N3ameHeHnda cuctemboli
remMocTasa

Co3sbiknHa OA



Cuctema remocTtasa BKJIHO4YaeT hakTopbl U MeXaHU3MbI:

» obecneumBaloLLmne Koarynauuio 6enkos Kpoeu 1 TpomboobpaszoBaHMe — CBepThiBaoLLLaa cCUCTEMA KPOBY;

» 0bycnosnmBatoLme TopMoOXXeHne unm bnokagy koarynsaumm 6enkoB nnasmMbl U npouecc TpomodoobpasoBaHna —
NPOTMBOCBEPTLIBAOLLAA CUCTEMA KPOBM;

* peanuayloLune npouecchbl nuaunca pmnbprHa — pubpuHonuTMYecKas cuctema

Buonozau4eckasi posb CUCTEMbI FEMOCTa3a COCTOUT B 06ecneyeHny onTUMarbHbIX PEONOrMYECKNX CBOMCTB KPOBM, a Takke
peanusauum npowecca remokoarynsaummn, agreavm, arperaumm u akTueaumm (oopMeHHbIX 3r1eMeHTOB KpoBK ¢ obpasoBaHnem Tpomba
npu NOBPEXAEHUN CTEHOK COCYA0B UNu cepaua. To NPeaoTBpalLaeT UM yMeHbLIaeT NoTEPH KPOBW OPraHU3MOM.

KOHTaKT ¢ Yy}KepO/IHOii MOBEPXHOCTLIO
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TUMOBbBIE ®OPMbI MNMATOJTOIMA

CUCTEMbI TEMOCTASA

MHoroymMcneHHble HapyLLEHUSI CUCTEMbI reMocTasa nogpasgeneHnol Ha 3 rpynnbl:

* YCUJIEHWE CBEPTLIBAEMOCTU KPOBM U TPOMBO0BpasoBaHnsa — runepkoarynsaums n passmutme
TpOMOOTNYECKOrO CMHAPOMA;

* YMEHbLUIEHWE CBEPTLIBAEMOCTH KPOBU 1 TpOMB00BpasoBaHusa — rmnokoarynsaumsa n passmutune
remopparm4yeckmx CUHAPOMOB;

* pasHoe HapyLIeHNe COCTOAHUSA CUCTEMbI remocTasa — Tpomboremopparmnyeckun (TI'C) cnngpom; npm
TIC dhasa runepkoarynsiumm, ConpoBoXxaasiCb MHTEHCUBHBLIM NOTPeBNeHnemM NpoKoarynsiHToB,
TpaHcdhopmMumpyeTcs B hasy runokoarynsaumm ¢ nocrnenyowmm passutmeM Koarynonatum notpedneHna n
TpomboreMmopparn4eckoro CMHapoma.




TpomMb60OTHUUYECKMN CUHAPOM

TpombGoTU4YECKU CUHAPOM, UNTU TPOMOOUNNA — 3TO COCTOSTHUE, XapaKTEPUIYIOLLIEECS YPEIMEPHON
(HeagekBaTHOW) Koarynaunen Kposm n TpomboobpasoBaHNeM, YTO BEAET K ULLEMUM TKAHEN U OPraHoB.
OCHOBHbIE NMPUYUHLI TPOMBOTUYECKOIO CUHAPOMA

* [MoBpexaeHne CTEHOK COCyA0B U cepAaua (Hanpumep, Npyu nx MexaHM4ecKon TpaBme, ateporeHese, Backynurax,
aHrmonaTmax y nauMeHToB C caxapHbiM gnabeTtom).

* [MaTonorus opMeHHbIX ArIEMEHTOB KPOBU (K NpumMepy, TpoMmbounTonatmum, reMonmns 3puTpoLUmTOB, Ypesmep-Hoe
MOBbILLEHNE agre3ann n arperauumn TpomooLnToB

N 9PUTPOLUTOB).

» [lncbanaHc B cucteme remMocTtasa, xapakTepuayrLmincs:

— abContTHBLIM UM OTHOCUTENBHBLIM NpeobnagaHnemM apeKTOB NPOKoarynsHTOB;

— HeJoCTaTOMHOCTBIO AOEKTOB aHTUKOArYNAHTHBIX U (PUBPUHONNTUYECKUX DaKTOPOB (Hanpumep, npu
CUCTEMHOM aTepockKnepose, caxapHom guabe- Te, rMNepToHNYeCcKkon 6onesHn, IHGOTOKCMHEMUSAX, LLOKOBBIX
COCTOSIHUSAX).

