTopam CBEPTLIBaHUS BbINOMHUTL CBOKO OCHOBHYHO (yHKLMIO — o6pa3oBaHue
pUBPMHOBOTO CrycTka — 10 TOro, Kak OHW ByayT MHAKTMBMPOBaHbLI. [enapuH CyLLIECTBEHHO YBENUUYMBAET CKOPOCTb
MHaKTUBaLMK aHTUTPoM6GUHOM |l TpoMBuHa 1 X cbakTopa (HemeLieHHOe UHTMBUPOBaHKE); B 3TOM Cryyae
obpasoBaHune PrBPUHOBOTO CrycTka NPakTUYecKy HEBO3MOXHO U KPOBb OCTAETCS B XWUAKOM COCTOSIHUU.

1 en. dpakTopa Xa crnoco6Ha reHepupoBatb 50 efl. TpombuHa. 1 mr AT-IIl moxeT nHrubmposaTh 15 en. dpaktopa, Xa
B npucytcTBum renapuHa (0,01 ea./mn kposn).

Takum o6pasom, 1 mr AT-1II B npucytcTeum renapuHa (0,01 en./mn) MoxeT MHrMbupoBaTh reHepauuio 750 en.
TpoM6uHa, a 1 mr AT-IIl 6e3 renapuHa — 1 ea. TpombuHa. Ons nonyyenus 0,01 ea. renapuHa B 1 Mn kposu
HeobxoanMo B3pocrioMy venoseky (okorno 70 kr) BBecTu BHyTpuBeHHO 50— 70 ea. (0,01 mn) renapuHa. )
TpombomoaynuH — 6enok ¢ Maccor mornekynbl 74 000, MHTErPUPOBaHHbI B COCTaB KNEeTO4YHOW MeMOGpaHbI
3HOOTENUS, UMeeT GonbLIoe CPOACTBO K TPOMOUHY. [Mocne coeanHeHusi ¢ TpoMBoOMOAYNMHOM B MOMeEKyfie TpOMBUHa
npomcxoanT KOHOPMaLMOHHbIE U3MEHEHUSI, 1 BHOBb OOPa30BaHHbIN CTEXMOMETPUYECKUIA KOMNIEKC NPOsIBMSET B
NPUCYTCTBUM MOHOB KarnbLiMsi CBOWCTBA akTuBaumu npotemHa C. TpombomoaynunH cnocobCTByeT BbICBOOOXAEHUIO
TKaHEBOro akTuBaTopa Mna3MuMHoreHa, CHUXaeT akTUBHOCTb MHIrMOUTOpa TkaHeBoro TpombonnacTuHa
(aHTUTpOMGONNacTMHa).
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MpotenHbi Cun S

nmenn C

MpoTeunH C — rmukonpoTeunH, BUTamunH-K-3aBrncrnmasn cepuHnpoTteasa, CUHTE3UPYETCS B
neyeHun. AKTMBaLWsi NPOTEKaeT OTHOCUTENBHO MeJIeHHO, UHrMbupyetca Ca2+, a yckopsieTcsl
npmbnuantensHo B 1000 pa3 kodbakTopom — TPOMOOMOOYIIMHOM, KOTOPbIA HAXOOUTCS Ha
NMOBEPXHOCTU 3HAOTENNANbHBIX KNETOK, U K-BUTaMWH3aBUCUMBIM renaToreHHbIM hakTopom —
npoTenHom S.

MpoTteun Ca npeacraBnseT cepuHnNpoTeasy, kotopas uHaktusupyet caktopbl Va u VIl : Ka,
pacLuennssa nx. 3Ta peakuust yckopsieTcs nrna3mMmHoOM M MoHamu Kanbums. ®aktop 1Xa
npepoxpaHseT caktop VIl :Ka, a dpaktop Xa — daktop Va oT nHakTMBUpYoLEero AencTBums
npoTenHa Ca. NpoTteuH Ca yckopsAeT hnbpuHONIM3, BO3MOXHO, NYyTEM MOLABMNEHNS
MHrMOUTOpa TKAHEBOIO akTUBaTOpa Nia3MuMHOreHa.

MpoTeunH C nHrmbupyet Takke PAI-1, nposBnss, TakuMm o6pa3oM, NponOpUHONUTUYECKYHO
aKTMBHOCTb.

Bcnencteve geduumta npotemHa C y Monoapix niofeit BO3HUMKAeT HAKMOHHOCTb K
peuvanBMpyoLLIMM Tpombo3am.

Mpn octpom [BC-cuHOpome, NOBpeXAEHNN MSATKUX TKAHEN, TAXKENbIX MOPaXeHNAX NeYeHu,
pecnupaTtopHOM OUCTPECC-CUHAPOME 3HAYUTENbHO CHUXKAEeTCs, MHOraa BnfoTh A0 NOYTU
MOSTHOrO UCYE3HOBEHMS U3 KPOBU, akTUBHOCTL NpoTenHa C. CHkeHne ypoBHS npotenHa C B
rnocrneonepawlMoHHOM Nepuoae — OAVH U3 PaKTOPOB pPUCKa TPOMOOTUYECKUX OCIOXKHEHUIA.

5) MNpoTenH S — ogHouenoYeYHbIn BUTaMUH-K-3aBucrMblii kochaktop npotemHa C, ¢ maccon
mMornekynbsl 69000, cMHTe3npyeTCs B NeYeHUu, SHAOTENUN, COAEPXKUTCH B rpaHynax
TpombouunToB. AkTuBupyeT gencteue A-INpC. B nnasme B 60% UMpKynnpyeT CBA3aHHLIN C
BbICOKOMOJIEKYNAPHbLIM NPOTEUHOM, U3BECTHbLIM Kak C4B-cBa3biBatowWmii npotenH, 40%
npoTenHa S HaxoauTCst B CBOBGOOHOM COCTOSIHUM. VIMeeT o4eHb HU3KYHO KOhaKTOPHYIO
aKTMBHOCTb k npoTenHy C.B kavecTBe KoghakTopa B peakumsix MHrmbnpoBaHus BbICTynaeT
TONbKO cBOGOAHLIN NpoTenH S. N3 aToro cnepyet, 4To C4B-CBSA3bIBAOLMIA NPOTENH MOXET
ObITb BaXXHbIM PErYNSTOPOM aHTUKOArynsHTHOW akTUBHOCTU NpOoTeuHa S.

MpoTeuH S ceasbiBaeTcst ¢ PUOPUHONUINHOM Iy4Lle OCTarnbHbIX BUTaMUH K-3aBUCUMbIX
npotenHoB. OH yyacTBYeT B perynsuun akTMBMpPOBaHMUS KOMMNNEMEHTApPHON CUCTEMBI.
WHakTnBmpyeTcs TPOMOMHOM.
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OCHOBHbIE ®U3NONNTOMMYECKUE
AHTUKOATYJIAHTBI (BTOPUYHDbIE,
OBPA3YIHOUMECH B NPOUECCE NPOTEOJIN3A)

HaumeHoBanue  Beayuun MexaHusm AeMcTBua

* CBA3LIBAET ®HEPHH, COPBHPYET W
HHAKTHBHPYET TPOMBHH M ®AKTOP Xa

« MHIWGMPYET KOHEYHbIH 3TAN
CBEPTHIBAHWA KPOBM, ®AKTOP IXa,
ATPETALHIO TPOMBOUNTOR

BmopuyHble ecmecmeeHHblIe aHmuKoazysnsiHmbl 06pasyrTcs B npoLecce
CBepTbIBaHUS KPOBU 1 pnbprHonm3a. K HUM oTHoCSTCS:

A) AHTUTPOMOBUH-I), KOTOpBLIN copbupyeT hakTopsbl lla n Xa n npespawiaet nx
B HEaKTMBHbIE (POPMBbI.

B) AHTUTPOMOUH IV — NpoayKT pacLuenneHns NpoTpomomHa TPOMBUHOM,
HapyLlaeT akTuBauuio NpPoTpoMbuHa NpoTPOMOMHA30M.

B). MA®(npoaykTbl Agerpagauum ubpmHa) — aHTUTPOMOUH VI — Hapyluaet
aerpagauunio pmbpunH-MoHOMepa, MHIIMBMpyeT arperaumio TpoMbounTOB,
d.Xa, TPOMOUH.

M) ®ubpuH-nentuabl A n B — obpasytotcs npu pacwenneHnn pmbprHoreHa
TPOMOMHOM.
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CHWXEeHne aHTUKoarynsHTHowu
aKTUBHOCTU KPOBMU

» CHWXKeHue coJepXaHusi renapuHa B
KPOBW. OHOOrEeHHbIe pecypchbl renapuHa
UCTOLLATCA npu aTepocknepose,
caxapHoMm pguabete, nO3gHUX CTaauax
rMnepToHuMyeckon ©OonesHn, Tak Kak
NPOMCXOAUT €ro  WUCMosfb3oBaHWE B
KayecTBe KohepmeHTa NUNonpoTENHOBON
nunassbi.

MpuunHon TpomBomnun MoXeT BbITb CHUXKEHME COLEPKaHUS renapunHa B
KpOBUW. QHOOreHHbIE pecypchbl renapmHa UCTOLLAKTCSA NPy aTepocknepose,
caxapHoM anabete, NO3AHMX CTagusaX rmnepToHMYeckon 6onesHu, Tak Kak
NponCXoauT ero UCNonb3oBaHME B KayecTBe KodhepMeHTa NIMNONPOTEMHOBOM
nmnassbl.

Takke NPUYNHON CHUXXEHUS aHTUKOArynsaHTHOM akTUBHOCTU KPOBU MOTYT
ObITb AeduunTbl MpC n MpS, Kak BpoXAEHHbIE, TaK U NPUOOPETEHHbIE.
YBenunyeHune notpebnenmns MNpC Habnogaetca npu OBC, o6WMPHbIX
XMpypruyeckmx BMellatensrteax, mcnonb3osaHun AVK, npeaknamncuuy,
OKKNt03unn BeH. YMeHbLueHne obpasosanud NpC HabnogaeTca npu
XpOHMYeckux 3aboneBaHnax nedeHn. lepmunt ButammHa K Takke MOXeT
Bbl3BaTb YyMeHbLUeHMe obpa3oBaHus npotemHos C u S.
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lll. TpomGodunuu Bcnegcreue gecdpuumra
€CTeCTBEHHbIX aHTUKOAryNAHTOB

» pechuunt AT-II;

* apedmumTt npotenHa C;

* aeduumT npotenHa S;

« pechnuymt kodaktopa |l renapuHa;
» pedekTbl TPOMBOMOAYNNHA;

* rmnepnpoaykuna BoraToro ruCTuanHOM
rMmuKonpoTenHa.
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HacneacTBeHHbIM AednumnT
AT-III

« CywecrtsytoT 2 Tuna aeduuura;
| TUN — CHWKEHWE CUHTE3a M KOHUEHTpaUuK B KpoBM BMONOrMYecKu
aKTUBHOIO UHrMBUTOPa ( KONWYECTBEHHBIA JeduuuT)
Il TMn — GUonoruHeckas akTUBHOCTb CHUXEHE, @ KOHUEHTPauus
HOopManeHas ( dyHKUMoHaNbHLIA AedhuuuT)
* HacnegoeaHue ayTOCOMHO-OMWHAHTHOE, FOMO3UIOTHLIE COCTORHUSA
HE OnucaHb!
* [pw reTeposnroTe KOHUEHTpaUus moxeT konebatecs ot 25 a0 50%
OT HOpMBbI
+ [lepsbie TpomBoOTUYECKME 3NKM30ALI HabnwAaaTes B BospacTe 20-40
ner
+ B 50% cny4aer TpomBo3bl CnoHTaHHbie, B 50% - nocne onepauvi,
Tpaem, poaos
+ Haunbonee Yacras nokanusauws TpomMBo308 ~ BEHLI HOF, Ta3a,
OpbbKeeyHble, apTepuansHble TpomMBosbl pexe.

Mpexae Bcero, npudnHon Tpombodunun aensetcs gecpmumnt AT . OH moxeT
ObITb BPOXAEHHBLIM U NPUOBPETEHHBLIM. BPOXAEHHbIN TUM XapakTepuayetcs
ymeHbLueHneM cuHtesa AT |l n ymeHbLLueHnemM ero cpoacTsa K renapuny m
TPOMOMHY.



