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B ieKLmm 06CYKAAI0TCH KIMHUYECKM Hanbosiee 3Ha4yuMble popMbl MaToa0r1MmM CUCTEMbI FEMOCTa3a, MX MPUYUHBI U KIKYEBbIe
3BEHbsS MEXaHU3MOB PA3BUTHS, MPOSBAEHUS W MPUHLMIBLI Tepanuu. K NeKUMM MpunaraioTcs TeCTbl M CUTYaLMOHHbIE 3a1a49M
J/151 OL|EHKM YPOBHS YCBOEHMSI €e MaTepuana, a Takme apryMeHTUPOBaHHbIE BapUaHThbl OTBETOB Ha HMUX.

KnioueBble cnoBa: runepKoarynsims, TDOMEOTUYECKUI CUHAPOM, TMIOKOAryasLms, reMopparMieckuii CUHAPOM, TPOMGO-
remopparM4ecKmnii CUHAPOM, IMCCEMUHMPOBAHHOE BHYTPUCOCYANCTOE CBEPThIBAHUE KPOBMU.

(Bonipockl coBpemeHHo neanatpmnn. 2014; 13 (2): 65-76)

Cucrtema remocTtasa npeacraBnser cobor KOMMIEKC
GaKTopoB U MexaHW3MoB, obecnevymBaloWmx ONTUMab-
HOe arperatHoe COCTOSIHME KPOBW B OpraHuM3Me B LE/IoM
(puc. 1). B y3koM (NpUKnagHOM) CMbICiE TEPMUH «FeMOCTa3»
(oT rpey. haima — KpoBb, Stasis — 0CTaHOBKa) NPUMEHSIOT
Ans 0603HavyeHUss COBCTBEHHO NpoLecca OCTaHOBKU KPO-
BOTEYEHMS.

Cuctema remocTtasa BK/IoYaeT GaKTopbl U MEXAHWU3MbI:
e obecneymBatowme Koarynsauunio 6e1KoB KPOBKU U TPOM-

6006pa3oBaHMe — cBepTbiBaloLLas CUCTEMA KPOBMY;

e 06ycnoBAMBalOWMNE TOPMOXKEHWE MKW OGNOKady Koary-
nauMmM 6enkoB nna3mbl M npouecc Tpomb6oobpa3osa-
HUS — NPOTMBOCBEPTbLIBAIOLLAA CUCTEMA KPOBY;

° peanusylowue npoueccol msunca dpubprHa — GUGPK-
HOMIMTUYECKas cUCTEMA.

Buonornyeckass ponb CUCTEMbI FemocTasa COCTOMUT
B ob6ecrnevyeHMn ONTUMasbHbIX PEOSIOrMYECKMX CBOWCTB
KPOBM, @ TaKXe peann3daluu npouecca remokoarynsuuu,
aare3uu, arperauuun 1 akTMBaumMm GOPMEHHbIX 3N1EMEHTOB
KPOBW ¢ 06pa3oBaHneM TpoMba Npu NOBPEKIEHNUU CTEHOK
COCya0B MK cepaua. 3To NpeaoTBpaLlaeT Uan yMeHblUaeT
NnoTep0 KPOBU OPraHU3MOM.

TUNOBLIE ®OPMbI MNATOJIOFMH

CUCTEMbI TEMOCTA3A

MHOroYMCNEHHbIE HAPYLLIEHUS CUCTEMbI FemocTasa nof-
pasaeneHbl Ha 3 rpynnbi:

P.F. Litvitskii

e yCuleHWe CBEPTbIBAEMOCTU KPOBMU M TPOMBOO6pa3oBa-
HUS — rMNepKoarynsiLmns n passuTMe TPOMGOTUYECKOTO
CUHAPOMa;

® yMEHblUEHME CBEpPTbIBAEMOCTM KPOBU U TpoMbBoobpa-
30BaHUs — MMNOKoarynsaumsa u passutue remopparmye-
CKWX CUHAPOMOB;

e (da3Hoe HapylweHWe COCTOSAHUS CUCTEMbI remocTasa —
TpoMmb6oremopparudeckui (TIC) cuHapom; npun TIC dpasa
runepkoarynsumMm, CconpoBOXAasCb WHTEHCUBHbIM
notpebneHnemM MNpPOKoarynsaHToB, TpaHchopmupyeTcs
B dasdy runokoarynsuuu ¢ nocnemyiowmm pasBUTUEM
Koarynonatuu noTpebneHns u TpombGoremopparunye-
CKOro CMHApOMa.

TpoMGOTHUYECKUI CUHAPOM

TpoM6GOTUYECKMI CUHAPOM, UK TPOMBODUINS (OT rpey.
thrombos — KOM, CryctoK, phileo — CKIOHHOCTb K YeMy-
nn6o, NbUTb) — 3TO COCTOSIHWE, XapaKTepuaytolleecs
Yype3MepHON (HeafeKBaTHOM) Koarynsaumen Kposu U TPOM-
6006pa3oBaHMeEM, YTO BEET K ULLIEMUM TKAHEN U OPraHoB.

OCHOBHbI€ NMPUYUHbI TDOMGOTHYECKOIro CUHAPOMa
e [loBpexaeHne CTEHOK COCYAOB W cepiua (Hanpumep,
npu X MEXaHWMYECKON TpaBMe, aTeporeHese, BacKy/u-
Tax, aHrMonaTuaXx y nauneHToB € caxapHbIM AMaGeToMm).
e [latonornss GopMEHHbIX 3IEMEHTOB KPOBU (K NpUMepy,
TpomGoLMTONaTUK, FTEMONU3 IPUTPOLMTOB, Ype3mep-
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Pathology of the Hemostatic System

In the lecture the most clinically significant forms of pathology of the hemostatic system, their reasons and key features for their
development, symptoms and principles of treatment are discussed. Tests and special cases are attached to the lecture for assessment
the learning level of the given material, and also reasoned variants of replies.
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Puc. 1. [eMoKoarynsiuMoHHbIM Kackaa. AKTuBauusa daktopa Xl MHMUMMpPYET BHYTPEHHUI MeXxaHW3M remMmoctasa. BbicBoGOKAEHME TKaHEBOIO
dakTopa 1 akTMBauma daktopa VIl 3anycKaloT BHELHWIA MexaHn3Mm Koarynsunn. 06a nyTm NpMBOAST K akTMBaUuu dakTopa X

]

KOHTaKT ¢ 4y)XepoaHO/ NOBEPXHOCTbIO

HOe MOoBbIWEHWE afresnn W arperauum TPOMOOLMTOB

N 3PUTPOLMTOB).

[ncbanaHc B cMcTeMe reMocTasa, XxapaKTepuayoLmncs:

— abCoMIOTHLIM WX OTHOCUTENbHBIM MpeobnagaHuem
3 PEeKTOoB NPOKOArynaHTOB;

— HeJoCTaTOMHOCTbIO 3QGDEKTOB aHTUKOArynsHTHbIX
n OUBPUHONUTUYECKMX (GAKTOPOB (Hampumep, npu
CUCTEMHOM aTepoCcK/iepo3e, caxapHoOM [auabe-
Te, TMNEePTOHUYECKON OGONE3HU, 3HAOTOKCUHEMMUSX,
LLIOKOBbIX COCTOSTHUSX).

MexaHn3Mbl pa3BUTHUSI TDOMGOTUYECKOIro CUHAPOMA
MexaH13Mbl rMnepKoarynsaumMm 1 TPOMGOTUHECKOrO CUH-

Apoma npefcTaBneHbl Ha puc. 2. K HUM OTHOCHT HUXKenepe-
YUCNEHHbIE.

YpeamepHass aKTMBauUMsA MPOKoarynsHTOB M npoarpe-

raHToB.

Hawnbonee yacTble NPUYMUHbI 3TOrO:

— TUNEPIUNONPOTEUHEMUN — JINMONPOTEUHbI AKTUBK-
pytoT dpaKTop XaremaHa (dakTop cepTbiBaHusa Xll)
N CTUMYJIMPYIOT @aKTUBHOCTb NPOTPOMOGUHA3bI;
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— TMOBbIWEHHbIN TUTP aHTUHOCHONUNUAHBIX aHTUTEN
(IgG, 1gM) npn aHTMdOCHONMNMAHOM CUHAPOME —
aHTUTENna K aHMoHHbIM dochonunuaam CTUMyInpyoT
peaKLMio BbICBOGOKAEHUSA NPOKOAryIIHTOB U3 TPOM-
60LNTOB, 9HAOTENNOLUTOB, KAPANOMUOLIMTOB U HEKO-
TOPbIX APYrUX KNETOK U MX MOCNEAYIOLLYIO aKTUBALMIO;
TaKon MexaHM3M TPOoMO00O6pa30BaHUS BbIABNSET-
Csl, Hanpumep, Mpu CUCTEMHOM KpaCHOW BOMYaHKe
M MLIEMUYECKOW 60Nn1e3HM cepaLa;

— MacCUpPOBaHHbIe TPaBMbl MATKMUX TKAHEN (Hanpumep,
npU MexaHW4eCcKoM MOBPEXAEHMU OpraHOB, TKaHEMN,
KOHEYHOCTEN, CUHAPOME ANUTENbHOro pasaaBiivBa-
HUHA), OXOrn 60NbLOW niowaain, WOKOBble COCTONA-
HW4, cerncuc.

° YBe/lMnYyeHWe KOHLEHTpaLun B KPOBU MPOKOArynsgHToB
W npoarperaHToB (pUbpuHOreHa, NpoTpomMOmHa, aKkLene-
pWHa, NPOKOHBEPTUHA, TPOMOKWHA, 1 Ap.).

OCHOBHbIE MPUYUHBI TAKUX UBMEHEHWUN:

— IUnepKaTtexonaMmMHEMUSA — KaTeXONaMWHbl aKTUBMU-
pyloT npouecc cuHTe3a GubpuHoreHa (Hanpumep,
Npy NaTOreHHOM CTpecce Wan GeoxpoMOLIUTOME);

Puc. 2. OCHOBHble MeXaHU3Mbl rMNepKoarynaumMm 6eKoB KpoOBU U TPOMOGOTUYECKOrO CMHAPOMA

OCHOBHbIE MeXaHU3Mbl FMNepPKoaryasaLmun KPOBM M TPOMBOTUHECKOIO CUHAPOMA

YpeamepHasa akTMBauus MNoBbllEeHNE KOHLIEHTPaL MK
NpoKoarynsHToB NPOKoarynsHToB
1 npoarperaHToB 1 NpoarperaHToB B KPOBK

YBenuyeHve coaepKaHus u/vmnm YMeHbLUEeHWe coaepKaHmsa
AKTUBHOCTU @aHTUKOArynsiHToB W/VNK NofaBieHne aKTUBHOCTH
W aHTUarperaHToB GUBPUHONUTUKOB




— TUNEePKOPTULM3M (C TMNEPNPOAYKLUMEN NIOKOKOPTU-
KOWOB) — [IIOKOKOPTUKOUABI CTUMYNUPYIOT o6pa-
30BaHMe MnpoTpomMbuHa, npoakuenepuHa, GuUbpU-
HOreHa;

— aTepocK/epo3 CTEHOK apTepuit — 3TO MOTEHLMPY-
eT CcuHTe3 ¢UubpMHOreHa, NpoTpoMbuHa, daKkTopa
XaremaHa, aHTUreModUIMYECKMX rMobyIMHOB U Ap.;

— CenTULEMUSA — OHa CTUMYIMPYET U3BbLITOYHYIO MPO-
OYKUMIO TKAHEBOro TPOM6BOMNIacTUMHa.