OCHOBHblE MEXaHU3MbI rMNepKoarynsiLum KpoBu M TPOMBOTUYECKOTO CUHAPOMA

YpeamepHasa aKTMBaLus MoBbIlLIEHNE KOHLIEHTPaLUK YBenuyeHve coaepaHus u/vmnu YMeHblUeHWe coaeprKaHus
NPOKOArynsHToB MPOKOoarynsiHToB AKTMBHOCTU aHTUKOArynsHTOB W/WNu noaaBieHne akTUBHOCTU
U NpoarperaHToB W NpoarperaHToB B KPOBU W aHTWarperaHToB OUBPUHONUTUKOB




Femopparnyeckme cuHagpombl U 3aboneBaHus

emopparnyeckme 3aboneBaHnsa N CUHOPOMbI XapaKTEPU3YOTCS NOBbLILLEHHOW KPOBOTOUYNBOCTLIO B
pesynbrate He4oCTaTO4YHOCTN OL4HOMO UMM HECKOSBbKUX 35IEMEHTOB CUCTEMbI reMOCTa3a.
QTNOSIOrNA reMmopparMyeckmx CUHAPOMOB U 3abonesaHunm

Bbloensitot nx HacrneacTBeHHble (NepBUYHbIE) U NPUOBPETEHHbIE (BTOPUYHBIE) (POPMbI:

» HacriedcmeeHHble ¢hopMbl remopparn4eckmx sabonesaHnin 1 CUHAPOMOB CBSA3aHbl C reHETUYECKU
00yCnoBrneHHbIMU NATONOrM4YeCKUMN N3MEHEHUSIMU COCYANCTbIX CTEHOK, aHOManunsamMm
MerakapmouuToB, TPOMOOLMTOB, afAre3MoHHbIX DenkoB Mnia3mMbl KPOBU U NI1a3MeHHbIX (hakTopoB
CBepTbIBaOLLEN CUCTEMbI KPOBU.

* IpuobpemeHHbIe hopMbl B BONbLUNHCTBE CriydaeB 06yCnoBreHbl NopaXXeHNneM KPOBEHOCHbIX
COCY0B MMMYHHOW, TOKCUKOMH(EKLMOHHOM N ANCMETabONMYeCcKon aTMonormm (pasnnyHole
BACKynNuTbl), MOpPaXXeHUsiMMU MerakapuounTos 1 TpombounTos (TpomboumTonaTum), NnaTtonormen
afre3noHHbIX BenkoB Nna3mMbl KPOBU, PakTOPOB CBEPTLIBAIOLLEN CUCTEMBI KPOBU U
MHOro(pakTOPHbLIMU HapYyLEHUAMM CBEPTbIBaOLWEN CUCTEMBI KPOBU (OCTpble cnHgpombl [1BC).




Mo nponcxoxaeHuo pasnuyatoT HECKOIMbKO OCHOBHbIX BUOOB reMopparnyeckux cCMHAPOMOB 1 3abonesaHuin.

* Backynutbl. OHM 06ycnoBneHbl NepBUYHBIM NOpaKeHNeM

COCYOMCTOW CTEHKN C BO3MOXHbIM BTOPUYHBIM Pa3BUTUEM KOArynsUMOHHbIX U TPOMBOLMTaPHbIX HapyLleHuni. K aTon rpynne oTHOCAT
HacneaCTBEHHYIO remopparmyeckyto TeneaHrnaktasuo Pangro—Ocnepa, cuHgpom Anepca— daHno, cuHapom MapdaHa, ruraHTckme
remaHrmombl Npu cuHapome Kasabaxa—MeppuTT, remopparndeckuin sackynut LLenHnenHa—leHoxa, sputembl, remopparnieckme
nuxopagku, runosutammHo3el C u B n gp.

* TpomGouuToneHnn. PassnBatoTcs B pesyrnbrate NePBUYHONO NOPaXXeHUA MerakapnoumTapHo-TpoMOGoLMTapHOro pocTKa,
nepepacnpegeneHns TpoMooLMTOB U UX AENOHMPOBaHUA B ceneseHke, NOBbILEHHOMO paspyLueHns (Hanpumep, Npy CUCTEMHOMN
KpaCHOM BOMYaHKe Unu nguonatnyeckon TpomboumntToneHnyeckon nyprype), NoBbILWEHHOro notTpebneHns TpomMéoumToB 1
obpasoeaHusa Tpombos ([BC, TpoMmboTMYeCcKan TpoMmboumMToneHMYecKasn nypnypa), NpMMeHEeHNs HEKOTOPbIX JIEKAapCTBEHHbIX CPEACTB.
* TpomGouuTOonaTMm. XapakTepusyTcsi HaNM4YMEM aHOMasbHbIX TPOMOOLMTOB C HapyLUEeHUEM UX OYHKLWIA.