HacneacrBeHHbIn aedhuumT
npoteunHa C

| TUN — KONUYEeCTBEHHbIN AeEeKT — CHWKEHWE KOHLEHTPaUUKu B KpoBN W
CHIXXEHME ero aHTUKOarynaHTHON akTMBHOCTK ( Halue)

Il Tun — dyHKUMOHaNbHBLIA AedeKT MoneKkynbl npW HOpMansHOW
KOHLEHTpaLun

Puck Bo3HMKkHOBEHUA TPOMDO30B B ceMbax y nuy B Bo3pacte ot 30 go 40
net okono 50%

HacnepgosaHue ayTOCOMHO-A0OMUHaHTHOE

FeTepo3uroTHLIN TUN — hakTop pucka, Ha oHe KOTOPOro Ap. hakTophb!
pUCKa Nerye MHAyUWpYoT TpoMboreHes

MpU roMO3UroTHOM TUNE — TPOMOO3bl BO3HWKAKOT Y HOBOPOXAEHHbLIX B
BUAE MONHMEHOCHOW Nypnypbl C TPOMBOTU3AUMER MUKPOUUPKYNALMMK,
HEKPO30M TKaHEN ¥ CMEpPTHID

Haubonee yvacras nokanuaauuss TpombBo30B — BEHbl  HUKHMX
KOHeYHoCTe!

Mepsole TpomBoTuyeckue anusoaesl 8 20-40 ner
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Pe3ucteHTHOCTL hakTopa V
K aKTUBMpOBaHHOMY npoteuHy C
( dakTop V Leiden)

OnucaHa Bnepeble B 1993 r. BbepHom
[ensbekom (LLBeuwns) — oTcyTcTBME OTBETA
nnasamel GonbHOro Ha pobaBneHne K Hen
akTuBupoBaHHoro npotemHa C - APC-
pe3ncTteHTHocTb (pakTop V Leiden)

dPaKTop pucKka BEHO3HOro W apTepuanbHoro
Tpombo3a, npesanupyeT B NONyNAUUK Hag
APYrUMW BPOXAEHHBIMW hakTopamn pucka

Y reTepo3uroT puck Tpombo3a Bo3pacTaeT B
7 pas, y romo3uroT — 8 80 pa3

Moxet codetatbca c geduuutom ATII,
npoteuHa C u npotenHa S
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Cucrema pubpuHonnsa

®ubpuH, obpasytoLuiics B NpoLecce CBepPTbIBaHWS KpoBW, noasepraeTcs hpubpuHonuay. LieHTpanbHbiM B
MexaHu3me hubpuHonmaa sSBNseTCs akTuBauus nnasMmHoreHa u obpasoBaHve nnasMmHa — rmaBHOToO
hepmeHTa npoTeonuTMyecoi cuctemsl. MnasmuH Takke obnaaaeT cnocobHOCTbIO pacLlennsTb PUGPUHOreH.
PacLuiennenue dpubpuHoreHa, nogobHo dubprHy, BeAeT k 06pa3oBaHuio NPOAYKTOB Aerpafaumm
pubpuHoreHal/cpmdpuHa (MNOP, FDP) — nomeHoB X 1 Y (BbICOKOMONEKYSAPHBIE MPOMEXYTOYHbIE KOMMOHEHTbI),
a Takke fgomeHoB D 1 E (koHeuHble npoaykTbl. Cpean MHOXECTBa NPOAYKTOB AerpafaLuy U UX KOMIOHEHTOB
KOHEYHBIM CrieLmndUYeckUM NPoayKTOM pacLuenneHust pubpuHa siensetcs O-gumep.

BelecTtBa, Bbi3biBalOLLME peakLmMio NpeBpaLLeHnst NnasmMyHoOreHa B NpOTEONUTUYECKW aKTUBHBIN NNa3MuH,
Has3blBalOT TKaHEBbIMW akTMBaTopamMu nnasmuHoreHa (TAIM). BeigensioT 2 Tuna TAI — TkaHeBOW 1
YPOKVNHA3HbIN.

TkaHeBoii akTUBaTOp NnasMuHoreHa (t-PA) npeacTaBnsieT cobol cepuHOBYIO NpoTeasy, KOTopas CUHTE3UPYHOTCS B
aHpoTENUK, a Takke obpasyeTcs B MpoLecce NM30CoManbHOro U MUKPOCOManbHOTO OKUCTIEHUSI BO BCEX
opraHax, kpome nedeHu. B Hopme akTMBHOCTb TAT B KPOBM HU3Kasi. YcuneHue BbicBoGoxaeHus t-PA
HabnoaaeTcs Npu cTpecce, BEHO3HOM CTase, MHTEHCMBHOI (hN3MYECKOIt Harpy3ake, B Nepuoa MEHCTPYarlbHbIX
KPOBOTEYUEHUIA.

YpokuHasHbii Tvn TAI (u-PA). B anutenuu noveyHbIx kaHanbLEB 06pa3yeTcsl YypokuHasa, kKoTopasi Bbi3biBaeT
aKTVBaLMIO LIMPKYNUpytoLLero nnasmuHoreHa v onpegensieT 15% BHelwHen nBpUHONUTUYECKOW aKTUBHOCTMU.

BbicBoGoxaatoLmincst npy noBpexaeHun TkaHen t-PA Bbi3biBaeT nokanbHbIi GUOPUHONU3, hakTUHeckn He
BMUSIOLLMIA HA CYMMapHY0 OnBPUHONMUTUYECKYIO aKTUBHOCTb KPOBU. AKTUBALMS MNasMMHOreHa 1 NoBbILLeHne
MOPUHONUTUYECKON aKTUBHOCTH KPOBM Kak NPaBWIo NPOMCXOAMT B OTBET Ha BHYTPU- UNW BHECOCYANCTOE
oTnoxeHune dmbpuHa. TAT akTMBUPYET Te MOMNeKymnbl Mnas3MuMHoreHa, KoTopble aacopbrpoBaHbl Ha HUTSX
unbpuHa. ObpasytoLmicsa nnasmuH nuampyeT pnbpuH Ao NPoAyKTOB Aerpafauum pubpuHa, koTopble
NposiBNAT aHTUTPOMOVHOBOE AelcTBME, TOPMO3AT NonMMepusaumio hubpuH-MoHoMepa, arperaumto
TpombouuToB. PUBPUHONU3 ABNAETCA 3ALUMTHBIM MEXaHU3MOM, NPENSATCTBYIOLLIMM N3OBITOYHOMY OTIIOKEHMWIO
P1BpMHa 1 TEM CaMbIM COXPaHAIOLLMM HOPMasibHblE YCIOBUS AN MUKPOLMPKYNaumn. PnbpuHonutnyeckas
aKTUBHOCTb KPOBM 3aBWCUT HE TONbKO OT COAEPXKaHWsi NnasmMyHOreHa u ero akTuBaTopoB, HO U OT UHIMBMTOPOB
urbpunHonusa. OHu AensTea Ha 2 rpynnbl — aHTUAKTUBATOPbl U aHTUNNa3MUHBI.

WHrmbuTopel TAIN nepBoro n BToporo TMnoB (aHTuaktusatopbl, PAI-1) npeactaenstoT cobort npoteasbl. HMOUTOpPSI
TAIN nepBoro TMna NpoayLMpyloTCs 3HAOTENMoUMTaMu, renatoumTamu un cesseiatoT TAT. UHrmbuTopsel TAT
BToporo Tuna (PAI-2) obpasytoLyecs B 3HAOTENNOLMTaX U MOHOLMTAX, YTHETAIOT YPOKMHA3HYIO aKTUBHOCTb.

AHTMaKTUBATOPbI TOPMO3SIT aKTUBALMIO Nia3MUHOreHa, okasbiBasi IPEMMYLLECTBEHHO MECTHOE AelcTBUe. BriaeneH
psin 6enkoB, obnajatoLLMX aHTUAKTUBATOPHOW aKTUBHOCTLIO. bonbLive konuyecTsa nHrnéntopa TAI BToporo
TUMa NpoayUMpYOTCst 3110Ka4eCTBEHHBIMU OMyXOmsMU.

2. AHTUNNa3MWHblI VHAKTUBMPYIOT NNa3MUH U HaxoasTcs B nnasmMe B U3bbiTke. Hanbonbluee 3HaveHne Kak
h13MOoNornYeckuini UHIMBUTOP UMEET a-2-aHTUNMNAa3MUH -  FIMKonpoTens, 06pasyloLwnines B NeYeHun. a-2-
aHTunnasMuH B TedeHne 0,1¢ HeobpaTUMo HEWTpanU3yeT LIMPKYMPYIOLLMIA NNa3MUH, a Takke NpensTcTByeT
CBSI3bIBaHWIO Na3MuHa ¢ UBGpUHOM.
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IV. Tpombocpunuu, obycnoBneHHble HapyleHueM
¢pubpuHonuaa

Aedbuynut nnu aHomanusa NNasMUHOreHa,;

BTOPUYHbIE rUNONMa3sMnHOreHeMun,

HapyLeHne NpoayKuumn TKaHEBOro akTueaTopa
nnasmuHorexa (TT1A);

NOBbILLEHWE COAEPXaHUA B Nnasme nHrnbutopa
akTusaTtopa nnasmuHoreHa (PAI-1) n a2-
aHTUNNasMuHa;

HapyLleHus pubpuHonuaa, cBA3aHHble C
HacneacTBeHHbIM geduumtom cpakropa Xl n
KannukpeuH-KWHNHOBOW CUCTEMbI,
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HedunumnTt nnaamuHoreHa

* TOMO3UTOTHOE HOCUTESIbCTBO HE
COBMECTUMO C XU3HbHO;

* reTEPO3UroHOE HOCUTENBLCTBO
NPOSIBNAETCS BO B3POC/IOM BO3pacTe;

* KNUHUYECKNE NPOABNEHUA CXOXN C
neduuutom AT lI;

* NONOXUTENbHbIN 3EKT BbI3bIBAET
Has3Ha4yeHue cTeponaoB (A4aHasorl,
cTeHonoH) 10 Mr/geHb — ANUTENBHO.
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* WHrnbutop TATI BTOpOro tuna
(ypokuHassl) 8 6onsLiom
Konuyectse BbipabatbiBaeTcs
KNeTkamu 3noKavyeCTBeHHbIX
Wurmbutop TAIl BTOporo Tuna
(ypokuHasbl) B bonbLiom
onyxonei (cuHapom Tpycco —
murpupytowmin pnebotpombos
BEH HWXHUX KOHEYHOCTEN)
onyxonei (cuHapom Tpycco —
mMurpupyowmin pneborpomb0o3
BEH HWKHUX KOHEYHOCTEN)

CuHapom Tpycco Ha (pone
METACTAZNPOBAHWUA ONYXONK
WHMTOBMAHOM Xenesol

YenHemeHue ¢pubpuHonusa. Yawe Bcero aTo cnegcrBme yMeHbLUEHUS
cekpeumm TAI unu noBbILLEHUSA KONMYECTBa ero MHrimbutopa. 31o
HabnogaeTcs Npu atepockrnepose, rmnepToHn4eckon 6onesHu,
peBmatomaHoM apTtpute. MHrmbuTtop TAI BTOpOro Tvna (ypokvMHasbl) B
B0nbLIOM KOnMyecTBe BblipabaTbiBAeTCs KNETKaMm 3r10Ka4eCTBEHHbIX
onyxonen. [lecomunt ypokmHasbl Habnogaetcsa B HavanbHou ctagum XIMH,
noye4yHoKkaMeHHon 6onesHu.



CpeacrtBa, npuMeHsieMble ansi
NPodUNaKkTUK1 U neYeHuss Tpomo6030B

« CpeacrtBa, yMeHblUaLWWe arperauuio
TPOMBOLMTOB (aHTUarperaHTbi)

+ CpepcTBa, noHmwxawLwmne ceepTbiBaHue
KPOBM (@HTUKOArynsaHTbI)

«  OubpuHonuTuyeckne cpeacTtea
(TpOoMBONUTUKN)
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Cxema metabonuama
apaxuaoHOBOW KUCMOTbI

ApaxnaoHOoBan KMCNOTa

UOr rpomBoumros LIOI" cremku cocypos
TPOMEOKCAH A, MNPOCTALIMKNWH
Cnmyguuu YrHeteHne
arperaywm TpomMbouuTos arperaumu TpomMbounuToB

BMOKOI%MKLMR BABOHWIATA$

MonoxutenbHble K oTpuuartesibHble CTOPOHbI MPUMEHEHNA aclnnpuHa B
KavyeCcTBe aHTuarperaHrta.



[Moka3aHus K NPUMEHEHUIO
TpomBoACC B kKapanonormu

OcTtpbin Bo Bcex cnyyanx
WHapKT )
Muokapaa ABCONKTHbLIX MPOTUBONOKA3AHMW HET !
HecrabunbHan Bo Bcex cnyyanx
cTeHoKapawa
XpoHuyeckue hopmbl Bo Bcex cnyvanx
UBC
MepBuyHan Mpu Hanuuum
npothunaktuka MBC HeKopperupyemsbix hakTopoB pucka
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MHruburopsl TpombouumTa

DHO-COCYAUCTOro remMmocrasa

Fpynnet npenaparoe B COOTBETCTEBMM C
MEXaAHWIMOM NCHUCTBUA

HaumeHoBaHWe NeKapcTBeHHOro npenapara

Wuruburopsl LOM-1. OcHosHOM

MexaHuaMm — dnokana obpasoBanus

¥u:2nmecmx NPOCTarNaHaMHOB U
X

AcnupuH xeagnnommnn. TpombBo-acc) u
Apyrve H

WHruburopsl TpombBokcaHCHHTETa3bI

Cynorpoban u gp.