MocneacTBUSMM Ype3MePHOW aKTUBaLMKU U/UK yBENnYe-

HUS colepXKaHUs B KPOBM MPOKOArynsHTOB M NpoarperaH-

TOB AABAIAIOTCA rMNepKoarynsauma 6enKoB KpoBH, afresus,

arperaums u aktuBauusa GOPMEHHbIX 3/IEMEHTOB KPOBM,

obpa3oBaHne eanHUYHbIX TPOMOOB, reHepanu30BaHHbIN

TpoM603 (Habnogaetcsd Npu CUHAPOME LUCCEMUHMPO-

BaHHOIO BHYTPUCOCYAMUCTOro cBepTbiBaHus, BC).

CHUXKEHUE cofepKaHUsa W/WNKU yrHeTeHUe aKTUBHOCTU

NPOKOarynsHTOB M NpoarperaHToB.

Haunbonee yacTble NPUYUHbI 3TOrO:

— HacneacTBeHHbIN AedUUNT aHTUTPOMOMHA — OH
XapaKTepU3yeTCcs CHUXKEHWEeM WHTEHCUBHOCTM CUH-
Te3a aHTUTpombuHa lll, a Takke ero cpoactBa K
renapuvHy;

— nevyeHo4YHas, noyeyHasa uiu naHkpeaTMyecKasa Helo-
CTaTO4YHOCTb — BC€ 3TU COCTOSHUSA 06ycnoBnBaloT
CHUXXEHWEe WMHTEHCMBHOCTU CUHTEe3a aHTUTPOMOM-
Ha lll renatoumTamu;

— TUNepaunonpoTEMHEMUM — OHW BbI3bIBAIOT CHUXKE-
HUEe cofepKaHus renapuvHa B KPOBW (3a CYeT ero
aacopbunn Ha MNOBEPXHOCTU (GOPMEHHbIX 3NEMEH-
TOB KPOBW M MMMYHHbIX KOMIMJIEKCOB, Hanpumep
NpU CUCTEMHOM KpaCHOM BOMYaHKE WnuM nypnype
LLleHnenHa—leHoxa);

— HacneacTBeHHas WM npuobpeTeHHas HepgocTaTou-
HOCTb MpoTenHoB C M S — BTOPMYHbLIN (Npuobpe-
TEHHbIN) AeduuMT 3TUX 6enKoB HabnwgaetTca npu
NneyeHOYHOM HeaoCTaTOYHOCTM, CaxapHOM auabeTe,
JIeNKO3aX, MacCCUBHbIX TpaBMax, PecnupaTopHOM
AncTpecc-CMHAPOME B3POCbIX.

CHWXKEHWe cofepykaHuns u/unv nogaBieHne akTMBHOCTU

GUOBPUHONUTUKOB.

MprynHamm aToro ABAAIOTCS:

— nojaBfieHMe CUHTE3a M BbleNEHNE KNETKaMn B KPOBb
aKTMBaTtopa nna3MmnHoreHa — HabnogaeTcs y nauyu-
€HTOB C aTepoCK/Iepo30M, MHOAPKTOM MUOKapaa,
peBMaTonaHbIM apTPUTOM);

— HacneacTBeHHas UK NpuobpeTeHHas rmnepnpoayK-
LMS @HTUMNA3MUHOB;

— CHWXeHue npoaykumm daktopa Xl (Hanpumep, npu
Backynutax wam [ABC-cuHOpoMe) — WMEHHO 3TO
MOCNYXUNO MPUYNHON CMepTU 6O0SIbHOTO TPOoMmM6O-
dununen no damunnun XaremaH (ero MMeHem Ha3BaH
daxTop XIlI).

MocnepgcTBus runepkoaryasyum m Tpooméo3sa

HapyweHuns LeHTpanbHOW, OpraHHO-TKAaHEBOMW M MUKPO-
reMOUMPKYIALUMN C UCXOAOM B MHPapKT. lpu 3Tom
XapaKTep M TAXEeCTb HapyleHWW KpoBOOOpalleHus
onpeaensalTcs BMAOM cocyfa, B KOTOPOM pas3BuBa-
eTcsq TpomM603 (apTepMKU UAU BEHbI, MUMKPOCOCYabl MK
MaructpanbHble CTBOJIbI), YACIOM TPOMOGMPOBAHHbIX
COCyf0B, HalM4YMEM KonnaTtepanen u ycrnoBUM Ans wx
pasBUTKSA, CKOPOCTLIO U MaclwTabom npoliecca TPom60o-

06pa30BaHu1s, 3HAYMMOCTbIO /1 OpraHuM3ma, opraHa
UK TKaHW. Hanbonee onacHbl TPOMGbI B COCyax MO3-
ra, cepaua, Nerkoro, NoaXenyao4Homn xKenesbl, Hagno-
YEeYHMKOB, KULIEYHUKa.

PacctpoicTBa KpoBooGpalleHUs, He 3aBepliatoline-
ca nHdapKkTom. OHM 0BYCNOBAMBAIOT TMMOKCUIO TKaHeEN
W OpraHoB (MepBUYHO-LMPKYNSPHOro TuMa), pa3BuUTHUE
ANCTPODUYECKUX UBMEHEHUN U CHUMKEHUE UX DYHKLMK,
TMNOTPOPUID M TUNOMNA3UID TKAHEBbLIX M KIETOYHbIX
3/IEMEHTOB, CaB/IEHME TKaHW AWcTalibHee MecTa npu-
CTEHOYHOro BEHO3HOro Tpomba (pacliMpeHHOM BEHOM
M OTEYHOW TKaHbl), obpasoBaHMe TPOoMOO3IMOOJIOB
(4alle B cBSI3M C pa3pylleHUeM BEHO3HOro Tpomoa).

femopparnyeckue cMHAPOMbI U 3a6oieBaHUs
[eMopparnyeckne 3aboneBaHWs U CUHAPOMbI Xapak-

TEPUBYIOTCH MOBbLIWEHHOW KPOBOTOYMBOCTBLIO B pesyfbrate
HEeAOCTaTO4YHOCTU OAHOI0 UK HECKOJIbKUX 31IEMEHTOB CUCTE-
Mbl reMmocTa3sa.

3tnonorus remopparn4ecKMx CAHAPOMOB
u 3a60/1eBaHUM
BblaensitoT ux HacneacTBeHHble (MEPBUYHbIE) U MPUOD-

pPETEHHbIE (BTOPUYHbBIE) GOPMBbI:

HacneacTBeHHble GopMbl remMopparnm4yecknx 3aboneBa-
HUA U CUMHAPOMOB CBSiI3aHbl C FEHEeTMYeCKn 0O6YCnoB-
NEHHbIMWU NaTONIOrMYECKUMU UBMEHEHUSAMU COCYAUCTbIX
CTEHOK, aHOManusaMKW MerakapuouuToB, TPOMOOLUTOB,
aAre3noHHbIX GeNIKOB Maa3Mbl KPOBM WM MAAa3MEHHbIX
daKTopOoB CBEPTLIBAIOLLEN CUCTEMbI KPOBM.
npuobpeTeHHble GopMbl B GOMbLUMHCTBE Clly4aeB 06Y-
C/TIOBJ/IEHbI NMOPaXEHNEM KPOBEHOCHbLIX COCYA0B MMMYH-
HOW, TOKCUKOWMHOEKLMOHHOM U AMCMETabonnMyecKon
3TUONOTMM  (Pa3NMYHbIE BaCKyIUTbl), MOpParKeHUAMHU
MEerakapuoumToB U TPpOMOOUMTOB (TpombouuTOonaTun),
naToniorMen aare3noHHbIX 6eNKoB MNna3Mbl KpoBM, daK-
TOPOB CBEPThIBAIOLLEN CUCTEMBI KPOBU U MHOrOdaKTop-
HbIMW HapyLIEHUAMU CBepPTbIBalOWEN CUCTEMbI KPOBMU
(ocTpble cuHapombl ABC).

Buabi remopparu4ecKux CUHAPOMOB U 3a60/1eBaHUi
Mo MPOUCXOMAEHMIO Pa3/MyaloT HECKOSIbKO OCHOBHbIX

BUWAOB remopparn4ecknx CMHApomoB 1 3a60neBaHum.

BacKynutbl. OHM 06yCnOBNEHbI NEPBUYHbBIM NOPaXKEHUEM
COCYAMCTOM CTEHKM C BO3MOXKHbIM BTOPUYHbBIM Pa3BUTUEM
KOarynsuMOHHbIX M TPOMOOLUMUTAPHBIX HapylweHun. K aTon
rpynne OTHOCAT HAaCNeACTBEHHYIO reMopparn4yeckyio
TeneaHrnakrasuwo Panato—Ocnepa, cuHapom 3nepca-—
[daHno, cuHapoMm MapdaHa, rMraHTCKMe remMaHrmombl
npu cuHapome Kasabaxa—MeppuTT, reMopparnyeckumn
BackynuT LleHnenHa—leHoxa, apuTeMbl, remopparunye-
CKMWe Nnxopaaku, runosutammnHossl C 1 B 1 gp.
TpomboumTOneHnn. PasBmBatoTcs B pedynbrate NepBuY-
HOrO MOpPaXeHWUs MerakapuoLMTapHO-TPOMOGOLMTAPHOro
pocTKa, nepepacnpeneneHus TPoOMOOLMTOB U UX Aeno-
HMPOBaHMA B CeNe3eHKe, MOBbIWEHHOro pa3pylleHns
(Hanpumep, NPU CUCTEMHOM KPaCHOW BONYaHKe Uan UANO-
naTtM4yecKkom TPOMBOLMTONEHNYECKOM Nyprype), NOBbILWEH-
HOro NoTpebseHns TPOMBOLMTOB M 06pPa30BaHUsA TPOMOOB
(ABC, TpomboTuyecKass TPOMOOLMTONEHUYECKAa nypmny-
pa), NPUMEHEHUS HEKOTOPbIX IEKAPCTBEHHbIX CPEACTB.
Tpom6ounTONaTUU. XapaKTepPU3YTCA HanWiMem aHo-
MasibHbIX TPOMOOLIMTOB C HapyleHUWEM UX QYHKLKK.
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Han6onee pacnpocTpaHeHHble cpean HUX — TpombacTte-
HWA [MaHuMaHHa 1 6one3Hb GoH BunnebpaHaa.
Koarynonatuu. O6ycnoBneHbl HapyLleHUSIMU CBEPTbIBae-
MOCTM KPOBM pasnn4yHOro npoucxoxaexus. K Hanbonee
KNMHUYECKM 3HAYMMbIM KOoarynonaTtuam OTHOCSAT:

— HacneacTBeHHble Koarynonatuu (remoodunuma A, remo-
dunusa B, 6one3Hb poH BunnebpaHaa, aedmumt dak-
TOPOB CBEPTLIBAEMOCTU KPOBM);

— MpMOGPETEHHbIE KoarynonatMm — BuUTamuH K-3aBu-
CMMble Koarynonatuu (BO3HMKaOT MPU HeaocTaTou-
HOCTUM (YHKLMU MevyeHu, HapylweHun BcacbiBaHWS
BMTaMUHa K, anMMeHTapHOM HeJoCTaTO4HOCTHU BUTa-
MUHa K, npuveme neKapCTBEHHbIX CPEACTB, TaKWX
KaK KymapwuH), ABC, natonorus nedyeHu (npuBoaut
K gedbuumnTty MHOrMx GakTopoB cBepTbiBaHUS), naTo-
NOTMYECKNE MHIMOUTOPBLI CBEPTbIBAHUS (BONYaHOY-
HbI @HTMKOArynsHT; cneundunyeckme WHrM6UTOpSI
CBepTbiBaHUA — aHTWUTena, cneymduyHble K oTaenb-
HbIM KOArynsiuMoHHbIM 6enKkam);

— HapylweHua ctabunuzaumm dubpuHa W/mauM NOBbI-
LWWEHHbI GUOPUHONS, B T. Y. NPU IEYEHUM NPAMbIMU
M HEMPAMbIMU aHTUMKOArynsaHTamu, GubpUHONUTHUKA-
MU (CTPENnTO- M YPOKMHA30M, anTennason v ap.);

— [Opyrve npuobpeTeHHble PacCcTPOMCTBa CBEPTbIBAHMS
6enkoB KpoBU — paeduumt GaKTopoB CBepTbiBae-
MOCTM KPOBMW MOMET BO3HWKaTb MPU COMaTUYECKMX
3abosieBaHuUAX (Hanpumep, ammnongos npu geduum-
Te dpakTopa X).