‘ OCHOBHble NPUYKUHBI rTMNOKoarynaunu 6enkoB KpPOBU U remopparnyeckoro cuHapoma |
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‘ [JedeKTbl COCYyANCTON CTEHKU ‘ | [eduuut u/munun fedeKTsl GakTopoB cuCTeMbl reMocTasa |
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Hapywenus YMeHbLleHne HepocTaTtok daktopoB HepoctaTtok dpakTtopoB
CTPYKTYPb! CTEHOK Backynutbl TONLWMHbI CTEHOK CBepTbIBaIOLLEN CUCTEMBI n/vnu apdpexTos
cocynos MUKPOCOCYA0B KpoBH HUBPUHONUTHUKOB

b b

I [emopparuyeckue I [ NHbeKUnoHHbIe I

OCHOBHble MEXaHU3Mbl rmnoKoarynaunuu KpoBu 1 remopparn4eckoro cMHapoma

HepoctaTo4yHoe o6pa3oBaHue YBenuyeHue coeprxaHus YBenuyeHve cogeprkaHus
AKTUBUPOBaHHbIX n/vnn n36bIToYHas akTMBaums W/Wnu Ype3mepHoe NoBblLeHne
NPOKOoarynsaHToBs AHTUKOarynaHToB aKTUBHOCTU GUOBPUHONUTUKOB

YMeHblUeHne coaepaHus
B KPOBU NPOKOArynaHToOB




Koarynonatuu. OBycrnoBneHbl HapyLLeHNAMM CBEPTLIBAEMOCTU KPOBU PasfnnYHOro npoucxoxaeHusi. K Hambonee
KITMHMYECKN 3Ha4YNMbIM KoarynonaTusmMm OTHOCSAT:

— HacneacTBeHHble Koarynonatum (remodpunua A, remocpunus B, 6onesHb dooH Bunnebparnga, aedpunumt dak-
TOPOB CBEPTHLIBAEMOCTU KPOBMU);

— npuobpeTeHHble Koarynonatum — ButamuH K-3aBucumMble Koarynonatum (BO3HUKaT NPU HeJOCTaTO4HOCTH
JYHKLMKN NEeYEeHN, HapyLLIEHUN BCcacbiBaHUSA BUTaMunHa K, anMmeHTapHOM HegocTaTtoMHOCTU BUTaMmnHa K, npneme
neKkapCTBEHHbIX CPeACTB, TaknX kak kymapuH), IBC, natonorms neyeHun (NpMBoguT K AeduUUnNTY MHOTMX hakTopoB
CBepTbIBaHMS), NATO- NIOrM4yeckne MHrMbnTopbl CBEPThIBaHUS (BONMYAHOYHbIA aHTUKOArynsaHT; cneunduyeckme
MHIIMOUTOPbI CBEPTLIBAHUA — aHTUTENa, cneunduyHble K oTaeNb- HblM KoarynsumoHHbiM 6enkam);

— HapyweHusa ctabunusaumm combpurHa n/unm NoBbIWEHHbIN (PUOPUHONKUS, B T.4. NPU TEYEHUN NPAMbIMUI U
HEeNPAMbIMW aHTUKOArynsiHTamu, ombpuHonuTuKamm (CTPENTO- U YPOKMHA30M, anTennason u ap.);

— Apyrue npnobpeTeHHble pacCTPOUCTBa CBepPTbIBaHUSA 6eNKoB KpoBU — AeunumT baktopoB
CBEpPTbIBAEMOCTU KPOBN MOXKET BO3HUKATb MNP COMaTUYECKMX 3aboneBaHusax (Hanpumep, ammnonaos npu
aedpuunte daktopa X).

» OBC-cMHApOM. OTOT CMHAPOM ABNSAETCA CNeaCTBMEM KOMIMMEKCHbLIX HAPYLLUEHUN Pa3fiMyHbIX 3BEHBEB CUCTEMbI
remocrasa.



Femopparnyeckne cMHAPOMbI 1 3aboneBaHusi, 0GyCrOBNEHHbIe NaToNornen cocyaoB

K TnnyHbiM 3a6oneBaHnAM 3TOW rpynnbl OTHOCAT

6onesHb PaHao—Ocnepa, nypnypy LUeHnerHa—leHoxa, nep- BU4HbIE reMopparnyeckne BacKynuThbl.