WNHruburopil TPOMBOKCAHCHUHTETA3b! 1
TPOMBOKCAHOBbLIX peuenTopos

Mukoramua, pwaorpens v aAp.

BriokaTopbl TPOMBUHOBbIX
peuentopos TpombounTos

Banunpocr, pansrpodan

Brnokaropsl A®-peuentopos
TpombBouuToB

TueHONUPUAKMHLL: TUKNONKWAKMH (TUKNKUA),
Knonuwaorpens (NNasMKe), Npasyrpens,
TUKarpenop

AnTaroHucTtbl peuentopos lib/llla
TpombBouyunros

AHTUTENbLHbIE: aDUUKCHMAO (ReoPro).
MenTuaHbIe: UHTErPUAKMH 1 Ap.
Henentuansie: Tupodmban, namochuban.

NBHbIE AHTAroHMCTLI enTopoe:
go'a’f':oq:uts;:n.«tmaavm:uesa»'3fg gy i

CrabunbHblie npoussoaHbIe
NpocTauuKnuHa

WHBbEKUMOHHbIE (hopMbl: MNONpocT,
BaszanpocraH (npocrarnaHauvi E,)
OpanbHble hopmbl: Bepanpoct

Mpenaparsl KOMNNEKCHOrO AENCTBUA
¥ Ba30NpoTeKTOpkL!

Mexrokcudunnuy, aAunupugamon,

3HAOTENOH, MUPTaBEH

PasnnyHble rpynnbl aHTUarperaHTos.
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Cxema obcnegoBanusa ons KOHTpPONA 3a
nevyeHuem aHTuarperaHtTamMmm

Metog [encreue npenapatoB

AN®- MpeumyLiecTBeHHOE NogasneHne

arperauvs | arperayuv nog AeNCTBUEM
uHrnbuTopoes peuentopos AAP:
TUKNWUA, NNABUKC

AnpeHna- |[peumyLjecTBeHHOE MHIMOMpoBaHue

NVH- arperauuu nog BNMsHUEM acnupuHa u

arpe- €ro aHanoroe (KapgauomarHun,

rauus Tpombo-Acc), MeEXaHU3M KOTOPbIX

OCHOBbIBaETCs Ha MHrMbupoeaxHuu LIOI
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@ BHOK pekomeHayeT paHHee Ha3HaueHue
Knonuaorpens Hezasucumo ot tuna OKC

JNlevenne OKC Ges cTonkoro * Jleyenwe BonbHeix OUM (OKC ¢
noavema cermenTa ST Ha 3Kl nogvemom cermexta ST Ha 3KI)
— Wcnonk3oeatk coyetanue ACKu  — KomBunauws ACK u
KNONWACTPENA C CaMoro Havana KNONUAOTPENs NOKasaHa Bcem
neyensns BonsHOro (yxe npu GOnbHbIM HE3ABUCKUMO OT
NepeoOM MeaHULNHCKOM xom’ax're) nposeaeHus penep(byauonnoﬁ
— Mepsas HarpysouHas no3a Tepanuu
knonugorpens — 300 mr, — Knonuaorpen cneayet HazHauuTs
noanepxusanwan — 75 mr 1 pas e oaxoepemenHo ¢ ACK kak MoXHO
CYTKM paHble, ewe Ha
AOTOCNWTanNLHOM 3Tane, Nnpu4em
B Harpy3o4yHoW fose

— OBkIMHaR Harpy3ouHas nosa
knonugorpens — 300 mr/cyT,
nogaepxusarowwan — 75 mricyr
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BHOK pekomeHayeT anuTtenbHbiA npuem
@ knonugorpens - 4o 1 roaa He3asMcUMO OT
Tuna nepeHecerHoro OKC

*  Jleyenue BonbHelx oM (OKC ¢
noagvemom cermenTa ST Ha 3KI)
- Knonwgorpen 75 mr/cyr ao 1 ropa

* Jleyenne OKC bes
CTOWKOro nogsema

cermenta ST Ha 3Kl

— PekomesgosaH
anuTeneHeli (A0 1 roga)
npuem knonwaorpens 75
Mr 1 pa3s B CyTKu B
co4eTtanum ¢ ACK

— [locne uypeckoxHoro
KOPOHapHOro
emelatenscrsa (MKB)
Tawke yenecoobpazeH
npuem ACK B codeTanum ¢
KIONMAOTPenem B TeueHue
1ropa

B coveTaHumn ¢ ACK unum
HEONpPeaeneHHo AoNMo B
KaYECTBE MOHOTEPANUM NPN
HEBOIMOXHOCTH NPUMEHEHUA
ACK n3-3a anneprim unn
BbIPAKEHHBIX HEMYA0HHO-
KMLLEYHBIX OCNOMHEHWA

Mocne ycraHosku CTEHTOB,
BhIAENAIOLNX
aKsTUnponugepaexbie
BELECTBa, ANUTENBHOCTD
NPUMEHEHWA KNONWOOrpens B
coqeranumn ¢ ACK gonxHa
COCTaBNATL He MeHee 1 roga
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AHTUKOArynsaHThbI

AHmukoazynsaHmsl npsamoz2o delicmeus
(BewecTsa, BNUSAIOLLME HA (PaKTOPbl CBEPTHIBAHNA HENOCPEACTBEHHO

8 KpoBu)

v lenapuu

v ®pakcunapuH

v' BHokcanapu

v Jlenupyaus
WHruburop tpombBuHa — naburarpan (Mpapakca)

WUnruburop dakropa Xa - puBapokcaban

AHmukoazynsiHme! HenpamMozo delcmeus
(BewjecTsa, yrHeTawuwue cuHTe3 PaKToOpOR CBEPTHIBAHUA B NEYEHU —
1. VIL, 1X 1 X)
v HeoankymapuH
v Cunkymap
BapdapuH

v deHunuH
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[‘enapuHbl

* HedpakynoHupoBaHHbI (0ObIYHLINM) renapuH
— CMEeCb nonucaxapugos, UMerLwmnx 6onbLIon
AnanasoH monekynapHon maccel — ot 2000 go
30000 ga

* Huskomonekynsipuole renapuHsl (HMIN) — MM
Bcero 3000-7000 ga, gnuHa nonucaxapuaHbix
ueneun ot 8 go 18 caxapHbix eguHUL

* HedpakymoHupoBaHHeln renapud u  HMI
NposiBNAIOT  CBOE aHTUTpoMbBoTUYECKOE
aencreue, obpasya komnnekc ¢ ATIII
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MexaHu3m OencTeus

« Komnnekc renapuH-ATIIl B paBHON cTeneHu
NHakTuBupyeT TpoMbuH (. lla) n . Xa wu
apyrve cepMmeHTHble akTopbl CBEpTbiBaHUA
(aHTn-Xa/ antu-lla pagHo 1)

Y komnnekca HMI-ATIll npeobnagaer aHTu-Xa
AEeNcTBMe C BapuauvMen OTHOLUEHUS aHTu-
Xa/antu-lla ot 4,1 (y dpakcunapuna) un 3,7 (y
knekcaHa) go 2,0 (y dparmuHa). Yem Bbile aTOT

nokasarens, Tem bonee 3HayuTenex
aHTuTpoMboTuyeckun 3PPekT U TEM MeHee
BblpaxeH aHTUKoarynauMoHHbIN n

remopparuyeckuin ahdekTbl
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MoTeHuUanbHbie NperMyLLecTBa HU3KOMONEKYNSPHOro
renapuHa nepeg HepakuMoHUPOBaHHbLIM renapuHoM

bonee Huakoe KnuHuueckoe 3HayeHne

CBs3biBaHUE C.

Makpodparamm n Bonee anurensheil T, ;, Npenapartbl MOXHO HasHavats 1-2
IHAOTENUanNLHEIMKW | pasa B A8Hb NOAKOXHO

KNeTkamm

Benkamu nnasmel

Bonee npeackalyembiil aHTUKOAryNAHTHLIM OTBET, 8
DonbUMHCTBE CNy4Yaes (3a ucknyeHnem DepeMeHHoCTH) He
Tpebyerca nabopaTopHOro MOHWTOPUHIa

TpomBountamm / Bonee H1aKas YacTora UMMYHHOW renapuH-uHAYLUMPOBAHHOW
TpoMBOUMTaPHBIM TpomBoyuToneHnK

chakTopom 4

Ocrteobnacramu Bonee wu3kana Yactora ocrecnopo3a
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[MokazaHuga K HazHavyeHuw HMI

* [podunaktuka Tpomb0308 1 TpomGoambBonuia
(TponapwH, KNUBapWH 1 ap.)
— NMpodunaktuka Tpomboambonun B

OpTOMNeAUYEcKon NpakTuke U obLLeil XMpypruv B
npea- 1 nocneonepaunuoHHOM nNepuoae

— MNpodunakTuka Tpomb603mM60nMIM y NaLMEHTOB C
BbICOKUM PUCKOM pas3suTus Tpomboambonuu, 8
T.4. OCTPbIMU TEpPaneBTuYeckumMu 3aboneBaHnamum,
HaxoAaWMXcsa Ha nocTtensHom pexume (OH,
OCH, pecnupaTtopHas uHdekums v ap.)
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[MokazaHua K HasHaveHuno HMI

» JleyeHne Tpombo30B M TpombBO3IMOBOnun
(knekcaH, hpakcunapuH, hparmui)

— JleyeHne OKC 6e3 nogbema n ¢ NogbLEMOM
cermeHta ST (OUM 6e3 naTonorn4yeckoro
3ybua Q)

— JleyeHue octporo Tpombo3a rnybokux seH

— IleyeHue T3J1A

—JleyeHne TsXenoro BeHO3HOro Tpombo3a
(cbpakcunapuH dopTe)
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[MokazaHua K HasHaveHuno HMI

* [MpodunakTuka Koarynsaumm n
TpomboobpasoBaHus B cucreme
3KCTpakoprnopanbHoro  KpoBobpalueHus
npw ANUTENBHOM npoBeaeHun

remognanusa v remounbTpauun, B TOM
yucne y 6oneHblix ¢ OMNH n XINH (knekcaH,
cbpakcunapuH, chparmuH)
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Cnocob npumenenns HMI
HMIT He saBnNATCA B3auMO3aMEHSEeMbIMU, WX
BBOAAT CTpOro no UHCTPYKUMK! He
PEKOMEHAYETCA B X04€ NEYEHUsI 3aMEeHATbL OAUH
npenapar Apyrum
B 3aBucumocCTu OoT KOHKpeTHoro npenapata HMI
BBOASAT TONbKO N/K unu n/k v B/B

[dosbl HMI onpegensTcs WHAUBMAYANbHO B
3aBUCUMOCTM NOKa3aHWW, Macchl Tena, aHTu-Xa
aKTUBHOCTHU

OnuTenbHOCTE NeYeHnsa 3aBUCUT OT XapakTepa
3aboneBaHusa, CTeneHu pucka BO3HUMKHOBEHUSA
Tpombo3a
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BO3MOXHbIM KOHTPOMb

B cnyyae HeobxogumocTu npoBoAAT
hyHKUMOHANbHbIA aHanu3 aHTU-Xa akTUBHOCTHU

3abop kpoBu ocyuwlecTenaeTca yepes 3-4
nocne n/k WHBLEKUWW, Korga [AocTuraercs
MaKCUMarnbHbIA YPOBEHb aHTU-Xa akTUBHOCTU B
nnasme KpoBsu

YpoBeHb aHTU-Xa B nnasme KpoBu A0MKeH ObiTb
B npegenax 0,2-0,4 ME anTu-Xa/mn

MakcumaneHo ponyctumblin  yposeHb 1,0-1,5
aHTU-Xa/mn
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Cxema obcnegoBaHus Ans KOHTpons 3a
neyYyeHnem obbl4HbIM renapuHoM

Memod ]

LHonxHoe 3HavyeHue

OcHogHbIe

AINTB He pexe 2 paa 8 cyTkn

Wuaerc ANTB nogAepmKHBAETES B ONPEENaHHOM
Ananaloe. PesynsTar MOmeT JaBuCaTs OT
METOAKKN BBEAEHWE renapuHa. MNocrosrHoe
WHDY3UOHHOE BBSASHNE ABNRETCA
NPEANOYTUTENBHLIM, BPEMS uccnegoranus AMNTE
B 3TOM CNYHEE HE HMERT IHAYEHNA