[OBC-cuHApOM. ATOT CUHAPOM ABASETCH CNEACTBUEM KOM-

MAEKCHbIX HapYWeEHUN pasiMyHbiX 3BEHbEB CUCTEMbI

remMocTasa (CM. HUXe).

Tunbl KPOBOTOYMBOCTHU

PasznunyaloT HECKONbKO OCHOBHbIX TUMOB KPOBOTOYMBOCTH.
KanunnsapHbein, U MUKPOLIMPKYNSTOPHbIN (NeTexnasnbHo-
CUHSIYKOBbIN) TUM KPOBOTOYMBOCTU. XapaKTepusyeTtcs
netexnanbHbIMKU BbICbINAHUAMMK, CUHAKAMW U IKXUMO-
3aMM Ha KOXHbIX MOKPOBAxX M CAU3UCTbIX 06OSI0YKAX.
Yacto co4yeTaeTrcsi C MOBbILWEHHON KPOBOTOYMBOCTbIO
C/IM3UCTbIX 060/104EK (HOCOBbLIE KPOBOTEYEHUS, MEHOP-
paruu). Bo3MOXHO pasBUTUE TAXKENbIX KPOBOU3NUSHUIN
B rO/I0BHOM MO3r. ATOT TN KPOBOTOYMBOCTU XapaKTepeH
ans TPOMOOUMTONEHUH M TpoMbouuTonaTuin, 60ne3HU
doH BwunnebpaHaa, HeAOCTAaTOMHOCTM (GAKTOPOB MPO-
TpoMmbuHoBoro Komnnekca (VII, X, V u Il), HeKoTopbix
BapMaHTOB rMNo- u AnchOUOPUHOreHeMUN, YMEPEHHOMN
nepeao3npPOBKU aHTUKOAryasHTaMu.

[eMaTOMHbIN TUM KPOBOTOYMBOCTU. XapaKTepusyeTcs
601e3HEHHbIMU, HAaNPSXKEHHBIMU KPOBOUSIUSHUAMM B NOA-
KOXHYIO KNIeTHaTKy, MbllLbl, KPyMHble CycTaBbl, B 6pto-
WWHY M 3abpIOIMHHOE MPOCTPAHCTBO. [emaToMbl MOryT
NPVMBECTU K CAAB/EHUIO HEPBHbLIX CTBONOB, pPa3pyLieHWIO
XPSILLEN M KOCTHOW TKaHW, HapylweHWo GYHKLMIM OMOpHO-
[BUraTeNbHOro annaparta. MHorga pa3BuBalOTCs MNoYeyd-
Hble U KeNyd0o4YHO-KULLIEYHbIe KPOBOTEYEHWS. XapaKTepHbl
[NWTENbHblE KPOBOTEYEHUS NPY Nopesax, PaHeHusx, nocne
yoaneHus 3y6oB M XMPYPrMYECKMX BMELLATENbCTB, 4acTo
NPUBOASALLME K PA3BUTUIO aHEMUK. ITOT TUM KPOBOTOUMUBO-
CTV HabNOAAI0T NPU HEKOTOPbIX HACNEeACTBEHHbIX HapyLle-
HUSIX CBEPTHIBAEMOCTU KPoBU (remodunum A n B, 3Haum-
TeNbHOW HefocTaTtoyHocT dakrTopa VIl), npuobpeTeHHbIX
Koarynonatusx, COnpoBOXAatOLMXCSH NOSIBNIEHUEM B KPOBMU
nHrnéutopos daktopos VIII, IX, VIII+V, np1 nepeao3npoBke
aHTUMKOarynsHTaMu1, a TakKe Npu HacneacTBEHHOW TPOM-
6oumMTonaTMM C OTCYTCTBMEM MNNACTMHOYHOro dakxTtopa 3
(TPOMGOUMTapHOro TPOMOONIACTUHA).

CMelaHHbIM KanuangpHo-reMaToMHbIM TUM KPOBOTOYM-
BOCTWU. XapaKTepusyeTcs neTexuanbHO-CUHAYKOBbLIMU
BbICbINAHWAMM, COYETAOLMMNUCS C OBLWIMPHLIMK MOT-
HbIMW KPOBOMU3NUSHUAMM U rematomamu. Habnwoaator
npv HacneAacTBEHHbIX GopmMax NaToNornu (BblparkeHHas
HegocTaTtodHocTb daktopoB VIl u XIll, Taxkenas dopma
6one3Hu GoH BunnebpaHaa), a TakKe npu npuobpeTeH-
HblX (ocTpble cuHapombl [ABC, 3HauuTenbHas nepeno-
3UPOBKa MPAMbIMA U HEMPAMbIMU @HTUKOArynsHTaMu)
naTosorMYecKmMx COCTOSHUAX.

BacKynuTHO-NypnypHbIM TUN KPOBOTOYMBOCTK. [NposiBns-
eTCs reMopparM4ecKkMMmn UM apuTemMaTo3HbIMKU (Ha BOC-
nanuTeNbHOM OCHOBE) BbICbINaHMAMMK, BO3MOXHO pas-
BUTHE HedPUTa U KULLEYHBIX KDOBOTEYEHUIt; HabnoaaoT
NPy MHOEKLMOHHBIX U UMMYHHbIX BaCKy/MTaXx.
AHTMOMATO3HbIM TUM KPOBOTOYMBOCTU. XapaKTepuayercs
MOBTOPHbLIMWU CTPOFO JIOKANM30BaHHLIMK M MPUBSA3aH-
HbIMW K NOKaSibHOM COCYAMCTOM MaTONOrMu KpoBoTeye-
HuaMW. HabnwogaloT nNpu TeneaHrMakrasax, aHrmomax,
apTEPUOBEHO3HbIX LUYHTAX.

OCHOBHbI€ NPUYUHBI KDOBOTOYUBOCTH
MpeactaBneHbl Ha puc. 3.

MexaHn3Mbl remopparn4eCKux CUH4pPOMOB
U 3a60/1€BaHUN
MexaH13Mbl TMNOKoarynsiLMm M KPOBOTOYMBOCTM Mpea-

CTaBfieHbl Ha puc. 4.

Puc. 3. OCHOBHblEe NPUYMHbI TMNOKOArynsunMm 6en1KoB KPOBU M reMopparnieckoro cuHapoma

OCHOBHbIE MPUYUHBI TMNOKOArynsiLMn 6€1KOB KPOBU M reMOpparM4ecKoro cuHapoma

b

!

[edeKTbl CoOCyaUCTON CTEHKM |

Oedvumt n/vnv gedeKtol GaKTOpoB CUCTEMbI reMOoCcTa3a

! v !

v v

HapyweHnus YMeHblUeHne
CTPYKTYPbl CTEHOK Backynutbl TOMLMHBI CTEHOK
cocynoB MWKPOCOCYA0B

HepocTaTok daxkTopoB HepocTaTok dpakTopoB
CBepTbIBaOLLEN CUCTEMBI n/vnu abdeKkToB
KpoBK GUBPUHONUTUKOB

v v

| [emopparvnyeckme | | NH)EKUMOHHbIE |




Puc. 4. OCHOBHble MeXaHU3Mbl rMnoKoarynauum 6enKoB KPOBU U reMopparMieckoro CMHapoma

OCHOBHble MEXaHU3Mbl TMNOKOArysauumM KpoBM U remopparMyeckoro cuHapoma

HepocTtaTo4Hoe o6pa3oBaHue
AKTUBMPOBAHHbIX
NpoKoarynsHToB

YMeHbLLEHUE cofepaHns
B KPOBU NPOKOarynaHToB

YBenuueHune coaepraHus
W/WUNn 36bITOYHAsA aKTMBaLMS
AHTUKOArynsHToB

YBenuyeHue coaepxaHus
1/Wnn Ype3mMepHOe MoBbILLEHNE
aKTUBHOCTU GUOPUHONUTUKOB

[emopparnyeckme 3aboneBaHns U CUHAPOMbI MOTYT GbITb
Bbl3BaHbl NaToONOMMEN COCYAOB (Basonatusimu), TPOMOOL M-
TOB (TpomMbBouuTONaTUMK), CUCTEMbI FremocTasda (Koaryno-
natusimu).

lemopparndyeckme cUHAPOMbI 1 3ab60/1€BaHMS,

06YC/10B/IEHHbIE NaToN0r1er cocy 08

K TWnu4yHbiM 3a6oneBaHUsiM 3TOW rpynnbl OTHOCHAT
6onesHb PaHa—0cnepa, nypnypy LLeHnenHa—leHoxa, nep-
BWYHblE reMopparMyeckme BacKyuTbl.

Bbone3nb PaHplo-Ocnepa (cMH. — 6one3Hb PaHato—
Ocnepa—Bebepa; TeneaHrnakTasns HacneacTBEHHasa reMop-
parvyecKkasi; aHrMoMa HacnefCcTBEeHHas remMmopparuyeckas;
6onesHb Ocnepa—Bebepa; 6one3Hb Ocnepa) — Hacnen-
CTBEHHAs aHruonaTtus, NPoABASIOLLIAACH MHOMECTBEHHbI-
MU TeNleaHIrMIKTa3nUsAMM U reMopparMyecknm CUHAPOMOM.
YacTtoTa BcTpevyaemoctm 1:16 000 HaceneHus.

TunMyHbIMM  NpuU3Hakamun 6one3Hn PaHaw-—Ocnepa
ABNAOTCS:

e MaHudecTauma 3aboneBaHusa Nocne HacTynaeHus nono-

BOr0 CO3peBaHuUs;
® TefleaHrMaKTa3uun (pacliMpeHne BeHYN) Ha nuue, rybax,

C/IM3UCTOM 060/104KE POTOBOM MOJSIOCTU, KOHYMKaX Manb-

LIeB, CIM3UCTON 0B0MI0OYKE HKeNyao4HO-KMULWEYHOrO TpakK-

Ta, BHYTPEHHUX OpraHax;
® KpPOBOTEYEHMS M3 pacCWMpPEeHHbIX COCyaoB (HOCOBbIE,

EeNyA0o4YHO-KULIEYHbIE U Ap.);

° xenesogeduUUTHas aHEMUS.