BonesHb PaHarw—-Ocnepa (cvH. — 6onesHb PaHato— Ocnepa—Bebepa; TeneaHrnakTasmsa HacneacTBEHHasa remopparmyeckas; aHrmoma
HacneacTBeHHasi remopparmyeckas; bonesHb Ocnepa—Bebepa; 6onesHe Ocnepa) — HacnegCcTBEHHAs aHrmonaTus, NPoOsBASAOLLAsaCcs
MHOXXECTBEHHbIMW TENeaHrnakTasnsiMm n remopparmyecknm cuHgpomom. Yacrtora sctpedaemoctu 1:16 000 HaceneHus.

TunuyHbiMu NpusHakamu 6onesun PaHaw—Ocnepa aBnawoTcs:

* MaHndecTauusa 3abonesaHnsa Nocne HacTynneHNsi NOIOBOro CO3peBaHus;

* TeNneaHrnakTasum (paclumpeHmne BeHyrn) Ha nuue, ryéax, cnnmancton obonoyke poToBOKM NOMOCTU, KOHYMKAX NanbLeB, CIIM3NCTON
060noyKe XenyaoyHO-KULLEYHOro TpakTa, BHYTPEHHUX OpraHax;

* KPOBOTEYEHWS N3 PACLUMPEHHBIX COCYA0B (HOCOBbIE, XXENYAOYHO-KULLIEYHbIE 1 Ap.);

* XenesogeduunTHas aHeMUS.

Femopparnyecknm BackKynuT (CUH. — aHadmnakTongHasa nypnypa; UMMyHOKOMIIEKCHbI BackynuT; 6onesHb LLleHnenHa—leHoxa)
XapakTepuayeTcsa KPOBOTOMMBOCTbLIO, 0OYCNOBNEHHON NOPaXXeHNEM CTEHOK COCyA0B Manoro Kanun- 6pa UMMyHHbIMK KOMMIEKCamMu m
KOMMOHEHTaMM CUCTEMbI KOMMNIIEMEHTA.

K remopparudeckum cnHgpomam, obycrnoBrieHHbIM NaTonornen TpoMooumnToB (TPOMBOLMTONEHUN N TpOMOOLMTONATUN), OTHOCAT
namonatm4eckyro TPOMOOLMTONEHNYECKYIO Nyp- Mypy, TpoMGacTeHuto MaHuymaHHa, cuHapoM bepHapa—Cynbe.



[emopparnyeckme 3aboneBaHns, 0byCnoBreHHbIE HapyLLEHNAMM CBEPTLIBAIOLLIEN CUCTEMBI KPOBW (KOaryrnonatum)
Buabl koarynonatui

Nx nogpasgenstoT Ha HacneacTBeHHbIe U NpUobpeTeHHbIe.

* HacrnencrteeHHble Koarynonatum HabnogatTcsa npyu geuumre:

— komnoHeHToB hakTtopa VIII (remodpunna A, 6onesHb poH Bunnebpanga) n dakropa IX (remocpunusa B) — aTo
Hanbonee pacnpocTpaHeHHble HacneacTBeHHbIe koarynonatum (bonee 95% cnyvaes);

— chaktopos VI, X, V n Xl (no 0,3-1,5% cny4aeB kax- gbii);

— apyrux goaktopoB — Xl (gedekt Xaremana), Il (rmnonpotpombuHemuns), | (runogncomnbpuHoreHemus), Xl
(oednumt punbprnHcTabmnuanpyowero gakropa) — BCTpeYaroTCa KpanHe peako (eanHUYHbIe HabnogeHus).

* MprnobpeTeHHbIe KoaryrnonaTtum pa3BnBaoTCS:

— npu ABC-cuHapowme;

— gedonumTe UM HU3KOM akTUBHOCTU DaKTOPOB Mpo-

TpomobuHosoro komnnekca (I, VII, X, V) npu 3abonesaHnsx ne4eHn, o0TypaLUmMOHHOWN XenTyxe, ancbakrepmnosax
KMLLEYHMKA, Nepeao3poBKe aHTaroHnctTamm ButammHa K (KymapuHbl, eHUIMH), remopparn4eckon 6onesHu
HOBOPOXAEHHbIX;

— Koarynonartusix, CBA3aHHbIX C NOSABNIEHNEM B KPOBU UMMYHHbIX MHIMOUTOPOB hakTOpPOB CBEPThIBAHUSA (YaLue
Bcero aHtutena k gpaktopy VIil);

— BBeAEHUN npenapaTtoB nBpMHONUTMYECKOro (CTPENTOKNHA3a, yPOKNHa3a, anTtennasa) n aemnbpuHupytoLero
JencTeus