Lonon

HUMEIbHbIe

Yposexs pactsopumore dnbpuna
(POMK) & nnaame kpoaw

Hopwma go 5,0 mr%

KenuyecTtso TpOMOOUMTOB B KPOBK
Xax¥asie 5-7 AHEN TePanun renapuHom

OTcyTcreue cHmkeHns Ha 30% v Donee oT
WCXOAHOMD uepes 1-2 HeAEnu NocnNe Havana
Tepannn

AxtnerocTe AT

Bonee 80%
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[MoboyHble acbdekTel HMI

KpoBoTeyeHuns

B nepBbie gHM NeYeHns BO3MOXXHbI

— AcumnTomMmaruyeckas TpomboyuToneHms

— MecCTHbIe U CUCTEMHbIE annepruyeckue
peakuyum

MoXeT UMeTb MeCTo yMepeHHoe

NOBbILUEHNE aKTUBHOCTU NEYEHOYHbIX

depmeHToB

B mecTte uHbekuyumn nHoraa nosBnsTCA

nokpacHeHne n 60Ne3HEeHHOCTb
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HoBoe B MexaHuamax AencTBus
HMI

* [lpoTnBoTpomboTuveckuin acbcekt HMIM gonroe
BpeMs cBA3bIBANM NCKNIOYUTENBHO c
npeobnagaHneM aHTU-Xa aKkTUBHOCTBbIO Hag
aHTu-1a

* [No3pHee BbigcHUNOCL, 4YTO TOnbko 30%
npoTusoTpomboTuyeckon  aktmeHocth  HMI
ocywjectenaerca yepes ATIII n 70% — yepes
ahekTbl, CBA3aHHbIE C 3HAOTENUEM
- - BeiceBoboxgeHvem 13 3HOAOTENUOUMTOB

©CTEeCTBEHHOro  WHrMbUTOpa  BHELWWHero  nyTu
ceepTtbiBanus (EPI)

— - [Npoaykuuei aHaoTENUMOUMTAMU aHTUarperaHTHbIX
cybcraHumi (npocTaunknuHa) u ap.
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HoBoe B MexaHuamax AencTBus
HMI

* Kuuncny npounx achekToB, He CBA3aHHbIX C
ATIIl, oTHOCAT
— BzanmopeicTeue c renapuH-kodakTopom-2
— VHrnbuposaHue npokoarynsaHTHOroO BAUAHUSA
NenKounToB
— AkTuBauuio hubpuHonusa

* 3TO BO MHOroM OOBACHSIET, NoOYeMy Y
NaUMEeHTOB COXPAHAETCH «aHTUTpomboTnyeckoe
COCTOAHME» NOCNEe OAHOKPATHOrO NOAKOXHOMO
BBeAeHUA npodunakrTnyeckon gosbl HMI B
TeYyeHue 24 yacoB, HECMOTPS Ha TO, YTO yXe
yepes 12 yacoe nocne UHbLEKUUN aHTu-Xa
aKTUBHOCTb He 0BHapyxuBaeTcs
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PekomeHagyemsbie ypoBHu MHO npwu
neyeHuum sapcgapmHomMm

Moka3aHuna

MHO

Hu3kas MHTEHCUBHOCTL
MpochunakTuka BeHo3HbIX TpOMBO30B
JleyeHne seHosHOW TpombBoambonuu
MpocdunakTuka cucTemHbix ambonuin
-OcTpbivt MHbapKT Muokapaa
-OGubpunnauma npeacepaun

-lMopoku cepaua

2,0-3,0

BbiCcOKasi MUHTEHCUBHOCTbL
MckyccTeeHHbIE KnanaHbl cepaua

MpochunakTMka peunansmpyowmx
nHhapKkTOB MUOKapaa

25-3,5
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Aﬂl'OpMTM CTapTOBOro nevyeHus

BapdapuHo

MHO [o3wkl Bapdapuna
AHU (8 9~ 10 vacos) (npuem B 17 -19 wacos)

OEHb 1 Wcxopnoe MHO 5,0 mr

<15 5,0 mr
AEHBE 2 1.5-1,9 25 mr

20-25 20-25mr

>25 0,0 mr

<15 5,0=10,0 mr
AEHb 3 1,5-19 2.5-5,0 Mr

20-30 0,0~-2,5mr

>3,0 0,0 mr

<15 10,0 mr
AEHBA 15-1,9 5,0-7,5 mr

20-3,0 0,0-50mr

>3,0 0,0 mr

<15 10,0 mr
REHLS 1,6-1,9 7,6 =10,0 mr

20-3,0 0,0~50mr

>30 0,0 mr

<15 7.5-125mr
REHL 6 1,5-1,9 5,0 - 10,0 Mr

20-3,0 0,0-75mr

>3,0 0,0 mr
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CpaBHMTeﬂ bHaA XapPakKTepUCTUKa aHTUKOArynsaHToB

NPAMOro U HENPAMOro AeNCTBUSA

Mpenapars!

AHTUKOArynsiHTbl NPAMOTo
AencTBus (renaput)

AHTUKOArynsaHTbI HENPAMOro
AeNCTBUA (HEOAUKYMAPWUH,
thbeHunuu, sapdapuH u ap.)

MecTto gencreuns

KpoBb

MNeueHb

MexaHuam
Aencreuna

Hapywenue npespaweHun
nporpombuHa 8 TpoMbuH
B KpOBM

Hapywenue buocuxtesa
hakToOpOB CBEpPTLIBAHUA B
neveHu

MyTe BBEAEHURA

MapexTepanbHbInA

OHTEepanbHbIA

CkopocTs BoicTpas (cexyHasl,
passutua acdekra MUHYTb1) Mannenran (yaoul)
Cpok gencreus Yacw! Oxn
AnutensHocTL
NPUMEHEHWS Yacel, AHK Hepenu
AHTaroHMCThI MNporamuna cynschar Butamun K
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TpombonuTuyeckue npenaparbl

Mpenapar MexaHuam gencreus
CrtpenTokvHasa AKTUBUPYET NNa3sMWHOTEH
(cTpenTtaza)

3OmuHasa

YpokuHaza (abbokuHaza)
PexomGuHaHTHas
ypokuHasa

AnsTennasa (aktueasa)

Perennasa (peraeaaa)

Komnnekc cTpenTokmHasbl U
nnasmMuHoreHa

I'Ipsmoﬂ dKTUBaTop NnasMmuHoreHa

PeKkoMOWHaHTHBIA TKAHEBON aKTMBaTop
nnasmuHorexa (t-PA)
PexomBuHanTHbIi t-PA ¢ nepuogom
nonyesiBeferuA 15 yacoe
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AHruonynsmoHorpadus B npouecce
3HOO0BACKYNsAAPHOro nevyeHus (pudpuHonusa)
maccusHou TIJIA
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femopparnyeckue
remocrasmQmaTuu
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Tunsbl KPOBOTO4YUBOCTMHU

NeTexmanbHO-NATHUCTbLIN
(CMHSAYKOBbLIN)

[[emaToOMHbIN

CmMeLwlaHHbIn

BackynutHo-nypnypHbIN

« TeneaHrnoakTaTU4eCcKumn

emopparn4yeckuii CMHAPOM BO3HUKAET B pe3ynbraTte Criefyowmx NpuymnH:
BasonaTtum
Hea(pheKTMBHOCTN TPOMBOLMTAPHO-COCYANCTOro remocTtasa

HeaPEKTUBHOCTN KOArynaumoHOro MexaHmama remocrtasa. Tunbl
kpoBoTounsocTu (no 3.C.bapkaraHy).
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HacneacrBeHHas remopparmyeckas
TerneaHrnakrasma, unu donesHb Pangro—Bebepa—
Ocnepa

w

Basonatuna ceBsidaHa ¢ MUKPOCTPYKTYPHbLIMU AepekTamm COCYANCTON CTEHKN,
rmaBHbIM 06pa3oM, B MUKPOLUUPKYNATOPHOM pycrie. Pe3ynstaTtom aTux
N3MEHEHNN ABNSETCH yBENn4eHne NpoHNLAEeMOCTU U XPYNKOCTU CTEHKU
cocynoB.

Basonatusa nogpasgensercs Ha Hacne4CTBEHHYH UM NPUOBPETEHHYIO.

HacnepctBeHHas Ba3onatusi: reMopparnyeckas TeneaHrmoaktasms (bonesHo
PaHato-Ocnepa-Bebepa), cungpom Anepca-faxno (3abonesaHve
coeanHuTenbHom TkaHK). KnuHnyeckn 6onesHb Panato-Ocnepa-Bebepa
NPOSABNSIETCA aHIMOMAaTO3HbIM TUMOM KPOBOTOUYMBOCTW.
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LiuHra (runoButamuHo3s C)

lMprobpeTeHHble BazonaTun: annepruyeckas nypnypa (CMHapom
WeHnsnH-MeHoxa), oeduumt ButammHa C (ckopbyT), ceHunbHasa

nypnypa, UMMYHHbIE BacKyfuTbl, reMmopparnyeckme NMxopaaku u T.4.

Bo3MoXHbI AereHepaTuBHbIE UBMEHEHUSI COCYANCTON CTEHKN,
06ycrnoBneHHble NPMEMOM flekapCTBEHHbIX NpPenapaToB, Hanpumep,
Bbl3BaHHbIE ITIIOKOKOPTUKOCTEPOUIOB.
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TpombouuToneHnn

* BpoxgeHHbie
(4acTo covyeTaloTCA C TpOMBOUMTONATUAMK)
* lMpuobpeTeHHbie

v’ Mogasnexue MerakapuoLMTonoasa B KOCTHOM MO3re
(nenkossl, MUenoaucnnacTU4ecknin CUHAOPOM,
annasus, MeTacTasbl Onyxonu B KOCTU, aHemumn B, —
n chonuesogedPULNTHbIE)

v’ MoBblLEHHOE paspyLueHue (MMMyHHas
TpomBouuToNeHUs, MMNepCnNeHn3m)
v’ [lekapcTaeHHble (umMTOCTaTUKM, THasugHbie

AWYpPETUKN U Ap.)
v TpombBouutoneHuun noTpebnexus.

Mpn4mHbI TPOMBOLMTONEHNIA.
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Kputuyeckoe 4yncno dpaHka

FemopparnyeckKkum CUHOPOM
HabnwaaeTcs, ecnu Konm4yecTso
TpomGouutoB meHee 50x10°/n
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Mononatuyeckas TpomOouUTONEHUYecKas
nypnypa (6bone3Hs Bepnbroda)

B mexayHapoaHou knaccudgukaumm 6onesHen yTBepxaeHo Ha3BaHme
«ngunonartmyeckas TpombounToneHnyeckas nyprnypa», Kotopasa 3aMeHsieT psg
LUMPOKO pacnpocTpaHeHHbIX TEPMUHOB : BonesHb Bepnbroda,
acceHumaneHas TIMN. OgHako, y AeTen B OTNM4YmMe OT B3POCIIbIX
ayTOUMMYHHblE TPOMBOLUTONEHUM, K KOTOPbIM OTHOCUTCS BONBbLUMHCTBO
dopm UTT1 cpaBHUTENBHO peaKu.
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Bone3Hb lleHnanH-NeHOXa

lemopparunyeckuin BackynuT, unu 6onesHs (Nypnypa) LWennenHa—leHoxa —
CUCTEMHBIV BACKynuT, NOpaxkatoLwmnin CoCcyabl MUKPOLIMPKYNATOPHOIO pycna
(apTepuonsbl, KanuNnapbl U NOCTKANUANAPHbIE BEHYIbI), C XapaKTEPHbIM
OTNOXEHNEM B UX CTEHKE MMMYHHbIX AEMN03UTOB, COCTOSALLNX
npenmyLecTBeHHO 13 uMmyHornobynmHoB A (IgA). KnuHuyeckn gaHHoe
3aboneBaHne NposIBNSETCA Npexae BCEro KOXKHOM reMmopparm4yeckom Chinbto B
co4yeTaHuu ¢ nopaxeHuem cyctaBos, XXKT 1 noyek. lemopparnyeckum
cvHApOM obycroBneH TpomboumToneHnen noTpebneHus.
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TpomGouuTonaTum

« BpoxgeHHble
v' Nednunt GP Ib — GonesHb BepHapa-Cynbe
v [eduunt GP lIb/llla — TpomBacTeHus
MaHumaHa
* [MpnobpeTeHHble

v’ MNoBpexaeHne TPoMBOLUTOB
NEeKapCTBEHHbIMU CpeacTBamm

v’ [nukoaunuposaHne MemBpaH npu caxapHoMm
nvabere

v Hanuuve napanpoTenHoB B KPOBW Npu
Muenome
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HapyweHnune agreamm tpom6ountos