JleyeHne un npodunaktuka. [na OCTaHOBKM KpoOBOTE-
YEeHUM MCNoNb3YyT cpeacTtBa MECTHOM M obLlien remocTa-
TUYECKOW Tepanuu (OpoLleHUs pacTBOPOM TpoMbBuHa U 5%
pacTBOPOM aMMHOKaNpPOHOBOW KMUCAOTbI, TaMnoHaja Hoca
MacnsHbIMM TamMnoHamu, OTC/IOMKa CAM3UCTOM O060N0YKM
B 06/5acT KpoBOTeYeHus, npuxuraHue). bonee adodek-
TUBHa KpuoTepanusa. MHoraa npuberaioT K XMPYpruyecko-
My NIe4EHMIO (MCCEYEHME aHrMOM, MacTMKa MNepPeropoaku
Hoca, nepeBsi3ka W 3aMbonuzauua aptepui). Mcnonb3yloT
Takxe 6GapoTepanuio, MpWKUraHMe C MOMOLLblO nasepa.
Mpun conyTcTBylOWEM aeduumte dpakrtopa ¢oH BunnebpaHaa
OCYLLECTBASIOT TPAHCPY3UM CBEKE3AMOPOKEHHON MN1a3Mbl,
BBe[eHWe Kpuonpeunnutata. MNpv pa3BuTMM aHEMUKU NPOBO-
OST remoTpaHchy3nmn, HasHavatoT npenapaTbl Kenesa.

BonbHbIM cnegyeT naberatb TpaBMaTU3aLUumn CAUM3UCTbLIX
060/104€K B MeCTax pacrnonoxeHns aHrnom. Cansuctyio 060-
JIOYKY HOCa CMa3bIBaloT JITAHOJIMHOM (C TPDOMOUHOM) UMK HEN-
TpanbHbIMKM Macnamu. MNpu BCTynieHnun B 6pak Heo6XoanumMo
MeANKO-reHeTUYEeCKOEe KOHCYNbTUPOBaHME.

femopparu4yeckuin BacKynIuT (CMH. — aHadbunaxTo-
WaHas nypnypa; MMMYHOKOMIIEKCHbIA BaCKynuT; 601e3Hb
LleHnenHa—leHoxa) XxapaKTepuadyeTcs KPOBOTOYMBOCTbIO,
06YC/TIOB/IEHHOM MOPaXKEHMEM CTEHOK COCYA0B Masioro Kaau-
6pa UMMYHHbIMW KOMMJIEKCAMMU U KOMMOHEHTAMMK CUCTEMbI
KOMMNeMeHTa.

Femopparn4yeckme cuHAPOMbI, 00YC/T0BAEHHbIE

narosiornei TPoM60LMTOB

K remopparnyeckum cuHapomam, 0OyCNOB/IEHHBLIM NaTo-
nornen TPomMOOLMUTOB (TPOMOBOLMTOMNEHMM U TpomboLumTona-
TUK), OTHOCAT MAMONATUYECKYIO TPOMOOLIMTONEHNYECKYIO Myp-
nypy, TpombacTeHuto [MaHumaHHa, cuHapom bepHapa—Cynbe.

Femopparndeckme 3abosieBaHus, 06yC/10B/IEHHbIE
HapyleH1AaMM CBePTbIBaKLLen cUCTEMbI KPOBU
(Koarynonatnu)

Buabl koarynonatum

NX noapasgensioT Ha HacneacTBEHHble W npuobpe-

TEHHbIE.
e HacnenctBeHHble KoarynonatuuM HabnojalTca npu
nepuuure:

— KoMmnoHeHToB dakTtopa VIl (remodunmna A, 601e3Hb
¢doH BunnebpaHga) u daktopa IX (remodunma B) —
3TO Haubonee pacnpocTpaHeHHble HacneACTBEHHbIE
Koarynonatuu (6onee 95% cny4aeB);

— dakrtopos VI, X, V 1 Xl (no 0,3-1,5% cny4yaeB Kax-
Abli);

— apyrux daktopoB — Xl (aedekr XaremaHa), Il (runonpo-
Tpom6uHemus), | (runogucdudprHoreHemus), Xl (pedu-
unT GMbpUHCTabunusmpyollero daxkropa) — BCTpeya-
0TCS KpanHe pefKo (eAMHUYHbIE HabNOAEHUS).

e [lpnob6peTeHHble Koarynonatum pasBmnBatoTCs:

— npwu ABC-cuHapome;

— gedbuumTe MNM HU3KOW aKTMBHOCTM (aKTOPOB Mpo-
Tpom6uHoBoro Komnnekca (ll, VII, X, V) npu 3a6one-
BaHUSAX NevYeHn, 06TypaLIMOHHOM XenTyxe, aucbakrTe-
pro3ax K1LevyHWKa, nepefo3npoBKe aHTaroHUcTamm
BMTamuMHa K (KymapuHbl, GEHWIUH), remopparuye-
CKOM 60/1€3HN HOBOPOXKAEHHDIX;

— KoarynonaTtusx, CBA3aHHbIX C MOSBJEHUEM B KpO-
BM MMMYHHbIX MHTMOGUTOPOB GaKTOPOB CBEPTLIBAHMS
(4awie Bcero aHtuTena K dakropy VIll);

— BBeAeHuW npenapatoB GUOGPUHONUTUYECKOrO (CTpen-
TOKMHa3a, YpOKMHa3a, antennasa) u 4ednbpuHnpyto-
LLero AencTBus.

AnccemmHupoBaHHOEe BHYTPHUCOCYANUCTOE

cBepTbiBaHUE KPOBH

TpomboremMopparmyeckme COCTOSIHUSI XapaKTepu3ykoTcs
MO3anyHOM (BO BPEMEHM M MO MECTY NPenMyLLECTBEHHON
NIOKann3aLmun B opraHn3me) cMeHom ¢hasbl runepKoarynaumm
M TpOoM6B03a dpazom runokoarynsuum, GubpuHonmMsa n remop-
parmyeckoro cuHapoma. KnnHuyeckn Hanbonee 3Ha4MMbIM
nposiBNieHMEM TPOMOBOremMopparmiecKknx COCTOSTHUI ABNSET-
Ccsl AMCCEMMHMPOBAHHOE BHYTPMCOCYAMUCTOE CBepTbiBaHWe
(ABC) KpoBwu.

[ABC — natoreHeTM4yecku cnoxHoe coctosiHne. OHO BO3-
HUKaEeT NPU pasfiMYHbIX 3a601eBaHUSX, a TaKKe Npu TEPMHU-
HaslbHbIX COCTOSIHUSIX.
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HenpepbiBHOE NpodeccuoHanbHoe oGpa3oBaHue

Puc. 5. OCHOBHble NPUYUHBI CUHAPOMA AUCCEMUHMPOBAHHOIO BHYTPUCOCYANUCTOrO CBEPThIBAHMS

OcHoBHble npuynHbl BC-cuHapoma

AreHTbl, BO3AENCTBUSA, COCTOSIHUS,
nospexjatroume TKaHu

daKTopbl, NoBpexjatoLLme
KNEeTKN aHAoTeNnA

Bos6yautenu nHdeKumin

[OBC xapaKTepuayeTcs paccesiHHbIM BHYTPUCOCYAUCTbIM
cBepTbiBaHMEM O€efNKOB KPOBW, arperaunen ee dbopmeH-
HbIX 3/1EMEHTOB, aKTMBALMEN U UCTOLEHMEM KOMMOHEHTOB
cBepTbIBaOWEN U GUOPUHONUTUYECKON CUCTEMBI, 6/TOKAA0M
NnpocBEeTa COCYI0B MUKPOLMPKYNALMK B OpraHax ¢ nocneay-
IOLIMM MUKpPOTpOoMbB0oo6pa3oBaHMeM. B koHeuHon dpase [IBC
pa3BuBaloTCs [Ba, Kasanocb Gbl, MPOTUBOMONOXHbIX SB/E-
HUA: Tpomb6ooOpa3oBaHWE W TAXKENbIM reMopparmyeckum
CUHAPOM (OHM HabGNAATCA B pas3HbiX pPerMoHax CocyaoB
W B pa3HoOe BPeMSs, CMEHSAS Apyr Apyra).

[OBC-cuHapom — 4acTtas npuvobpeTreHHasa dopma naTo-
NIOTMK CUCTEMBbI reMocTas3a — 4YpeBaT CMepTblo NauueHTa
(netanbHOCTb KONe6netTcs B AgnanasoHe 30-60%) n TpebyeT
NpPoOBeAEHNST HEOT/IOXKHbIX CheLuanu3MpoBaHHbIX Bpayveb-
HbIX MEPOMPUATUN.

Mpwn4nHbl ABC-cuHapoma

Haun6onee yactble ¥ 3HaAYUMMbIE TPYNMbl NPUYUH PA3BU-

TMa OBC-cuHapoma npuBedeHbl Ha puc. 5. K HUM OTHOCAT

cnegytoume.

e [loBpexaeHne TKaHeN U BbICBOOOXKAEHWE MK GaKTOPOB,
CTUMYIMPYIOLLMX TEMOCTa3 (aKTUBMPYIOT BHELUHMI Mexa-
HW3M CBepTbIBaHKA). 3TO, KaK nNpaBuno, HabnogaeTcs:
— MpW akywepcKkux dopmax naTonoruu (CuHapomax

npexaeBpPeMeHHON OTCNONKK, NPeaeaHnum u pas-
pblBE NfaLeHTbl, 3M60MKU OKOOMNOAHBIMW BOAAMMU,
ATOHUYECKMX MaTOYHbIX KDOBOTEYEHUSX, aHTEeHaTab-
HOM rmM6enu nnopda, Niogopaspylatowmnx onepaum-
X, KECapeBOM CeYeHUM, Ny3blIpHOM 3aHoce, abopTe
BO Il TpumecTpe 6epeMEHHOCTH);

— MacCHMpPOBAHHOM remonunse (B T.4. U BHYTPUCOCYAU-
CTOM) NpU TPpaHCPY3NMNU KOMMOHEHTOB KPOBW, Kpu3le
reMOIMTUYECKMX aHEMWUI, OTPABAEHUN FreMONUTUYE-
CKMMMU i4aMU, FEMOSTIUTUKO-YPEMUYECKOM CUHAPOME;

— OHKONOrMyecKux 3aboneBaHUsAX — COAMAHBIX OMyXO-
N9X M remo6nacro3ax;

— MAacCHBHbIX NOBPEXAEHUAX TKAHEN — OXKOrax, 0TMO-
POXEHMSX, INEKTPOTPAaBME, CUHAPOME ASIUTENbHOIO
CcaBNMBaHWS, OTHECTPE/bHbIX PaHEHUAX, Nepenomax
Tpy64aTbiXx KOCTEM, OCOOGEHHO OCNOMHEHHbIX WPO-
BOW aMb0NMeN, onepaTMBHbIX BMELWATENbCTBAX;

— OCTpbIX M NOJOCTPbIX BOCMANUTENLHO-AECTPYKTUBHbIX
npoueccax — MaHKPEOHEKPO3e, MEePUTOHUTAX,
[ECTPYKTUBHbIX MHEBMOHMSIX.

e [loBpexaeHne 9HAOTENUS COCYAOB (3anycKaeT BHY-
TPEHHMI MEXaHW3M CBepTbiBaHWS) — paccnavBatollas
aHeBpu3Ma aopTbl, MPOrPECCUpPYOWMin aTePOCKIEPO3
COCYAOB, CUCTEMHble 3aboneBaHWs (CUCTEMHas Kpac-
Has BOMYaHKa, PEBMATOMAHbIN APTPUT), FTEMOSIUTUKO-
YPEMUYECKUI CUHAPOM, OCTPbIV rNomepynoHedpuT, pas-
JIMYHbIE NNXOPAAKMN U annepruyecKkme peakLnu.

e WNHdeKumn. baKkTepuanbHble TOKCHUHbI CYLLECTBEHHO
noBpexaatT aHAoTenun. [poayKTbl XKU3HeaesdTeNb-

HOCTU MUKPOOPraHu3MOB, a TaKe BocnaiuTenbHble
M3MEHEHWs OpraHoB, BbIGPOC MeanaToOpoB BOCMaNeHus
aKTUBUPYIOT TKaHeBble daKTopbl. Cencuc cam no cebe
npeacTaBnseT covyeTaHue reHepann3oBaHHOro MHOEK-
LIMOHHOro 3abonesanusa 1 ABC-cuHapoma.

latoreHe3 [BC-cuHapoma

MaccrBHOE MOCTynneHWe B KPOBb TKAHEBOrO TPOMOGO-
nnacTMHa aKTMBMPYET CBepPTbiBaHME GEIKOB KPOBU U TPOM-
GoUMTapHbIM remoctad. IATO NPUBOAUT K MHOMECTBEHHO-
My Tpom6006pa3oBaHUio (FTMNepKoarynsunMoHHas cragus
[OBC-cuHapoma), a 3ateM K MUCToweHWio $aKTopoB cBep-
TbiBaHWS (rMnokoarynsunoHHaa ctagua ABC-cuHapoma).
BHyTpucocyanctoe cBepTbiBaHWME KPOBW CMEHSIETCH TUMO-
KoarynauuMen u TaenbiM remMopparMiyeckMm CUHAPOMOM.
lNyckoBon MmexaHnam [1BC-cnHapoMa — aKTuBaLms Koaryns-
LLMOHHOr O remocTasa (puc. 6).