DMCCGMMHMPOBaHHOE BHYyTpUcocyanctToe ceeprtbiBaHne KpoBu

Tpomboremopparmyeckme COCTOSHUSA XapakTepusyrTca MO3anvyHOW (BO BPEMEHH
N NO MECTY NPenMyLLECTBEHHOM JIoKannsaumm B opraHmsame) CMeHom goasbl
rmnepkoarynsumm n Tpombosa gason runokoarynsauum, pubpuHonusa u
remopparndeckoro cuHgpoma. KnmHmyeckn Hanbosee 3Ha4yMMbIM NPOABNEHNEM
TpomboreMmopparnyecknx COCTOAHUMN ABNSAETCA AUCCEMUHNPOBAHHOE
BHyTpucocyamnctoe ceeptbiBaHme (OBC) kposu.



OcHoBHble npuyunHbl ABC-cuHapoma

AreHTbl, BO34ENCTBUSA, COCTOSIHUSA,
noBpexaatoLme TKaHu

daKTopbl, NOBpeXxaatoLLmMe
KNETKU 3H0TENUS

Bozbyautenu nHbeKkuymmn

OcHOBHble 3BEHbSA NatoreHesa u nposisneHuns ctagum ABC-cuHapoma
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AKTUBaUMA U peaKuums
Yecyry6nenuve O6pazoBaHue
AKTMBaLMUSA BbICBOOOXXAEHUA [eHepanu3oBaHHas dopmupoBaHme _
noBpexxaeHus TPOMGOB PbIX/IOM
NPOKoarynsiHToB NPOKoarynsiHToB runepKoarynaums UCTUHHbIX TPOMGOB
KNEeTOK aHAoTeENUs KOHCUCTEHLUMUU
1 npoarperaHToB
HapacTtatouwee
Mo Mo BHyTpeHHeMy P LLy O6pazosaHue
nyTm nortpebseHue
BHeELWHeMY N36bITKa GUOPUH-
dbaKTopoB CUCTEMBI
nyTm MOHOMepa
remoctasa
lNposiBneHus:

e  runepTpomM6GonIacTMHEMUS
rmnepnpoTPoMBEUHEMUS

YKOpOYEeHME BPEMEHU CBEPTLIBAHUA KPOBM
61egHOCTb KOXXMU U CITU3UCTbIX 060/104EK
TaxunHoa




OCHOBHbIE 3BEHbs NaToreHesa 1 NposBieHns ctaaun 2 1BC-cuHapoma

NHTeHcBHOE noTpebneHne haKkTopos

HapacTatolee notpebneHue

Mporpeccupyiolias akTuBaLms GpakTopos

CUCTEMbI remocTasa TpoM6OLIUTOB dunbpuHonnaa
lposiBneHus:
° runopubpuHoreHemus
®  CHWXEHWe KOHLUEHTpauun B KpoBM aHTUTPOMGKHa Il
* HapacTaHue ypoBHS NPOAYKTOB Aerpagauunv GubpuHa B KPOBK
®  3HauyuTenbHas TPOMBGOLMUTONEHUS
®  KpOBOTEYEHWE U3 NOBPEXKAEHHbIX COCYN0B
®  KPOBOMUBNUAHUSA
OcHOBHble 3BeHbsi NatoreHesa u npossnenus ctaguu 3 ABC-cuHgpoma
3HauuTenbHoe Mporpeccupytollee MNMoBTOpHasn .
McTouleHne porp PyloL P [oBTOPHbIN
HegoctaTo4yHOCTb notpebneHune HapacTaHue B KpoBM aKTuBaLums .
NPOKoarynsiHToB, WHTEHCUBHBbIN
aHTUKoarynsiHToB («pacxogoBaHue») NPOAYKTOB Aerpagaunu KanIMKpenH-
rMnopubpuUHoOreHeMums . dnbpuHonns
TpoM60oLMTOB $dunbpuHa n pubpuHoreHa KUHUHOBOW CUCTEMbI
lposiBneHus:

®  3HayuTenbHas runopubpUHoOreHemms

®  KpUTUYECKOE NajgeHue ypoBHS aHTUTpom6KHa Il B KpoBu
®  CylecTBEeHHOe MNoBbILEeHUE coAepKaHna NPoaYKTOB Aerpajaumm GpubpuHa
®  KpuUTUYecKasa TPOMGOLMUTONEHUS

® HapacTawllee KpoBoTe4eHne

®  KPOBOW3NUSAHUS B HENOBPEXAEHHbIE TKaHU
* onvMopraHHasi HeAoCTaTO4YHOCTb