Boneznsb BepHapa-Cynsbe Bone3xb Bunnebpanpa

Cungpom bepHapa-Cynbe (ayTocOMHO-peLeccMBHOe 3aboneBaHme),
CHWXeHHoe coaepxaHne GP1b, HapyLwleHne ceasbiBaHnAa ¢ . W
—HapyLleH1e agre3aum TpomMbounToB K SHAOTENNIO—KPOBOTOYNBOCTb
(cnmauncTble, Koxa), nHoraa datanbHble (anddepeHunanbHbIn gMarHos
NPOBOANTCS C C Knaccuyeckon oopmon bonesHn Bunnebpanaa)
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Bonesus Beprnapa-Cynve (cunapom

«IFMranTckux>» rpoMmGounros)
Tun  HacnegoBaHMA  —  ayTOCOMHO-
peueccMBHbIN

TpombounTtbl npun 6onesHn bepHapa-Cynbe.
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Hapywexnue arperayum rpombouunros
(rpomb6acrenmn NanuymaHa)

Thrombasthenia

CwnHpgpowm MmaHumaHa (Tpombactenus): GPIIb-llla | (ayTocomHo-
peumccmBHoe 3aboneBaHne), HapyLLIeHNE CBA3bIBaHUS C
unbprHoreHom n arperaumm TpomodounToB (AAP, konnareH,
aZipeHarnuH) — KpoBOTOUYMBOCTb MUKPOLMPKYNSTOPHOIO pycria B TOM
yucrie B 060N0YKy U TKaHb MO3ra, CeTyaTKy rnas, anMsoguyeckas
KPOBOTOYMBOCTbL (PbIXibli TPOMOOUUTaAPHLIN TPOMO).
OnddepeHumanbHbIi AnarHo3 NpoBoaAUTCs ¢ apmnbpuHoreHeMmnen.
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Merexumn

[MeTexmanbHas cbinb nNpu TpomodounToneHnn. HeaddekTMBHOCTL
remMocTasa 1 KpOBOTOUYMBOCTb MO NeTeXnanbHO-NATHUCTOMY
(cuHsIYKOBOMY) TUNY NPY HApPYLUEHUN TPOMBOLMTAaPHO-COCYANCTOro
3BeHa remocTasa cBs3aHbl C 06pa3oBaHNEM PbIXOro
TpombounTapHOro Tpomba 1 NOBbLILLEHHOW NTIOMKOCTbLIO Kanunnspos.
OTOT TUN KPOBOTOUMBOCTU XPAKTEPUIYETCA TOYEYHBIMU
KPOBOU3ITUAHUAMU B KOXY, CITIM3UCTbIE — NETEXUU AnameTpom 1-2 Mm
(Petechia — natHa, cbinb). MHOXECTBEHHbIE, HEPEOKO CNnBaoLnecs
neTexmm HasblBalOTCA Nyprypa. XapakTepHbl KPOBOTEYEHUS U3
CINU3UCTbIX, B YaCTHOCTWN POTOBOM U HOCOBOW MOMOCTN.
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NMeTrexmn Ha CAM3UCTON NONOCTH pTa
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Koarynonatun npuBogaT kK obpasosaHuio
MSArKOWN, Xpyrnkon donbpuHOBON CETKU

Head)cpeKTMBHOCTL KOArynsiLMOHOro MexaHm3ama remoctasa MOXeET ObITb
obycnosneHa geuuntom, moandmkaumen, MHaKTUBaUMEn Unu paspyLieHnem
NPOKOoarynsiHToB, N30bITOYHOW aKTUBHOCTbLIO (hMBpMHONN3a, N3bbLITKOM
aHTukoarynsaHtoB. Koarynonatum (coagulopathiae) — natonornyeckne
COCTOSIHUS, CBA3AHHbIE C HapyLleHNEM B CUCTEME CBEPTbIBAHMS KPOBM,
npueogsaLme obbl4HO K pasBUTUIO reMopparnyeckoro CUHApoOMa.
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Fremodounusa —
BpPOXOEHHaA
Koarynonatusa
Fremopunua A — pecpuumt VIl cbakTopa

Memochununsa B — gedouuymut IX hakTopa
Fremocpunusa C - gecpuumt Xidakropa

[ocnoBHO reMounna — 3To CKNOHHOCTb K KPOBOTOYMBOCTU U
KpoBOM3nuaHuam. 3abonesaHne BXOAUT B rpynny remopparm4eckmx anare3on
(Bnartes — npeapacnonoXeHHOCTb, reMopparnst — KPOBOTEYEHME) U ABNAETCS
HacneacTBEHHOW Koarynonatmen, T.e. HapyLleHneM CBEPTbIBAHUA KPOBW.
KpoBoTeueHus n KpoBOU3NUAHUS NPU JaHHOM 3aboneBaHnn AnuTenbHble,
WHOr4a CrnoHTaHHble (CaMonpoun3BosbHbIE), 6e3 BCAKON BUOMMOWN NPUYUHDI.
lemocmnusa n3eecTtHa ¢ oveHb gaBHMX BpeMéEH. Eweé B Tanmyge (Il Bek oo
H.3.) onMcaHbl CryyYam CMepTy Manb4mMKoB OT puTyanbHOro obpesaHus. Kak
camocTodaTenbHoe 3aboneBaHne remodunumio onncan B 1874 r. doppanc, a
TEPMUH «remodounua» npeanoxun B 1828 r. ®. Xondd.

lemodhunua — reHeTnyeckn obycnosneHHoe 3abonesaHne, Bbl3BaHHOE
HacneaCTBEHHbIM AeULNTOM Nia3MeHHbIX )aKTOPOB CBEPTbIBAHNS KPOBU
VIl unun IX n nposiBnsaoLweeca CHUWXeHEM CBEPTbIBAEMOCTU KPOBU,
CKIMOHHOCTBHIO K KPOBOTEYEHNSIM 1 KPOBOM3NNAHUAM BonesHb xapaktepuayercd
HapyLUEeHMEM CBEPTLIBAEMOCTUN KPOBU U NMPOSABIISAETCA B YaCTbIX
KPOBOU3IUAHUAX B CyCTaBbl, MbILULbl U BHYTPEHHME OpraHbl.
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Buabl remocdpunumn
1. Flemochunusa A /knaccuyeckasa remocpunus/

obycnoenena geduumrom dpakropa Vil anturemocpunsHoro rmobynuna (AlT)
cocraenser 70 - 80 % or Bcex cnyyaes 3abonesaHuns,

2. N'emochunus B /6one3nb Kpuctmaca,
poxaecTBeHCKas 6one3Hb/

cBAzana c gecduymutom dakropa IX.

cocraenser 6 -13% or Bcex cnyvaes 3abonesaHus

Ha degpuyum amux deyx ¢ghakmopoe ceepmeiearnus npuxodumcs 96 - 98
% ecex HacnedcmeeHHbIX Koazynonamudl.

3. l’emocpunus C (B-Hb PoszeHTans)

cenzada ¢ pecduumrom Xl chakropa.

led remounuu C dukcupyercs Ha V xpomocome, saboneparue ayrocomyoe, boneor
AEBOMKM M MAnsMUKY, BCTPEYAETCA B reTepo- 1 roMo3nroTHoi dopmax. MoMo3uroTHas
hopma NPOTEKAET TAXKENO.

lemounusa ces3aHa ¢ HU3KUM cogepXXaHMeM, KONM4YeCTBEHHON U
KayeCTBEHHOW HeJOCTaTOYHOCTbIO Kakoro-nnbo oaHoro 13 hakTopos
CBEpPTbIBaHUS KPOBU. [MNasmeHHble hakTopbl CBEPTbIBAHUSA KPOBU MMEIOT
puUMCKyto Hymepauuio. Knaccuyeckasa remocpunusa (0o 85% Bcex cnyyaes)
obycnosneHa gepuumtom aHTuremoduneHoro rnobynuna (AlrT) — VI
dakTopa, eé umeHyrT remocpunuen A. N'emocpmnusa B (6onesHb Kpnctmaca)
cBsi3aHa C HeAOCTaTKOM Nria3aMeHHOro TpoOMBONNAacTUMHOBOrO KOMMOHEHTa
(MTK), unn dpaktopa Kpuctmaca — IX daktopa, Ha €€ Aonto NpuxoanTcsa 4o
13% BCex pasHoBMAHOCTEN 3TOro 3abonesanund. lfemocpunusa C npouncxoamt
OT HeJOCTaTOMHOCTU NpeaLwecTBeHHMKa TpombonnacTtuna (MMT) — XI
dakTopa, eé YactoTa He npesblwaeT 1-2%. OctanbHble 0,5% cnyyaes
remoounun csa3aHbl ¢ 4edULMTOM OPYrnX rnnasmMeHHbIX (0akTopoB
CBEPTbIBaHUA kKpoBu: V hakTopa (naparemodnaunsa nnm
rmnonpoakuenepuHemus), VIl haktopa (rmnonpokoHBepTUHeMMUs), X dpakTopa
(6onesHb CtroapTta — Npayap).

Kak un remocpunusa C, n 6onesHb BunnebpaHnga (aHrmoremodpunums),
yKasaHHble 3aboneBaHus He ABNATCSA UCTUHHBIMU reModunusamn. Mpu
NCTUHHBbIX remodpmnnuax A n B HabniogaeTcsa peueccuBHbIv, CLUENMNEHHBIN C
nonom Tun HacnegosaHus. MNpun remopunumn C oTmeyaeTca ayToOCOMHO-
AOMUWHAHTHbIV TMN HacneaoBaHUs. PeueccuBHbIv, CUENMEHHBIN C NonoMm (X-
XPOMOCOMOW) TUN HacnegoBaHUs NPOABAAETCA B TOM, YTO reMounmen, Kkak
npaBuno, 60NeT MY>XYMHbI, XXEHLMHbI BbICTYNAKOT NWLb KOHAYKTOpaMu,
nepegatynkamm 6onesHun. NockonbKy 6pak n poxageHne pebEHKa y My>XUnHbI,
CcTpajatroLero remounmen, 1 }XeHLWmMHbI-KOHOYKTOpa pernctTpmpyeTtca
YypesBblYalHO peaKo, CbIHOBbS BOMbHbIX, Kak NPaBuIo, He HacneayT 3TOro
3aboneBaHug, a y goyepen nposiBneHnsa remoomnmm B MMpOBOK nutepartype
onucaHbl Nuwb B 60 cniyyasx. lfemounusa ces3aHa C HU3KUM cofepXXaHuem,
KONMYEeCTBEHHOWN N Ka4eCTBEHHOW HE4OCTAaTOYHOCThLIO KaKoro-nnmbo ogHoro 13
dhaKToOpPOB cBepTbiBaHUSA KpoBU. YacTtoTa remodunum A (nedununT B KpoBU
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OueHka TsxecTu 3aboneBaHus

Hopma Nerkas CpepHss Taxenas
50-200% 5-50% 2-5% <1%

TsXecTb Te4eHUs reMomnuu 3aBUCUT OT YPOBHSA (pakTopa CBepTbIBaHUS
KPOBM U TPagULMOHHO BblpaXXaeTcs B NPOLEHTe OT cpefHen 00bIYHOM
CBepTbIBalOLLEN aKTUBHOCTN, KoTopas onpegensetca kak 100%. KpanHe
TSHKENnas popma reMounum KOHCTaTUpyeTCca Npu coaepkaHum B nnasme
kpoBu 6onbHoro VIl unu IX baktopoB meHee 1%, Tsxénasa oopma — ot 1 4o
2%, cpegHen Tsxkectn — ot 2 o 5%, nérkas gopma — o1 5 0o 10% u
NaTeHTHO (CKpbITO) TekyLwas — cebiwe 15%, Ho He Bonee 65-70%. Hocutenu
reMounnn 4acTto UMET CHXKEHHBIN YPOBEHb dpakTopa B KpoBu. CTeneHb
TSHXKECTU TeveHus 6onesHn y 6onbHbIX reModunmen onpeaensaeTca no ypoBHIO
akTuBHocTU paktopa VIII n dakTopa IX B npoLeHTHOM coaepkaHum oT
HOpManbHOW akTUBHOCTU B KPOBU:

25%-49% - NnpuMepHO TPEeTb HOCUTENEN NMEET YPOBEHb, COOTBETCTBYHOLL I
HWXHeMY rnpegerny HopMbl UINN YyTb MEHbLLE;

6%-24% - nerkas dpopma remopusimm, Npu ypoBHe akTUBHOCTU pakTopa
BblLLIE 3TOW KPOBOTEYEHNE JaXe B Criydae TpaBMbl HEXapaKTepPHO;

1%-5% - remopunusa cpegHen TSKecTy;
meHee 1% - Taxenas opma remounnm
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KnuHuka remodpunuu
OcHOBHOE KNMHUYeckKoe nposenexHve —

nepuoanyeckm noBrToparuwMecs annM3ogbl KpOBOTOYUBOCTH
M NOBLIWEHHOWU YYBCTBUTENTLHOCTH K TPaBMaM.