Kak npasuno, [BC-cMHapOM XapaKTepuadyeTcs «B3PblB-
HbIM» Ha4YyanoM W MPOrpeccupyloLIMM TeyeHnem. B xoae ero
pa3BuTUS BbiaenatoT 3 ¢asbl (CTaann):

° runepKoarynsiumMm n Tpome6oo6pa3oBaHms;
e Koarynonatuu notpebnexus;
® runoKoarynsauuu.

Craaua runepkoaryiasiuMum M Tpom6ooGpa3oBaHus
ABC-cuHapoma (runepkoaryisilMOHHO-TPOMGOTHYECKAsA
cTapuA) BecbMa KpaTKOBpeMeHHa. Ha aTon ctagmm akTu-
BMpYylOTCS 06a NyTU CBEPTbIBAHWUSA KPOBW: BHYTPEHHWI, aKTU-
BMPYEMbIN GaKTopaMu MOBPEKAEHHOIO SHAOTENNS, U BHELL-
HWIN, 3anycKaeMblh TKaHeBbIMW daKTopamMu (Hanpumep,
TpoM6OMNNACTUHOMNOAOGHLIMM  BELLECTBAMM, MNPOAYKTAMMU
npoteonunsa u ap.). BHyTprucocyamctoe cBepTtbiBaHne 6e1K0B
KpoBM (BKI4as GUOPMHOOOpPa30BaHUE), a TaKKe adre-
318 U arperaumns TpoMO6oLMTOB NPMBOAAT K GOPMUPOBAHUIO
MWKPOTPOM6BOB. TpombBoo6pa3oBaHne 06yCN0BAMBAET HapPY-
WeHWe MUKPOLIMPKYISLMU B TKaHAX, YTO COMPOBOXAaeTcs
pa3BUTUEM TMMOKCUK U HapyLleHWEM NX TPODUKK. OCHOBHbIE
3BeHbs NaToreHesa u NPosIBAEHUSA CTaann runeproarynsiumm
npeactaB/eHbl Ha puc. 7.

[ns ctaguu runepkoarynaumMm u TpoM6006pa3oBaHms
XapaKTepHbl aKTUBaLMS CBEPTbiBAlOWEN CUCTEMbI KPOBMH,
MacCupoBaHHOE BbICBOOOXKAEHWE MPOKOarynsHTOB U Mpo-
arperaHToB, NOBPEXKAEHWE KNETOK SHAOTENNS, FTeHepann3o-
BaHHas MNoBblWeHHas Koarynauusa, obpasoBaHne TPoM60B
PbIXION KOHCUCTEHUMU, GOPMUPOBaAHME TPOMOOB, OUKCU-
POBaHHbIX Ha CTEHKax COCyAOB, HapacTatouiee noTpebie-
HMe ¢GaKTOpOB CBepThiBalOLWEN, MNPOTUBOCBEPTbIBAIOLLEN
N GUBPUHOTUTUYECKOM CUCTEMDI, @ TaKKe TPOMOOLIMTOB.

Ctagusa Koaryaonatum notpe6nenus [1BC-cuHgpoma
XapaKTepu3yeTcs NoBblIEHHbIM NOTPEGNEHNEM U UCTOLLEHU-
eM GaKTopoB CBEPTLIBAEMOCTU U TPOMBOLMTOB, Pa3BUTUEM
rMnodUGpPUHOreHEMUN U HELOCTATOYHOCTbIO aHTUKOArynsH-
ToB. OCHOBHblE 3BEHbS MatoreHesa W NPOsiBAEHUS CTaauu
Koarynonatuu noTpebneHuns npeactaBneHbl Ha puc. 8.



Puc. 6. O6Las cxema natoreHesa CMHAPOMa AMCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO CBEPTLIBAHUS

MoBpexaeHne aHfoTENUS | |

Bbi6poc TKaHeBbIX GaKTopoB

AKTUBaUMS BHYTPEHHErO NyTH
KoarynsLMoHHOIo KacKkaaa

AKTMBALMS BHELLHEro MyTu
KoarynauMoHHOIro Kackaaa

H McToweHne nna3ameHHbIx GakTopoB |H BHyTpurcocyancToe cBepTbiBaHne

-

AKTMBaUMa pubpmnHonmnsa

<

O6pa3oBaHne pubpuHa

H YMeHbLUeHWe Ynucna TPoMGoLUTOB |H Aaresus v arperauus TPOM60LMTOB

[emopparnyeckuit CUHAPOM

Cragus runoKoarynsuum

Cragusa runepkoarynsauum

%| O6pa3oBaHue TpoM60B |

| Nwemusa TKanewn |

! !

AKTMBaLMSA
npoteonusa

Mnokews,
MeTabonM4ecKuii aumnaos

Puc. 7. OCHOBHble 3BEHbSI NaTOreHe3a 1 NPOSIBIEHUS NepBOW CTaauu CUHAPOMA AUCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOMO CBEPThIBAHUS
(cTagnu runepkoarynauum u Tpom6006pa3oBaHms)

| OCHOBHble 3BEHbS NaToreHesa v nNposineHuns ctaguu [ABC-cuHapoma

!

b

!

b

!

v

AKTUBaLMSA
NPOKoarynsaHToB

AKTMBaLMS 1 peakums
BbICBOOOXAEHUS
NPOKOoarynsHToB
1 NpoarperaHToB

Yeyry6nexue
NOBPEXAEHNS
KNETOK 3HAOTENUSs

[eHepanusoBaHHas
rmneproarynaunsa

dopmurpoBaHue
MCTUHHBIX TPOMGOB

O6pazoBaHue
TPOMGOB PbIX/IOM
KOHCUCTEHLMK

b

b

b

b

O6pasoBaHue

M36bITKa GUOPUH-
MOHOMepa

Mo Mo BHYTPEHHeMy Hapacratouiee
BHELLHEM nytu notpebnexune
nyTu y (aKTOpOB CUCTEMBI
a remocrasa
lMposiBneHus:

runepTpomGoniacTMHeMus
rMnNepnpoTpoOMGUHEMMS

YKOPOYEHWE BPEMEHMU CBEPTLIBAHNS KPOBM
GNeAHOCTb KOXM U CIM3UCTbIX 06OM0HEK

TaxXUMHO:

9

Puc. 8. OCHOBHble 3BeHbs NaTtoreHesa v NposiBAeHUs BTOPOM CTafuMn CUHAPOMA AMCCEMUHUPOBAHHOMO BHYTPUCOCYANCTOrO CBEPThIBAHUSA

(cTagmu Koarynonatum NoTpeGAEHNS)

OcHOBHble 3BEHbsI NaTtoreHesa v nposiBaeHus ctaguu 2 AIBC-cuHapoma

NHTEHCMBHOE noTpebnerHne GaKkTtopos
cUCTEMbI remMocTasa

Hapacratowiee notpebneHune
TPOM6OLMTOB

MporpeccupytoLias akTMBaLns GaKTopoB
dunbpuHonmsa

lMposiBneHus

®  rMNopubpUHOreHeMms
®  CHWXEHWe KOHLEHTPaLuK B KPOBK aHTUTPOMOUHa Il
®  HapacTaHue ypOBHS NPOAYKTOB Aerpajaunn dnbpuHa B KPOBK

®  3HayuTesnbHas TPOMOOLIMTONEHNS

KpoBOTE4YEeHUE U3 NOBPEXAEHHbIX COCyA0B
KPOBOUBNTUAHUA

~
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HenpepbiBHOE NpodeccuoHanbHoe oGpa3oBaHue

Puc. 9. OcHOBHble 3BEeHbs MaToreHesa v NPosBAEHUS TPeTbel CTaann CUHAPOMA ANCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO CBEPThIBAHMS

(cTagmu runoKoarynaumm)

OcHOBHble 3BeHbsl NaToreHesa v nNposisneHuns ctagun 3 1IBC-cuHapoma

3HayuTenbHoe Mporpeccupytoliee MoBTOpHas .
McTowweHne MoBTOpHbBIN
HepoctatoyHocTb notpeéneHune HapacTaHue B KpoBM aKTMBauus .
aHTUKOArynsaHToB MPOKOArYNAHTOB, («pacxopoBaHuer) NPOAYKTOB AerpajaLuu KanMKpenH- MIHTEHCHBHLIV
rMnopuépuHoreHeMns . dnbpUHONU3
TpoM6oUMTOB dunbpuHa 1 GubprHoreHa KUHWHOBOW CUCTEMbI
MposiBneHus:
®  3HayuTenbHas runodubpuHoreHemus
®  KpUTUYECKOE NajeHue ypoBHSA aHTUTpom6uHa Il B KpoBK
®  CylleCTBEHHOE MOBbIEHWE COAepKaHNUsa NPOAYKTOB Aerpajauuv dpubpuHa
®  KpUTUYECKas TPOMOOLUTONEHUS
® HapacTallee KpoBoTeveHne
®  KPOBOW3/IUSAHWUSA B HENOBPEKAEHHbIE TKAHK
L]

nonnopraHHaa HeaAoOCTaTO4HOCTb

Crapus runoKoarynsuuu 1BC-cuHgpoma (runokoary-
NALUOHHO-reMopparuyeckana ¢pasa) npossnseTcs remop-
parMyeckum cuMHAPOMOM. B ee ocHoBe nexar 3 OCHOBHbIX
npotecca:

e ObICTPOE WCTOLLEHNE KOMMOHEHTOB CBEpThIBalOWEN
CUCTEMbI KPOBM (MPOTPOMOUHA N GUBPUHOTEHa) U aHTH-
KoarynsHtoB (aHTuTpoM6uHa lll, npotenHos C, S);

® yMeHbllUeHKe Yyncna TPoMOOoLUTOB BCEACTBUE UX MOTPe-
6neHns TpoMbamy;

® MOBbIWEHHbIN GUOPUHONUS3 (B OTBET Ha MOBbILIEHHOE
ob6pa3oBaHune dpnbpurHa).

Mpwn 6naronpusatHoM TevyeHun [ABC-cnHapoma, cBoeBpe-
MEHHbIX U afleKBaTHbIX J1Ie4e6HbIX MEPONPUATUAX BOSMOXKHO
ONOKUPOBaHWE MexaHu3Ma CUHApPOMa W JIMKBMAAUMA ero
nocneacteumn. NponcxoantT BocCTaHOBIIEHWE KpoBOOGpalLle-
HUSA B NOPaXeHHbIX 30Hax, CHUXEHWe NpoayKunu TpoMOUHa,
NoBbILLIEHWE KOHLIEHTPALMK reMocTaTUYecKnx GaKTopos,
HOpManu3auus coaepxaHus TpomoéoumMToB. OCHOBHbIE 3BE-
HbSi MaToreHesa u NPosiBNEHNS CTaanKU rTMNOKoarynsLUumn npu-
BeAEHbI Ha pu1c. 9.

lNpunsHaku [IBC-cnHapoma
OHM cKnaablBaloTCH M3 CUMNTOMOB OCHOBHOW NaTonoruu

M camoro cuHapoma. pu ocTpom TevyeHun nepsas (runep-

KoarynsiuMoHHas) cTagns NpoTeKaeT 6bICTPO U MOXKET B CUK-

TaHHblE MUHYTbl CMEHWUTLCS FMNOKoaryasumen.

e O cTaguu runepKoarynaumm n Tpoméoo6pasoBaHus BC-
CUHApPOMa roBOpAT Toraa, Korga Ha ¢oHe OCHOBHOro
3aboneBaHus (NaTONOrMYECKUX NPOLLECCOB, NePeYnCeH-
HbIX BblllE) NOSABASAIOTCS NPU3HAKKU NONMOPraHHOM Heao-
CTaTO4YHOCTM BCNeAcTBME TPOMOO30B, HE XapaKTepHbIX
ans GOHOBOW NaTonorMu (Hanpumep, LuaHo3, oAbllKa,
Kallenb, 3aCTOMHbIE XPWMbl; ONIUTYPUS, aHYpUS, KeNTyxa,
CMNyTaHHOCTb CO3HAHMS).

e Ha runokoarynsiunoHHon ctagum [OBC o6GHapyuBatoT
NneTexmMnm U 3KXMMO3bl (B MECTax MHBbEKLIUW, HaNOXKEHMS
MaHXeTKM TOHOMETpa, TPEeHUs oAexaon), KpoBoTeye-
HUS M3 OMepaLMOHHbIX paH, MeTpopparvu, HOCOBble
N Kenygo4yHO-KULLeYHble KPOBOTEYEHUS, KPOBOMU3NUS-
HUS B KOXY, CNMU3UCTble 0OO0M0YKM, MapeHXMMaTo3Hble
opraHbl. B pesynbrate KpOBOM3NWUAHUSA B HaAMOYEYHMU-
KW MOXET pa3BWUTbCA OCTpas HaAnoYye4yHUMKOBas Heao-
CTaTO4YHOCTb (CMHAPOM YoTepxayca—PpuaepukceH). Mpu
BbIpaXeHHON KPOBOMOTEPE YacTo HabloaaeTcs rmnoBo-

IEMUYECKUIN LWOK, YCyrybnsaiolwmi TKaHEeBYIO TMMOKCUIO

M aumnpol. MNpu HapacTaHMKM PacCTPOMCTB MOXET pas-

BMTbCS KOMa.

OCHOBHbIMMW ANArHOCTUYECKUMM TECTaMM (B T. 4. 10 NOSB-
NIEHUS KJIMHWUYECKOW CUMMTOMATUKM) CHUTAIOT M3MEHEHMUS
rnokasaTefiel CUCTEMbI remocTasa:
® Ha CTaguu rMNepKoarynsumMu yBenumdyeHa KOoHLUEeHTpauus

TpombonnacTnuHa, NPoTPOMOUHA; BpPeMs CBepTbiBaHMUSA

MeHee 4 MWH; napakoaryisilMOHHbIE TECTbl HE M3MEHe-

Hbl; MOBbIWEHHAs CNOHTaHHas arperauus TPOMOOLUTOB;
® Ha CTaguu KoarynonatiMu noTpebneHUs KOHLEeHTpauus

dunbpnHoreHa MmeHee 2 r/n; napakoarynsiLlUOHHbIE TECTbI

NONOXUTENbHbIE; YBENMYEHA KOHLEHTPaUUsa NpoayK-

TOB Aerpagauuu GubpuHa; TpomMObMHOBOE Bpems 6osnee

30-35 ¢, npotpombuHoBoe Bpems 6osee 20 ¢; KOHLEH-

Tpauusa aHTUTpomOuMHa lll meHee 75%;
® Ha cTaguuM runokoarynauuu (rMnokoarynsuMoHHO-

remMopparn4yeckon) yBeM4eHO BPEMS KPOBOTEYEHWUS;

KOHLeHTpauma pubpuHoreHa meHee 1,5 r/n; napakoary-

NAUMOHHbIE TECTbl YaCTO OTPULLATENbHbIE; KOHLIEHTPaLMS

NPOAYKTOB Aerpafalun dubpuHa Gonee 2X102 mr/n;

TpoM6UHOBOE BpeMs 6onee 35 ¢; NpoTPOMBMHOBOE Bpe-

mMa 6onee 22 ¢; KOHLEeHTpauusa aHTUTpoM6uHa lll coctas-

naet 30—-60%; coaeprkaHne TPOMOOLMTOB CHUXKEHO.

MpnHumnsl nevernns [ABC-cuHapoma

Ycnex neyeHnss BO MHOTOM 3aBWUCUT OT paHHeW AuarHo-
CTUKM. MMaumneHTa npu aToOM NepeBoAsT B peaHnMalMOoHHoe
oTAeneHue.
e 3tmoTtponHag Tepanusa ABC-cuHapoma.

C yyetom TOro, 4to BC-cuHapoM — «BTOpas 60/1e3Hb»,

fle4eHne ero HanpaB/iEHO Ha YCTPAHEHWE UK CHUXKEHUE

NnaToOreHHOro AENCTBUS MPUYNHHOIO PpaKTopa — «NepPBOM

6one3Hw» (Hanpumep, aHTMbaKTepuanbHasa Tepanus nNpu

cencuce, ycTpaHeH1e aKyLlepCKOM NaTtonoruu, MKenaa-

LS NOCNEACTBMM remMo/in3a 3PUTPOLIMTOB 1 T.1.).

e [laTtoreHeTnyeckoe nevyeHve [ABC-cuHApoma BKIOYaeT
cneayowme atansl.

— KoppeKuus adpdeKToB GaKTopoB remocrasa.

— Ha cTtagum runepkoarynsiymm npu OTCYTCTBUU aKTUB-
HOFO KPOBOTEYEHUS MPUMEHSOT aHTUMKOAryNlsHTbI
(06bI4HO renapuH BHYTPUBEHHO), MeAJIEHHO, B U30-
TOHWYECKOM pacTBope xnopuaa HaTpua (1000 ES/4).
TakKe cnenyet BBecTn He meHee 1000 mn ceexesa-




MOPOXKEHHOW NAa3Mbl KPOBU BHYTPUBEHHO (6bICTpas
MHODY3USA NOA KOHTPOMEM LLEHTPasbHOrO BEHO3HOro
naBneHus).

— Ha cTtaguu runokoarynsaunmn BoiNOAHAOT TpaHchy3uio
CBEXE3aMOPOXKEHHOM Nna3Mbl KPOBU [0 HOpManu-
3aluMu nokasaTtenen Koarynorpammel. MNpu remoppa-
rMYECKOM CUHAPOME, COYeTaoWeMcs ¢ TPOMOOLUTO-
neHnen, BBOAAT TPOMOOLIMTAPHYO Maccy.

— BoccraHoBneHne o6bema KpoBu (GU3MONOTMYECKUM
pPacTBOPOM, KOMMOHEHTaMKU KpoBM). pu atom cne-
fyeT n3beraTb neperpy3xku cepaua o6beEMOM U pas-
BUTUS1 OTEKA NIErKOrO.

— HKoppeKuna raszoBoro coctaBa KpPOBW W KWUCAOTHO-
OCHOBHOIO COCTOSIHMSA (MyTEM WMHransuMmM KUCIopo-
[a, BBeeHWs pacTBOPOB HaTpus ruapokapboHa-
Ta wu ap.).

— Hopmanusauus no4ye4yHOro KpoOBOTOKa (Mpu apTepu-
anbHOW TMNOTEH3UW MPUMEHSIOT CUMMNATOMUMETUKM
B [03aX, He OKa3blBaloOLWMX MHOTPOMHOIrO AENCTBUS).
Mpy pa3BUTUM OCTPON MOYEYHOW HEOOCTAaTOYHOCTM
NPOBOAAT reMoananma.

— YcTpaHeHWe U3 KPOBWM MMMYHHbIX KOMMJ/IEKCOB, MpPo-
OyKToB GUOPUHONN3a M GaKTepuasibHbIX TOKCMHOB
(mocpeactsom nnasmMadepesa).
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CUTYALIUOHHBIE 3A[QAYM K JIEKLIUUN

3A0A4YA 1

MocTpagaBwwmi A., BoO3pacT 16 fneT, JoCTaBNeH B XMpPyp-
TMYECKYIO K/IMHWUKY C MecCTa aBTOKaTacTpPodbl C MHOXe-
CTBEHHbIMW MOBPEXKAEHUSIMWU TPYAHOM KNETKM, KUBOTA, HOT
1 noTepen 60/bLLIOro KONMYECTBA KPOBH.

OGBbEKTUBHO: CO3HAHWE COXPaHEHO, HO MOCTpajaBLUM
HE OPMEHTUPYETCS BO BPEMEHU U CUTYaLIMK; KOXKHbIE MOKPO-
Bbl 6/1ieAHble, TaXMKapausl, HUTEBUAHbLIA MNynbC, apTepuanb-
Hoe JaBneHue 65/15 MM pT. CT.

Mpov3BeaeHa onepaumsa Mo NepeBsi3Ke KPOBOTOYALLMX
KPOBEHOCHbIX cocyaoB, nepennto 1200 M AOHOPCKOM Kpo-
BUW (CPOK XpaHeHus oT 2 ao 17 cyt) n 2000 mn KpoBe3ame-
HUTENEewN.

B peaHMMaLMOHHOM OTAENEHMU: COCTOSIHUE TSMKENOE;
COXPaHAITCA TaxuMKapaus, apTepuanbHas TUNOTEH3US,
OfbllLIKa; CYTOYHbIN AMYPE3 3HAYMTENIbHO MEHbLLUE HOPMBbI;
BO3HUKIO KPOBOTEYEHWE M3 MEJIKMX COCYAOB MOBPEXKAEH-
HbIX TKaHeW. [laHHble NabopaTopHbIX UCCNeaoBaHWUn cBUae-
TENbCTBYIOT O CHUXEHUWN CBEPTLIBAEMOCTH KPOBM, T'MMNOMNpPO-
TPOMOGUHEMUU, TMITODUOPUHOTEHEMUU Y TPOMOOLIMTOMEHUN.