» [emodmnus xapakTepuayeTcs, Npexae BCero, reMaroMHbIM TUNOM
KPOBOTOMMBOCTW - BOonbLWIMKN MEXMBILLEYHBIMMK, BHYTPUMBILLEYHBIMW reMaToMmamu,
NOBTOPAIOUWMMWCA OCTPEIMW KPOBOUANWAHNAMM B CYCTaBkl, Ha (hoHEe KOTOPBLIX
BO3ZHUKAKT XPOHUUECKME apTPUTEL.

< HaBnwoaalTca Bo3pacTHblie 0COBEHHOCTW XapaKkTepa KPOBOTOMMBOCTY,

» Tak, y HOBOPOXAEHHbIX BbiBalOT OBWMPHLIE Kedanoremaromsl, NO3AHKE
KPOBOTEHEHWS U3 NYNOYHOTO KAHATUKA, NOAKOKHBIE U BHYTPUKOXHbIE
KPOBOM3NWAHNA

» Y DoneluMHCTBa aeten Ke HabnogaeTca remoppamﬁl, NOKa OHWU HE Ha4YUHawT
non3arts U X0AuTs,

% [pu npopesbiBalun 3yGoB, U3 NyHKKM yaaneHHoro 3yba y GonbHbiX AeTen
OTMEHAIOTCH KPOBOTEHEHWA
* [Mocne 3-x NeT NPUCOEANHAKTCH KPOBOWINMAHWA B Pa3Hble CycTashl,

% XapakTepHa Ce30HHOCTL 0DOCTPEHUA: C MapTa Nno mMai U B Hoabpe fekabpe.

CaMbIM xapaKTepHbIM KITMHUYECKUM CUMMTOMOM remMounmm sSBnsieTcs
KpOBOTEYEHMe, HacTynarowiee aaxe nocre HebonbLLION TpaBMbl.

KpoBoTeueHus y 60mbHbIX reModunmen BO3HNKAKOT YacTo, NEerko, OHu
AnuTenbHbl 1 06MnbHbl. OBLIYHO NPUMEHSIEMbIE AJ151 OCTaHOBKM
KpoBOTeYEeHN Mepbl adhhekTa He AatoT. HacTo BCTpeyaroTca remaTtoMbl
(kpoBOM3NUAHNSA). Y HOBOPOXAEHHbIX 3TO 0OLLMpPHbIE KedhanoremaToMbl
(remaToMbl rOnoBbI), MOAKOXHbIE U BHYTPUKOXHbIE KPOBOU3NNAHUS B 06nacTtu
Aaroguvu Y NPOMEXHOCTU, NO3OHUE KPOBOTEYEHUS U3 NepeBA3aHHOW NYNOBUHbI,
KpOBOTEYEHNSA BO BpeMS npopesbiBaHns 3y60B.

Y 6onbHbIX geten 1,5 — 2 net gaxke He3Ha4YNTENbHbIE TPABMbI
COMpPOBOXAAKTCA KPOBOMNOATEKAMU Ha NBY, KOHEYHOCTSIX, Aroguuax, a
npopesbiBaHne 3y060B, NPUKYCbIBaHME A3blka U CIIM3NCTON 0BO0MOYKM LLEK,
WHBEKUUM CONPOBOXOAKTCA ANUTENbHBIM, MHOT4Aa MHOTOCYTOYHbIM, A0 2-3
Heerb KpoBOoTe4YeHneM. HacTo oTMeqaroTCs KpOBOUSMNUAHUA B CYCTaBbl.
MoaKoXHbIE, MEXMbILLEYHbIE reMaTOMbl OOLLMPHbI, UMEIOT TEHAEHLUMIO K
pacrnpoCTpaHeHUIo, KITMHUYECKN HanoMMHaKT OMyXosiv, paccacbiBaloTCs B
TedYeHne 2 MecsauesB.

KpoBouanusiHme B CMIMHHOMO3roBOW KaHar rnpu TpaBMe MOXET NPUBECTU K
netanbHOMYy ucxogy wunv napanuyy. KpoBotedeHnamm u3 Hoca, OECeH,
CNn3nNCcTbIX 060N04EeK POTOBON NONOCTU CTpagatoT A0 75% GonbHbIX AETEN.
XKenyaoyHo-KuweyHble 1 NovYeYHble KpOBOTEYEHNSA BCTPEYaOTCH peaKko, OHU
MOryT BO3HMKATb B pe3yribtaTe TpaBM Uiy nocrie pasnuyHbiX MaHUNynauun.
B0O3MOXHbI KPOBOM3NUSIHWA B FOFTOBHON MO3r 1 MO3roBble 060104k C
netarbHbIM (CMepPTEeribHbIM) UCXOA0M.

Y 0onbHbIX AeTen 1,5 — 2 neT gaxe He3Ha4YnTenbHble TpaBMbl
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[emartoma rnasa

MocTuHBLEKUNOHHaa remaToma y
BonbHoro remocunuein

[eMaToOMHBbIN TN KPOBOTOYNCOCTU NPU reMoPuUnmn.
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noabl y 6onsHOro
remodunuen

Y 90-95% peten npuMepHO ¢ 2 — 3-neTHero Bo3pacrta OTMeYatoTCs
remMapTpo3bl (KPOBOU3NMSHMS B CyCTaBbl), OCOOEHHO B KPYMHbIE:
KONeHHbIe, rONeHOCTOMHbIE, NieYeBble, NTOKTEBbIE, NyYye3ansacTHbIE,
TasobeapeHHbIe.

KpoBousnusiHue B cycTaB HauMHaeTcs 0Obl4HO CNyCTS HEKOTOpOe
BpeMms rnocne TpaBMbl. H1 B kKoeM crnyyae Henb3sa Ansi CHATUS 6onu
AaBaTb pebeHKy HecTepouaHble NPOTUBOBOCHANUTENbHbIE CPEACTBA,
Takue Kak aHanbrvH, acnnpuH, néynpodeH u gp., T.K. 3T npenaparbl
CcnocobCTBYIOT CHMXXEHMIO CBEPTLIBAEMOCTM KpoBU. [locne nepsbix
KpOBOTEYEHUI B CyCTaB KPOBb MOCTENEHHO paccacbiBaetcs. OgHako,
y>Xe npousollejlliee KpOBOU3NUAHUE B CyCTaB ABMSETCH
npegpacnonararLwmmM akTopoM K NOBTOPHbLIM. [1OBTOpPHbIE Xe
KPOBOU3NUAHUSA B TOT Xe CyCcTaB NPUBOAAT K paspyLUEeHN0o HOpMarbHbIX
TKaHen, YTo obycnaBnmBaeT CHWXEHNE ero yHKUMN, gedopMaLmio 1
pasBuTME B AalNbHENLLEM €ro HEMOABMXHOCTU. JTOT TUM apTpuTa
HeobpaTnm, 1 BOCCTaHOBIEHME (PYHKLMM CyCTaBa N yMeHbLUEeHMEe 6onu
B HEM BO3MOXHO TOSbKO NyTEM NPOBeAEeHUS PEKOHCTPYKTUBHBIX
(BoccTaHaenuaatoLmx) onepauuni. MNMpu nepBbIX KPOBOUIIUAHUAX KPOBb
NOCTENEHHO paccacbiBaeTCH, NPy NOBTOPHbIX — 06Pa3yoTCs CryCTKy,
OTKIagblBalOLLMECs Ha Karncyrne cycTaBa 1 Xpswe, YTo NpuBoanT
CHayvana K CH/XeHUIo ero yHKUM, a B AanbHenLweM — K aHKUIoa3y.
B03MOXHbI KPOBOU3INUSHUS B KOCTHYIO TKaHb, NPUBOASALLNE K HEKPO3Y U
JeKanbLuHaunm KOCcTen
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Bone3xub Bunnebpanna -
remopparnyeckoe 3aboneBanue,
BO3HUKalOWee BCneacTeue
HapyweHusa yHKkuumn hakropa
Bunnebpanpa.

B 1920r. MuHoTr m Jln onucann B oQHOW CeMbe 5 BONbHLIX, MMEKWMX

remMopparvyeckue NnponABneHMsA C PAHHEero BO3PAacTa. lNpu oScrapomasin i 3T Gomi i
Dot10 BLOENEHD YAMMEIE BOEMEHN SPOBOTEUEMMN, NDN HODIMENSHOM SOEMEHN CHENTEIBSHI KDOEM, HODMANEHONM
FOMMEGCTRA TPOMEOUMTOR ¥ HIPMATHHON PATRRKUMM KPORRMOMD CHYCTEA MMyIMA wpoBi JR8aNa NONasTETh MW
rEMSCTaTHUBCOE g

B 1926 rogy 3puk cdoH Bunnebpawg onucan SONLHLIX C aHANOrM4HOW

KPOBOTOHMBOCTHLIO, NPOXUBAOWMX Ha ANaHACKMX ocTpoBax (PUHNAHAUR),
O0OSHAYME WX COCTORAMME, KaK oHICNEACTBEHHAR NCEBAOrEMOQNMAN, & 3aTeM aKOHCTUTYUNOHHAR
TPOMOOUMTONETUR », AOKS3ZE JOMMHAHTHEIN NYTh HACNEJOB3HNR

B 1971 rogy Uummepman OTKpPbLIN FAMKONPOTEUH, M3BECTHLIM Kak dakrop
Bunnebpanpa.

Yacrora knuHu4ecku sHauumbix chopm (30% ot scex) - 1: 10.000

BonesHb Bunnebpanga - oguH 13 Hanbonee YyacTbiX HAacNeaCcTBEHHbIX
remopparnyecknx guatesoB. bonesHb Bunnebpanga — HacneacTBEHHbIN
reMopparm4yecknin AnarHo3, XapakTepu3syoLNNCcsa yBENNYEHNEM BPEMEHN
KpoBoTeveHus:, necpuumtom cakrtopa VI, cHmxkeHnem agresmMBHOCTU
TPOMOBOLMTOB N YYTOCOMHbLIM TUMOM HacregoBaHus. 3aboneBaHue
HacnegyeTcsi N0 ayTOCOMHO-A0OMUHAHTHOMY Tuny. KnnHnyeckas kaptuHa
3aboneBaHna OTNIMYAETCs OT TAKOBOW NPY reModunmn crneayroLwmmm
npuaHakamu: npy 6onesHn BunnebpaHga valle BCero BO3HMKaOT
BHYTPUKOXXHbIE N NOLAKOXHbIE KPOBOU3IUSIHUA, HOCOBbIE KPOBOTEYEHUS;
reMapTpo3bl KparHe peaku 1 He peunamBupyoT; MEXMbILLEYHbIE reMaToMbI
BCTPEYaloTCs NULLb NpU KpanHe Taxxenon gopme 3abonesaHus.

Haunbonee Taxenble KPOBOTEYEHUS - XXENYAOYHO-KULLIEYHbIE U MaTouHble. [1ns
YTOYHEHUs1 AnarHo3a Heobxoanma nabopaTopHasi guarHoOCTUKa.

[na mHornx xxeHwuH ¢ 6onesHbto Bunnebpanga (pBE), ogHum 13 nepBbIx
npu3HakoB 6ONe3HN ABNAETCS TSXKeNnoe KpOBOTEYEHNE BO BpEMS
MEHCTpYarbHbIX NEPUOAOB. DTOT TUMN KPOBOTEYEHUS HA3bIBAETCS
meHopparuen. KeHwuHel ¢ pBB Takke nmetoT ocobble 6ecnokorcTea u3-3a
CepbEe3HOro KPOBOTEYEHMS NOCHE POAOB MW BblKMAbILA, HAa3blIBAEMOTO
nocrtnaptym-remopparuen. Jliobas xeHwmHa ¢ BB, koTopasa ctaHOBUTCA
GepeMeHHON, JOIMKHA NOCETUTL creLmanmcTa no HapyLeHNto
CBEpPTbIBAEMOCTM KPOBM ANg HabnogeHmsa n aHanuaa.
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OyHKUUM hakTopa
Bunnebpanaa

« OnocpeposaHne agresun  TpoMOOUUTOB K
konnareHy cybaHOOTENUs B YCNOBUAX BbICOKOW
CKOPOCTU TOKa KPOBU

» CsasbiBaHue takropa VIII:

- 3awwuTa oT npexaespemMeHHo
NPOTEONUTUYECKOW UHAKTUBaLIMM

— [locTaBka u co3faHue BbICOKON KOHUEHTpauuu B
obnacTtu noBpexaeHus

» AKTMBHOCTb NponopuuoHanbHa MONeKynspHoONn
Macce (4em Donblle pasMepbl MynbTUMEpPa, TeEM
OH aKTUBHee).