Ha 2-e cyT pa3Buanch iBNEHUSA OCTPOW NOYEYHON Heao-
cTatoyHocTU. CmepTb A. HacTynuna OT MNporpeccupyto-
LEen Mno4YeyHom U CepaeyHO-COCYAUCTON HEeAOCTaTOYHOCTHM.
Ha BCKpbITUM OGHapYXKeHbl MPU3HAKW MHOXECTBEHHOIO
TPOMGO3a MENIKMX COCY10B BHYTPEHHUX OPraHoB.

CumnTomaTuyeckoe nevyeHune [ABC-cnHapoma

CumnTtomatnyeckas Tepanus [ABC-cuHapoma wumeeT
Lenbio obneryeHne cocTosHmna naunenTa. [na atoro ycrpa-
HSAIOT HenpuaTHble, TATOCTHbIE OLylleHUs (6oneBble, MCu-
X03MOLMOHaNbHble M Ap.), @ TaKXe MPOBOAAT Meponpus-
TUS NO YCTPAHEHWMIO HEAOCTaTOYHOCTU GYHKLMKM OpraHoB
1N GU3MONOrMHECKMX CUCTEM.

lNpopunaxktmnka [ABC-cnHapoma

MpodunaktMka noBTOpHOro pas3sutua [BC-cuHapoma
3aK/4aeTcs B IMKBUAALMKU U/UAK NPeaynpeXaeHum ycno-
BMW, MPOBOLIMPYIOLINX €ro pasBuTME (Tepanusi OCHOBHOro
3ab6oneBaHu1s, BBeAEHUE renapuHa npu runeproarynsumu,
NOBTOPHbIE TPaHC)Y3UK CBEKEIAMOPOIKEHHOM NNa3Mbl).

lMporHo3 npu [1BC-cuHapome

[MporHo3 BoO MHOrom 3aBUCKUT OT 3HEKTUBHOCTU TEpanum
OCHOBHOro 3aboneBaHUsl, CBOEBPEMEHHOCTM [AMArHOCTU-
Kn OBC-cuHApoMa, afeKBaTHOCTU N1e4eOHbIX MEePOMNPUATUNA.
NetanbHocTb Npu [ABC coctaBnsetr 40-60%. OCHOBHbIMM
npUYMHaAMM CMEPTU SBJIAIOTCA OCTpas MoyevyHas HegocTa-
TOYHOCTb, AblXaTeNbHas HEeAO0CTAaTOYHOCTb, KPOBOWUINUAHUE
B MO3r, HA/IMOYEYHUKM, a TaKKe OCTpas KpoBomnoTeps, npu-
BOASILLAS K Pa3BUTUIO LIOKA U KOMBbI.

3. Copstead L., Banasic J. Pathophysiology. Elsevier. 4th Ed. 2010.
P. 330-346.

BOINPOCHI
1. KaKkon natonorn4eckum npouecc passuncs y A.:
a) BCKOpe nocne TpaBMbl;
6) B peaHUMaLMOHHOM OTAENEHUN?
2. KaKkoB naTtoreHe3 naToJIOrM4YecKoro npoLecca, KOTopbii
pa3BuCcS y NalMeHTa B peaHnMaLMoHHOM OTAENEHUN?
3. KaKkoBbl MeEXaHW3Mbl Pa3BUTHUS:
a) MOYe4yHOM HegoCTaTOYHOCTH;
6) cepaeyHO-COCYyANCTOM HEAOCTaTOYHOCTU Yy 60bHOr0?
4. TpaHcdy3nMoHHasa Tepanus oKkaldanacb HeahdPeKTUBHOMN.
BbICKaXkuTe NpeanosoKeHne, noyemy.

3A0AYA 2

Y manbunkoB A. 1 M., Bo3pacT 7 1 9 neT, COOTBETCTBEHHO,
0GHapyKeHbl 60/blUME 3KXMMO3bl MOC/Ee HE3HAYUTENbHbIX
TPaBM W ANUTENbHbIE KPOBOTEYEHMA U3 PAHOK Mocne Bbina-
[EeHUS MONTIOYHbIX 3y60B. Pe6eHOoK A., B oTan4yme oT M., any-
eTcsl Ha NeprMoanYecKre KpoBoTEeYEHUS U3 eceH, 0COGEHHO
nocne YUCTKM 3y60B. TaKMe e CUMNTOMbI UMEIOTCS Y MaTepH
A. Y pOACTBEHHUKOB M., C UX C/IOB, OTCYTCTBYET CK/IOHHOCTb
K KpoBoTeyeHuaM. Mpu o6cnegosaHmm A. 0GHapyXeHo yBe-
NIM4EeHUEe BPeMEHU KanunnsipHoro KposoTedeHus. Y M. aTtoT
noKasaTe/lb HaxoauTcs B npegenax Hopmbl. Uy A, ny M.
YCTaHOBJ/IEHO YMEHbLIEHWE YaCTUYHOro TPOMGONIacTUHOBO-
ro BpeMeHu. MNpoTpoMBMHOBOE BPEMS, YACI0 TPOMOOLIMTOB,
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KNyogLsNER

HenpepbiBHOE NpodeccuoHanbHoe oGpa3oBaHue

cogepKaHve nNpoTpoMbuHa U GUBpUHOreHa y 60MbHbIX A.
1 M. HaxoasTcs B npeaenax HopMmbl.

BOIIPOCbI

Kakue HapyleHWs KOMMOHEHTOB CUCTEMbl remMocTasa
(cocyabl, TPOMGOLMTLI, CBEPTLIBAOLWLAA U NPOTUBOCBEP-
TbiBaloLlas cUCTemMa KpoBK) uMetoTcs y aeten? OTBeT
060CHYMTE C y4€TOM OMMUCaHHbBIX CUMNTOMOB U pe3ysbTa-
TOB nabopaTopHbIX UCCIEA0BaHUN.

KakoBo Balue npeanonoxutenbHoe 3akiyeHne?
Hacnegytotca nnM atv dopmbl naTonorMm W, ecnv aa,
TO KaKOBbl TUMbl HacneaoBaHUA? Kakue OONOAHUTENb-
Hble nabopaTopHble uccnegoBaHus HeobxoauMbl Bam
ON9 YTOYHEHUS 3aKto4eHna? Jedumunt Kaknx Gpaktopos
CBEpPTbIBaHMS KPOBU MOXKHO OxnaaTb y A. ny M. npu npo-
BeJEHWN JONONHUTENbHbIX UCCNEeA0BaHNN?

Moyemy y NauMeEHTOB UMEIKDTCS Pasnnymsa B CMMNTOMax?
KakoB MexaHuU3Mbl X pa3BUTUS?

TECTbI K IEKLIUMN
lpumeyaHue. (4) — B KPYrnblX CKOOGKax psaoM ¢ BOMpo-

COM YKa3aHO 4M1CN0o NpaBUNbHbIX OTBETOB.

W NeagLLNEN

QJogrenME

Eal

QJogsenME

TunoBbie ¢popMbl NATONOrMU CUCTEMbI FemMmocTasa
K 3aHOoreHHbIM aHTUKoOaryjsHTam oTHocaTtcs: (4)
aHTUTPOMOMUH Il
renapvH
Tpom6GOKcaH A,

NPOCTaLMKINH
npotenH S
npotenH C
nnasmuH

NO

Arperauuu TpOMGOLMTOB NPENATCTBYIOT: (2)
CEPOTOHMH

GunbpuHoreH

Tpom6GoKcaH A,

NPOCTaLMKINH

ATD

CTPEenTOKMHa3a

YPOKMHa3a

NO

OHAOreHHbIMU BelecTBaMM, Bbi3biBalOWUMMKU arpe-
rayuio TpomooLunToB, aBasaloTca: (4)

ATD

agpeHanuH

TPOMOGMUH

Tpom6GoKcaH A,

NPOTPOMOUH

NO

NPOCTaLMKINH

Tpom6oMoaynuH

BbICOKUIA PUCK pa3BUTUS TPOMOOTUYECKOrO CHH-
Apoma HaGngaeTcs Npu TaKUX 601€3HAX, CUHAPO-
MaXx U COCTOSIHUSAX, KaK: (5)

HEePPOTUYECKUIN CUHOPOM

3acToiHasa cepaeyHas HeaoCTaToO4YHOCTb
3/10Ka4eCTBEHHbIE OMYX0/IM C MeTacTa3amu
6epeMeHHOCTb

neyYyeHoYHas HeaoCTaTO4HOCTb

aTepocKnepos

HOYHas NapoKcM3ManbHas reMorno6uHypus
rMnepTMpeos

5.

JogrLenE

® gredE N

LB

JegrenE ©

O WNPE =
== o

Jo

PUCK TPOMGOTUYECKOro CHUHAPOMA CYLLECTBEHHO
BO3pacTaeT y 60JibHbIX CO C/EeAYIOWUMHU reHeTuye-
ckumm pedekrtamu: (5)

neduumnt npotemHa C

HeAoCTaTOYHOCTb MHIMBMUTOPa NaasmMuHa
HEeLOCTaTO4YHOCTb TKAHEBOrO aKTMBAaTOPa NiasmMuHoreHa
MyTaums reHa pakropa V KoarynsiLuMoHHOM CUCTEMbI
CWHTE3 aHOMaJIbHOro NJIa3MMUHOreHa

HefocTaTo4HOCTb dhakTopa doH BunnebpaHaa
neduumnT npotemHa S

Ana Tpom6acteHuu MaHyMaHHa xapakTepHo: (1)
CHUXXEHWE MHTEHCUBHOCTU CUHTE3a TPOMOOKCcaHa A,
nednumnt peuentopa la/llb (K Konnareny)
fedekt peuentopa Ib/IX (kK dakTOpy
BunnebpaHga)

aednumnt peuentopa lib/llla (K dnbpuHorery)
ocnabneHne peTpakuMM CrycTKka KpoBM B npouecce
TpoM6006pa3oBaHms

YMEHbLUEHME 4YUCNa MyPUHEPTUYECKUX PEeLEenTopoB
Ha TpoMbouuTax

nedeKT cUCTeMbl aKTOMWO3MHA TPOMOOLMTOB

$OH

TpomGouuToneHms —
B KpoBMu MeHee: (1)
250x10%/n
150x10%/n
120x10%/n
100x10%/n

50x10°%/n

3TO YUCIO TPOMOGOLUTOB

CrnoHTaHHble KPOBOTEYEHUAA, KaK NPaBUJio, BO3HU-
KaloT NpU Yucsie TPoMGOLUTOB B nepudepudecKon
KpoBu: (1)

100-120%10%/n

50-100x10%/n

20-50x109%/n

<20%x10%/n

HeTtpom6GouuTOoneHnyecKas nyprnypa MoeT BO3HHU-
KaTtb npu: (3)

OCTPOM MUENONENKO3E

MEHWHIOKOKKOBOM cercuce

LMHre

cuHapome NueHko—KylunHra

remopunnun A

B,,- 1 donmneBonedULUTHON aHEMUMK

annacTM4yecKomn aHemMmuu

. Apre3susi TPOMGOLIUTOB K COCYAUCTON CTEHKE YCUIIU-

BaeTcs npu: (2)

NoBpEeXAEeHNN 3HAOTENUSA

BbicBOOOXKAeHUN AP 13 Tpomb6OLMTOB
BbICBOOOXAEHUN GUOPUHOreHa n3 TpoM60LMTOB
O6GHaXKeHMU KonnareHa cy6aHgoTeNnanbHoro cnos
BbICBOOOXAEHUN MPOCTAUMKIMHA U3 SHAOTENNANbHbIX
KNIETOK