«MprnobpeTeHHbIn» cuHapom BunnebpaHaa Bo3HUKAET y BOMbHbIX C
UMMYHONOMMYECKUMN 1 NUMdonponugepaTMBHbIMU 3aboneBaHMsaIMmU B
pesynbsraTe Toro, 4To IgG obpasyet komnnekc ¢ 6enkom daktopa VIII. MNpun
3TOM OLICTPO N3MEHSAOTCA BCe BUAbl akTuBHOCTM dhaktopa VIII.

OcCHOBHbIE METOAbI ANArHOCTUKM

BpEMS KPOBOTEYEHMS

4yucno TpombounToB

AlNTB

aKkTUBHOCTb hakTopa VIl

MogTeepxaatowme TecThbl

pUCTOLETUH-KOdPaKTOpHas akTMBHOCTL OB ¢ ncnonb3oBaHnem arperomerpa
aHTureH caktopa BunnebpaHga (metogom NPA)
CneumnanbHble TeCTbl

KonnareH-cBsa3blBaoLLaa akTuBHOCTbL OB

nccriegoBaHve MyrsTMMepHoro coctasa OB

onpegeneHne TpombountapHoro ®B
MOMEKYNAPHO-reHeTuYeckasa aAnarHoctTmka mytaumm reHa B
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Knaccudukayms

* Tun | — YacTUYHbIA KONMUYECTBEHHbIN
aehuunT
« Tun |l — KayecTBeHHble AedeKTbl

(noatunel A, B, M, N).

* Tun lll — nonHoe otcyTcTBue B B KpoBU
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KnuHuyeckne npossnenus (no
nuTepaTypHbIM AaHHbLIM)

* OBunbHBIE HOCOBLIE KPOBOTEYEHUA 5% —60%
* [lecHeBble KPOBOTEYEHUA 7% - 51%

* BbipaxeHHBIN KOXHbI reMOCUHAPOM 12% - 24%
» KposoTeuyeHus nocne yganeHus sybos 1% - 13%

» KpoBoTeueHus nocne TOH3UNN3KTOMUW 24%-11%
* [locnepoaoBbie KPOBOTEYEHUA 6% - 23%

* MeHopparum 23% - 44%
+ [emapTposbl peako

* BHyTpu4epenHbie KpOBOU3NUAHUA peako

» [Mocne- 1 MHTpaonepaLUMoHHbIE KDOBOTEYEHUA 4acTo

KnnHnyecknmm nposiBneHnsiMmn npu knaccmyeckom popme 6onesHm
BunnebpaHaa aBns0TCA KPOBOMUSNUSHUS NOA KOXY U B CIIM3UCTbIE, HOCOBbIE
KPOBOTEYEHMUS, @ Y XXEHLWMH — 1 MeHopparnn. Y 20 605nbHbIX, HAXOANBLUNXCS
noA Hawum HabngeHneMm, 3aperncTpMpoBaHbl creayolime BUabl
remopparuu. Yaule Bcero otMeyanucb HOCOBbIE U MaTOYHbIE KPOBOTEYEHUS.
Mpuyem y AeBOYEK NpW HACTYNEHMM NOMOBOW 3PENOCTU, Kak NpaBuno,
CTMXanun HOCOBbIE M NOSABASANMUCH MaTOYHbIE KpOBOTEYEHUS. [pun Taxenown
dopme 6onesHn BunnebpaHaa MoryT BO3HMKATbL reMapTpo3bl, Nogo0HbIe
remoounuyecknum. XKenyao4Ho-KuleyHble KpOBOTEYEHUS N remaTypus
Habnoganncb OTHOCUTENBHO peako. B Hawmnx HabnogeHNax oHn Gbinm
OTMeYeHbl y 2 BONbHbIX
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But. K-onocpenoBaHHble pakTopbl
CBepThbiBaeMOCTU KpoBHU (dpakTopbl
NPOTPOMOMHOBOrO KOMMJsIEKca)

(YHKUMOHUPYOWMNX
¢akropos
Koarynsauuvm

MprnobpeTeHHOE CHMXEHME NNa3MeHHbIX NpokoarynsiHToB. [pu
3aboneBaHnAX NeYeHn ymeHHbLIaeTcs cuHTe3 gaktopos 1, N, V, VI, 1X, X,
XUW B renatoumtax. Takke CHuXeHue cuHTesa dokTopos 1, VI, 1Xun X
Habntogaetca npu HegocTaTke BuTamuHa K. Butamnu K Heobxoanm atnm
dhakTOpam Ha KOHEYHOM 3Tarne obpa3oBaHNA KOTOPbIN 3aKMYAETCS BO
BKINIOYEHNE B PEAKUNI0 raMma-KapOboKCUITMPOBaHUSA rMyTaMUHOBOW KMCAOThI,
NO3TOMY UX Ha3blBalOT BUTaMUH-K-3aBUCMMbIMKU NpokoarynaHtamu. But.K
NOCTynaeT B OPraHM3m C NuULLENn, B TOHKOMW KULLKE NPONCXOOUT ero
amynbruposaHue n abcopbuus, IctouHnkom aHgoreHHoro BuT.K asnserca
canpoduTtHasa 6aktepmnanbHas drnopa knwkn. Becocaswumincsa sBut.K
TpaHCNOPTUPYETCA B NeYeHb, IAe B MUKPOCOMax renaToumMToB C ydacTUeM
anokcuaasbl NpeBpallaeTcs B akTuBHbIM BUT.K — anokeua. [lenoHupyeTtcs B
neyeHun.

HapyweHune BcacbiBaHus ButammnHa K Bo3HuKaeT npu gucbakrepuosax,
anapee, cuHgpome manbabcopbunn. KoHKypeHTHOE BbITECHEHWE BUTaMUHA
K BO3HMKaeT npu NpuMeHeHUN HeNpsMbIX aHTUKoarynaHTos. deduumt
HabnogaeTcs Takke Npu 3aboneBaHnsIX NEYEHMU.
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MmnepdpubpuHonus

* [lepBU4HbLINA runepchubpuHonuas. MaccueHoe

nocrynneHue B kposb TAI n ymeHblweHue obpasosaHua
aHTUnNnasMuMHoB. YBenuyenuwe obpasosanus  TAIl
OTMEeYaeTcs NpU ONyXOoneBoM npouecce U NevYeHo4YHou
HegocTaTovYHoCcTU. YcuneHue BbiceoOoOxaeHus TAIl
HabnogaeTcs npu oxorax, B Nepuoa MeHCTpyanbHOW
kpoBonoTepu. OOpasoBaHNe YPOKUHA3bl YCUNEHO npu
ONyXonAX TMOYKM W HavanbHbiX craguax  XIH.
YMeHbLUeHue obpasosaHus aHTUNNA3MUHOB "
nosbiweHne GUOPUHONUTUYECKON aKTUBHOCTU UMEIOT
MECTO Y BONbHbIX C NOPAXKEHUEM NEYEHN.

BropuuHbin runepcdubpuHonus passusBaeTcs Ha (oHe
OBC-cuHppoma.
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feMOCTaTUKM

® CpeﬂCTBa, nosbilWakumne ceepToiBaHne Kposu

v Qns MECTHOro  NpUMEHeHMs —  TPOMOGWMH,
remocTaTnyeckue rybku

v cuctemHoro pgeiicteus - ButamuH K (Bukacon),

OVNUWHOH
* AHTUUOpMHONUTUMYECKNE cpeacTea  —  €-
aMUHOKanNpoHOBas KucnoTa, ambeH,

MHFVI6MTOpr npoTeas, TpaHekCcamoBaa KucrnoTta
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[MpunuunHbl ABC-cnHgpoma

1) AKTUBELNA KOAryNAUMOHHOTO 38EHA NO BHELUHEMY NYTH BCREACTBNE
MacCHBHOM NOCTYNNEHWA B KPOBOTOK TPOMBONNACTUHONOAODHLIX
cyBcTanuynin;

*  LWOKKW: CeNTUYECKA, TPAaBMaTUYECKWI, OXOrOBLIW, reMopparmn4eckun,
nexapcTseHHbIR 1 Ap.

*  XMPYPrU4ECKME BMELLaTensCTBa Ha NapeHXMMaTO3HbIX OpraHax (nevexs,
npeacrarencHas, NoKenyAoMHan Xeneaol),

*  aKylepcxas natonorus: nocrabopTHas CenTUUEMUA, NpeXaeBpeEMEHHan
OTCNOMKA NNAUeHTL, PYSHOE OTAEeneHWe NNaUeHTkl, BHYTPUYTPoOHas
rnbene nnoaa, sMBonusa OKONONNOAHBIMKU BOAAMW, TRXKENDIV rECTo3
DepemMeHHbIX, IkNaMNTUYecKas KOMa, Pa3spblB MaTky, KeCapeeo cevyeHve;

*  OCTPoIN NaHKpeaTwT,

*  MaccuBHbie remoTpancdysnun U perHdy3nu KPOBK; BESAEHHE
remMonpenaparos, coaepXallux akTMBaTopbl haxTopos CBEpPTLIBAHWA,

. “3N0OKa4YECTBEHHbIE ONyXOnW (0COGEHHO METACTA3NPYIOWIE), NENKO3LI
{ocTpuin muenobnacTHeii neinkos M 3 sapuanT);

*  MacCUBHblE TPaBMbl,

* oworoeas GonesHb.

OcHoBa natoreHesa cMHApoOMa AUCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO
CBepTbIBaHUA 3akrtodaeTcs 8 2/1y60KoU OUChYHKUUU 8CEX 38€HbES CUCMEMbI
2eMocmasa, KoTopas xapakTepusyeTcs nocnegoBaTenbHOM UX akTuBaumnen u
ncrowieHmem. o aton npmymHe npomcxogmt cmeHa a3 ABC-cuHgpoma ot
rmnepkoarynsumm n BbICOKOW CNOHTaHHOM arperaumnm TpomMbounToB B Havane
A0 NepexofHoro nepuoga u nocrnegyrowlen rnybokon runokoarynayuumn, BnoTb
A0 MOMHOW HeCBePTbIBAEMOCTU KPOBU, TPOMBOLIMTOMNEHMM B KOHLE. YXXe Ha
paHHMUX 3Tanax obHapy>XMBaeTCs UCTOLLEHNE He CTOMBbKO (hakTopoB
CBEPTbIBAHUS, CKOMNbKO BaXKHENLLMX PU3NOSOrM4ecknx aHtnkoarynsaHtos-MNPC
n S, AT, n gp. Jenpeccna puranonorn4ecknx aHTUKOarynsHToB Tem
3HauuTenbHee, yem Txxenee [IBC. OHa 0BroHseT CHMXEHNE COAEpPKaAHMS
npoKoaryrnsiHToB.

OTn HapyLeHnsa BMecTe ¢ TPOMOMpOBaHNEM MUKPOCOCYA0B OPraHoB U
TKaHewn, NnoTpebneHnem KneTok KpoBu, knetok PAC 1 TpombounToB MMEKT
nepBOCTENEHHOE 3HAa4YEeHWE B Pa3BUTMM CTasa, MMoOKCUn n rnyobokon
ANcYHKUMN 1 ANCTPOOMM OPraHoOB,YTO NPUHATO Ha3biBaTb CUHOPOMOM
MHO>aLLEeNCsl OpraHHOW HECOCTOATENBHOCTU. B nepByto ovepenb cTpagatroT
opraHbl C XOPOLUO pa3BMTON COCYAUCTON CETbIO: NErkme, Novku, nevyeHo, LIHC,
HagnoyevHuku. MNMaTtomopdonornyeckasa KapTuHa B HUX XapakTepuayeTcs
npu3Hakamm TPOMBOTUYECKNX U reMOppParn4eCcKnx NoBpEX4EHUN:
0BGHapyXMBaKTCS y4aCTKM ULLEMUU U KPOBOUSNNAHUN.
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[MpnunHbl 1BC-cnHgpoma

2) AKTnBaLmsa KoarynsaunoHHOro 3BeHa remocrasa
No BHYTPEHHEMY NyTU BCNeacTBue
noBpexaeHUs 3HA0TENUA COCYANCTON CTEHKW:

® VIHdJeKLMVI, ocobeHHo, reHepann3oBaHHbIe,
cenTunyeckme CoCToAHNA.

* remopparuv4yeckune Jnnuxopazaku,

* 3aTHAXHble T’MNOKCUK;

* XpPOHU4YeCKasa no4yeyHas HeAOoCTaTOYHOCTb,
* cucTtemHble 3abonesaHus;

* remopparnyeckune BaCkyrnunTbl.

AKTMBaLMSA KoarynsiMoHHOro 3BeHa remMocTasa no BHyTPEHHEMY NyTu
BCNEACTBUE NOBPEXOEHMS SHOOTENUS COCYaNUCTON CTEHKN. MNepBoe MecTo
cpeau NpuydnH, BbisbiBawolwmx ABC cMHapoMm, 3aHMMaloT reHepann3oBaHHbIe
NHekunn (baktepmnanbHble U BUPYCHbIE), CENTULEMUN, UMMYHOKOMINEKCHbIE
npoLecchl, NnaTonorus 6epeMeHHbIX.

YacTbiMy NpUYnHaAMKU pas3BUTUSI JAaHHOIO CUHOPOMA SBNSATCS SIMPO2eHHbIEe
8030elicmeus:

-neyeHne npenapaTamu, Bbi3blBalOLWMMK arperaumio TpoMOoLMTOB,
MOBbILLIAIOLLMMN CBEPTLIBAEMOCTb KPOBW, Npenapatamu AenbpuHnpyoLLero
AEencTBuUs, nNpenapartaMmm, CHUXaLWMMU NPOTUBOCBEPTLIBAIOLLMI U
UBPUHONUTUYECKMIA NOTEHLMAN KPOBU, a TakKe AnuTernbHas
NCKYCCTBEHHHAs BEHTUNALUNA NErkux.
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[MpnunHbl 1BC-cnHgpoma

3)MpuynHbl, B pesynbTaTe KOTOPbIX B KPOBOTOK
nonagawT cybcTaHumn, cogepxalyume
reMmokoarynupyoLne seLecTea, okasbiBatoLyme
HenocpeacTBEHHOE AeNCTBUE Ha NPOTPOMBUH U
unbpuHoreH:

* QTpaBNEeHUs reMoKoarynupyroLwmmm amenHbiMm
a0aMn, S4aMn HaCeKOMbIX; OTPaBNeHus
XUMUYECKUMU A4aMU U NpoYee.

MpuymHbI, B pe3ynsTate KOTOpbIX B KPOBOTOK NonagatoT cyGcTaHumm,
copepallme remokoarynmpytoLme BeLlecTBa, Oka3bliBaloLLme
HenocpeacTBEHHOE AENCTBME HA NPOTPOMOUH 1 PnBPUHOreH.
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ABC-cMHapoMm B pesynbrate reMmoKoarynmpyroLlero 4encTems aaa
HaceKoMoro.
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Cragum octporo [1BC
CUMHApPOMa
* [unepkoarynauus
« Koarynonatus notpebneHus
v 6e3 akTuBauuv hubpuHonuaa
v ¢ akTuBauuein hubpuHonuaa
* ['unokoarynaunsa (BTOPUYHbLIN
reHepanu3oBaHHbIN runepunbpuHonuna)

« Ctagusa octaTo4yHbIX NposiBneHun 6nokaawl
cocyaoB MUKpOTpomMbamu

B pamkax ocTporo, NofocTporo 1 XpoHuyeckoro TedeHus BC — cuHapomMa cornacHo
knaccudpukauum M.C.Mayabernm MoXHO BbIAENUTb YeTbipe CTaauu:
1 — runepxkorynsuumsa (OBC 1);
2 — koarynonaTusi notTpebrnexus, NnoapasaensioLyocs Ha ABe NOACTaAUM:
a — 6e3 akTnBauum pubpuHonusa (OBC I1);
6 — Cc HauMHaloLEeNCcs reHepanu3oBaHHON akTuBaumen pubpuHonusa (OBC 111);
3 — rMnokoarynsiummn ¢ reHepanunsoBaHHbIM ubprHonusom (OBC 1Y);
4 — cTagusi ICXOLOB UM CTauUsi OCTATOUHbIX NPOSIBMEHUIA 6rokafbl COCY[OB MUKPO-
Tpombamu.

MepBas cTagus — runepkoarynsaums. Xapakrep Te4eHns CMHAPOMa WI CKOPOCTb €ro pasBUTUSI OMNpeaensoTcs
OnvTenbHOCTLIO NepBol ctagun. Mpu octpom TedeHnn [BC npoaomkmMTensHOCTb ee cocTaBnsieT 15 — 20 MuHyT.
Mpun ctpemuTensHom TeveHun [IBC oHa MOXeT pes3ko CokpallaTbCsi.

BHyTpmcocy,u,MCToe CBepTblBaHMA KPOBU COMNPOBOXAOaEeTCA n0Tpe6neHmeM KOoarynaHToB, aHTUKOArynaHToB U
TpOMGOLI,MTOB B npouecce nx HeO6paTVIMOVI arperauumu. MmeeT mecto BblpaXXeHHasa reHepann3oBaHHas
rmnepnnactuHemMus. 3a6op KPOBU 13 BEHbl B 3TOMN CTaaun He npeacTtaBiideTCAa BO3SMOXHbIM U3-3a Tp0M6I/IpOBaHI/1ﬂ
unrnbl.

BbICTpO Bo3pacTaeT KoHUeHTpaLums TpoMbuHa B nnasme, YTo NpuBoauT K 06pa3oBaHuio 13 onbpuHoreHa
GonbLUIOro KonmyecTa prGpUH-MOHOMEPOB, KOTOPbIE HE YCNEBAIOT NONUMEPHU30BaTHLCS U3-38 OTHOCUTENBHOTO
aeduumta d.XIIl 1 coeauHaTCA ¢ Monekynammu pubpuHoreHa, YTo ele Gonblue NPenaTcTByeT NpoLeccy
nonumepu3saumu dmbpuHa.

O6pa3yioTcst peixribie TPoMGhI. B Mx cocTas BxoaaT uGpuH, MMetoLLuin reneobpasHyto KOHCUCTEHLMIO,
arperatbl TPOMOOLMTOB 1 3PUTPOLIMTOB, a NpY Cencuce v NeMKoUUTOB. ATU TPOMBbLI MO CTPYKTYpe CyLLECTBEHHO
OTIIMYAIOTCA OT KIacCUYECKUX NPUCTEHOUHBIX TPOMBOB, (hOPMUPYIOLLMXCS B KPYMHBIX COCYAaX. OTU PbiXiible CrycTKu
KPOBM, HE MPUKPENEHHbIE K COCYAMUCTOM CTEHKE 1 CoAepXKallume HecTabunuanpoBaHHbIi (pacTBOPUMbI) PUBPUH
MOXHO Ha3BaTb NpeTpoMGamm.

B HekoTopbIx crnyyasix npu ABC-cuHAPOME, MHALMMPOBaHHBIM NEPBUYHLIM MOBPEXAEHUEM
3HAOTENManbHoO BbICTUMKW, MPOMCXOAUT o6pasoBaHe MUKPOTPOMGOB, NPUKPENNEHHBIX K COCYANCTON CTEHKE U
coaepKalLmx, kak NpaBuo, HEPaCcTBOPUMbIN CTaBUIbHbIA (UBPUH. LipkynupytoLlme e MUKPOTPOMEbI
npeacTasnsioT coboi amBorbl U 3aKynopuBaloT Menkue cocyabl, HapyLlasi TEM CambIM MUKPOLIMPKYMSILMIO B OpraHax
1 TKaHsX. Pa3BuBaeTcs Tshxenas TkaHeBasi TMNoKcus , METaboNUYecKnii aunao3, HeKopperupyemble HapyLIeHuUs
reMoaMHaMuKu.

BTopas ctagusi — koarynonatus notpebneHusi ¢ nogctagusmm 2a u 2b.

[ns cTagum 2a xapakTepHo 1cToLleHne hakTopoB CBEPTLIBaHWS BCreAcTBue Ux notTpebneHns 6es
136bITOYHOM aKkTMBaumMn nbprHonuaa. Bpemsi cBepTbiBaHWS KPOBU, Kak NpaBumIio, B npedenax Hopmel. B ycrnosusix
TUMOKCUM TKaHewW yCunmnBaeTCs BblAeneHe N3 CoCyancToN CTEHKM TKaHeBOro TpoMbonacTuHa, NPONCXoauT
AanbHenLlas akTuBaLms CBepTbiBaHUSI KPOBW M BHOBb NOTPEONSIOTCS MPOKoarynsHTel. Takum obpasom,
pa3BuBaeTCs “NOPOYHbIN KPyr” 1 B AanbHEWLWeM HacTynaeT NofiHoe UCTOLLEHNE CUCTEMbl CBEPTbIBAHUS KPOBM.

B ctaguu 2b nosiBnsieTcs nporpeccupyollas aktusauus hmbpuHonmusa Ha ooHe HapacTatoLLen
runokoarynsumu. Aktneaums pmbprHonmaa nmeeT aganTMBHOE 3HaYeHWe, MOCKONbKY OHa cnocobeTByeT
YaCTUYHOMY OCBODOXAEHNIO MUKPOLIMPKYNSITOPHOTO pycra OT MUKPOTPOMOOB M YCTpaHeHMWIo niemMun TkaHen. B
nnasme yMmeHbLIaeTCsi KONMYEeCTBO TPOMOOLIMTOB M MOCTENEHHO CHUXaeTCsi coaepxaHne dnbpuHoreHa. Kpome Toro,
BO3pacTaeT koHueHTpauus MO, koTopble coeamnHsaTCs ¢ pubpuHoreHom, obpasysi pacTBoprMble PUGPUH-
MOHOMeEDHLIe komanekekl (POMK) uTo vRenuumuraeT umerolliviea nedbuiint buvubbuyuHoreHs
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CMelwaHHbIA TUN KPOBOTOYUBOCTHU

Ana OBC-cnHapoma xapakTepeH CMeLLaHHbIN TUM KPOBOTOYNBOCTU
BCNeacTBue HapyLleHn B TPOMOOLMTApHOM M KOarynsaumoHHOM MexaHu3max
remocrasa.
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Ilewenue OBC-cuHgpoma (1)

* B chaze runepkoarynsuum ocrporo [ABC-cuHapoma
NPOBOAUTCA BHYTPUBEHHAA TEepanus renapuHom ¢
pasosov goson 5.000 — 10.000 , cytouyHon - 30.000 —
40.000 - 50.000 E[. MNpeanoytutensHee KkanensHoe, a
He CTpyWHOe BBEeAEHNe npenaparta uHgy3oMaTom 13
pacyeta 5 — 15 E[] Ha 1 kr maccel Tena B yac. lenapuH
npu ABC-cuHgpome ytunusupyertca B 2 pasa GeicTpee,
NO3TOMY cCrneayeT KOHTPONUpOoBaTk ero ahheKkTUBHOCTL
2 -3 pasa B i€Hb.

« BCK cneayet nogaepxveaTth Ha yposHe 15 — 20 MUHYT

no Jlu-Yinar. MNpeanoyturensHee ucnonb3osaHue
HU3KOMOMNEKYNAPHbIX renapuHoB.
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Ilewenune [1BC-cuHgpoma

» C3I cTpyitHo, B konuyectee 10 — 15 mn / kr
Macchbl Tena.

* [NOKOKOPTUKOUAHBIE TOPMOHbBI Ha3Ha4al B
aose 0,5 — 1 mr/kr maccel Tena ( pacyeT Ha
NpeagHU30MNoH) B 3aBUCMMOCTM OT NoKasaTeneun
reMoavHaMUKK (CTENEHN CHMKEHUA
apTepuanbHOro AaBneHus).

* B runepkoarynsunoHHon ¢gase [1BC-cuHapoma
BO3MOXHO UCMOMb3oBaHne nnasmadgepesa.
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Ileyenne OBC-cuHgpoma (lI)

* B cragum rmnokoarynauun:

» KoHTtpukan — 50 — 60 Thicay ATpE unu ropgokc
300 — 500 Teicay E[l. BeogaTca 6ontocHO
CTpyHO unu passogatca B 100 mn
dpuanonornyeckoro pacrsopa.

* Yepes 10 — 15 MuHYT OT Hayana BBeAeHUS
aHTUpunbpuHonuTUkKos seoaAT C3I1 unu
HaTuBHyto nnasmy B gose 1000 — 1500 mn. K
nnasme godasnsaoT pubpuHoreH, na pacvyera 1
r dubpuHoreHa Ha 700 mn nnasmbl.

» [nokopTukonabl HasHavawTea B gose 1,5-2,0
Mr/Kr Mmaccel Tena.
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INNeyenune OBC-cuHgpoma (lII)

[03bl aHTUDUOPUHONUTUKOB: KOHTPUKanN Ao
100 Teicsay ATpE , ropgokc go 1 000000 EL.

Obvem seogumon C3I1 unu HaTUBHOW NNasmbl
yeenuuunsaetca go 1,5—-2,0 n (He 6onee 1,0 n
Ha oaHy TpaHcdysuo). Ha 1,0 n nnasmbl -2 -3 r
¢ubpuHoreHa

[o3a rnokokopTukonaos Ao 2 —3 Mr/ Kr maccbl
Tena c nocnegyrowmmMm gobasneHuem npu
HeobxogumocTu go 1 r/cyTku ( No nokasarensam
reMoguHaMuKu).

131



Cnacubo 3a BHUMmaHue!
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