BbICBOOOXAEHMN TPOMOOKCaHa A, U3 TPOMOOLMTOB
06pa30BaHMM aKTMBHOIo TPOMOMHA

. Ona Taxenbix opm remodpunuu A u B xapakrtepHo: (5)

coaepxxaHue paktopos VIl v IX B nna3me KpoBK cocTaB-
naet 10-20% HopMmbl

cogepxaHue daktopo VIl n IX B nnasme paBHO
30-50% HopMbil

coaepxaHue daktopoB VIl v IX B nnasme gocturaet 5%
N HUXE HOPMbI



reMapTpo3bl KPYMHbIX CYyCTaBOB
NOAKOXHbl€ U BHYTPUMbILIEYHbIE FTEMaTOMbl

YyacTble HOCOBbIE KPOBOTEYEHMS

NNUTENbHOE KPOBOTEYEeHMEe nocne yaaneHus 3y60B,
XMPYPrUYecKkux onepawmm, TpaBm (MHOrAa ¢ NeTaibHbIM
MUCXOO0M)

YyacTble KPOBOWU3UAHMA B MENIKMEe CyCTaBbl KUCTEN
n cTon

HauGonee 4acrtbimu npuuuHamu [ABC-cuHppoma
asnsoTca: (6)

TpaBMaTUYHO BbINOJIHEHHbIE OGLWIMPHbIE XWUPYpPruye-
CKue onepaumm

CUHAPOM ANUTENbHOrO pa3aaBivBaHNUS

TAXenas akylepckas naTonorus

ypemus

aBuTammHo3 K

cencuc

LLIOK

remodununsa B

OCTpble NEeNKOo3bl

ABC-cuHapom xapakrtepu3syertcsa: (5)
TpombouuTOoNneHnen

rmnooubpuHOreHemMmemn

HU3KUM coAepKaHWeM NMpoayKToB dnbpuHoIM3a
NOBbIWEHHbIM COAEPKaHUEM aHTUTPOMOHKHa I
CHUXXEHWEM COAEePKaHUS NNasMUHOreHa
HU3KUM cogepxKaHnem daktopos I, V, VIII
MOBbILEHHbIM COAEPKAHNEM ay-@HTUNNA3MUHA
remorniobuHemuen

YcnoBusamMM (HO He NPUYMHaAMM) pa3BUTUSA TPOMGO3a
asnsoTca: (6)

o6HaXKeHne cyb6aHA0TENMaNbHOIO CN0s CTEHKM cocyaa
Tpom6ouunTOo3

MoBbILLEHWE BA3KOCTU KPOBU

noBpeXAeHNe aHL0oTENNS

rmnepdubpuHOreHemms

noanuuTEMMUS

HapyLleHne NaMMHapHOCTM KPOBOTOKA

CHWXEHWE CKOPOCTH KPOBOTOKa

YacTbiMU OCNIOKHEHUAIMU Jle4eHusa remodpuaum A
nyTem nepeaMBaHua KpoBu aBasoTca: (3)
NoBbIWEHNUE TUTPA MMMYHHbIX MHIMOGUTOPOB QaKTo-
pa VIl

CUHAPOM NPUOBPETEHHOTO MMMYHoAebMUMTa
pa3BuTHe daroynTapHOM HEAOCTAaTOYHOCTH
aHadWIaKTUYECKUI LLIOK

nedbnuunt dpaktopa VI

nedbuumnT aHTUTPOMOBUHA

HapyweHue KoarynsilMOHHOro remocra3a Xapak-
TepHo pgns: (2)

LMppo3a neyeHu

TpombouuTonaTnu

remopuinm

remMopparM4eckoro BacKyauTa

TPOMOOTHMYECKOM TPOMOBOLIMTONEHNUYECKON NYyPNypbI
60ne3Hu poH BunnebpaHga

feduumnTa BUTaMuHa By,

JIENKO30B

gLsehE

N

QIJogLsrNE

Tunu4HOM NocneaoBaTeNIbHOCTbIO COObITUM NPU pas-
BuTum [IBC-cuHapoma anserca: (1)

aKTMBaLus GaKTOpOB CBEPTbIBaAOWEN CUCTEMbI KPOBM
N TpPOMOGOUMTApPHOro remocTasa

OTHOCUTENbHAas HeAOCTaTOYHOCTb NMPOTUBOCBEPTLIBAIO-
LLIEV CUCTEMBI

ancceMMHMpoBaHHOEe TPoM6006pa3oBaHme ¢ pa3BUTH-
€M TMMNOKCHUK, ANCTPODUU TKAHEN N OpraHoB
Koarynonatusi NnoTpebneHns (KoarynsHToB U TpoMOOLK-
TOB) C UCTOLLEHNEM MPOTMBOCBEPTLIBaOLWMX GAKTOPOB

remMopparuu

A 1,2,3,45
B. 2,1,3,45
B. 3,2,1,45

Craguu [OABC-cuHgpoma uMelT nocjiepoBaTeib-
HOCTb: (1)

BbIPa)eHHas runokoarynaums 6en1KoB KpoBM
runepkoarynsaums 6en1KoB KPOBM + HavyasbHble NpU3Ha-
KW TMNOKOarynsaymm

reHepann3oBaHHaa runeprkoarynauns 6enKkoB KpoBwM
W arperauusi TPom6oLUunTOB

A 3,21
B. 1,2,3
B. 2,1,3

TpomGouuTOneHus, oGycsoB/ieHHaaA HapyleHUuem
NPOAYKLHUU TPOMOGOLMTOB B KOCTHOM MO3re, Ha6io-
paetca npu: (4)

OCTPOM NenKo3ze

TPOMBOTMYECKOM TPOMOBOLIMTONEHNYECKON Nyprype
cnieHomeranum

Nly4eBov 6051e3HU

B1,- 1 donneBogedULMTHOM aHEMUN

[OBC-cuHapome

anjacTMyecKon aHeMuu

reMOJIMTUKO-YPEMUYECKOM CUHAPOME

BepHo T0, uTO: (2)

[JBC MOXeT conpoBOXKAaTbCA KPOBOTEYEHUSAMM U KOa-
rynonatuen notpebneHus

TPOMOOreHHOCTb GMOPO3HOM BGASALLIKM NMPU aTEPOCKNEPO3E
06ycnoBfieHa M36bITOYHON aKTUBaLMEN NNasMmnHoOreHa
rHOMHOE BOCMNaJeHne MOXEeT CONpPOBOXAATbCHA Anucce-
MWHWPOBaAHHBIM TPOM6006Pa30BaHMEM

OG6pa3oBaHu1IO TPOMGOKCcaHa A, npenaTcTByIoT: (3)
HW3Kas aKTMBHOCTb LMKJIOOKCHIeHasbl

BbICOKWI ypoBeHb LAMD

fedbuumnt docdonunasbl A,

BbICOKM ypoBeHb LI'M®

nedUUMT NTMNOOKCUreHasbl

AncceMMHUpPOBaHHbIN TPOMGO3 MEJIKUX COCYA OB
pa3BuBaetca npu: (4)

[OBC-cuHapome

TPOMBOTMYECKOM TPOMOBOLIMTONEHNYECKON Nyprype
aTepocKiepose

reMOJIMTUKO-YPEMUYECKOM CUHAPOME

deHomeHe ApTioca

CUHAPOME NMPUOBPETEHHOIO UMMYyHOZedULMUTa
CENTUYECKOM LLIOKe

nedbvuunte ButTammHa K
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HenpepbiBHOE NpodeccuoHanbHoe oGpa3oBaHue

4,

BAPUAHTbI OTBETOB K CUTYALMOHHbLIM 3AJA4YAM

K 3AAYE 1

a) BCKOpe nocne TpaBMbl Y MauMeHTa pa3BuCcs TpaB-
MaTUYECKUIM U NOCTrEMOPPArnYeCKUN LWOK;

6) B peaHWMaLMOHHOM OTAeNeHMW y NaumeHTa pa3Buil-
cs ABC-cuHapom. OH Bbi3BaH MaCCUBHbIM MOBPEXK-
[eHMEeM TKaHen n obpa3oBaHneM 60NbLIOIO Konye-
CTBa aKTMBHOIO TPOMOGOMIACTUHA B LIMPKYIMPYIOLLEN
KPOBM.

MaToreHes [ABC-cMHapOoMa BKJIOYAET rMnepKoaryasaumto

6€enKoB, runeparperaumio TPOMOGOLMTOB U Apyrux dop-

MEHHbIX 3/IEMEHTOB KPOBMW, Koarynonatuio notpebne-

HUS U, KaK CnefcTBMe, CHUXKEHWE CBepTbiBaHUs 6enKoB

KPOBW, TMMOMNPOTPOMOMHEMMIO, TMNODPUOPUHOrEHEMUIO

M TPOMOOUMUTOMEHMUIO.

MexaHn3M pa3BuUTUS:

a) MNoYe4yHOW HeLOCTaTOYHOCTM 3aK/loyaeTcs, MaBHbIM
06pa3oM, B 06pa3oBaHMMU MHOMECTBEHHbIX MUKPO-
TPOMOGOB B cOCyAax MWKPOLIMPKYNSLUWW, 4YTO BedeT
K HapyLeHWIo GYHKLMI NOYEK;

6) cepaeyvHO-COCYAMCTOM HEeAoCTaTOYHOCTU BKIOYaeT
MacCCHBHYIO KPOBOMOTEPIO M FreMOpparmMu, rmrnoKcuio
CMEeLaHHOro Tuna, auuao3, rMnepKaamemuio, CHH-
apom [ABC, MWOKapAuanbHyl0 HEefOoCTaTO4HOCTb +
TMNOBONIEMMUIO + CHUXKEHME TOHYCa COCY0B.

TpaHchy3noHHaa Tepanus OKas3anacb HeadhEKTUBHOMU

no OAHOM U/WUNKN HECKONbKUM U3 CNeaytoLLMX MPUYNH:

® nepenunTa HECOBMECTMMas MM HEKAYeCTBEHHas (6e3
cob6Mt04eHNs CPOKa roHOCTU) KPOBb;

® BO3MOXHO, NepennBaH1e KPOBM M NNa3mo3ameHunTe-
Nlen Npon3BeAeHOo C 0no3aaHneM (MOCKOMbKY MHTEP-
Ba/ BPEMEHM Mexay TpaBMOW, Hayalom KpoBoTeye-
HUS M NPOM3BEAEHHOM onepaLumen He yKasaH);

e TpaHcy3ua cpaBHUTENbHO 60ablIOr0 ob6bemMa
(1200 mn) poHopckon KpoBu n 2000 mn KpoBe3a-
MeHUTEeNa (NOMUIIOKMH) MOXET COMPOBOXAATbCA
remMo/In30M 4acCTu 3PUTPOLIMTOB M B CBSI3U C ITUM
NnoTeHUMPOBaAHMEM TpomMOBOO6pa3oBaHUA U GUbpU-
HOMM3a.

K 3AJAYE 2

Y A. n M. UMeloTC HapylleHUs CBepTbiBaloWEn cucTe-
Mbl KPOBW, B OCHOBHOM BHYTPEHHEro MNyTW Koaryns-
umun. O6 3TOM CBUAETENLCTBYIOT 3KXMMO3bI, YBE/IMYEHHASA
KPOBOTOYMBOCTb MPWU BbiNageHun 3y60B, yBeIU4eHue
4aCTUYHOIo TPOMBOMIACTUHOBOIO BPEMEHM.

Hanu4yvne netexui, B 0OCOOEHHOCTU Ha C/U3UCTON 060-
JIOYKE POTOBOW MOMOCTU, BO3MOXHO NpU 601e3HM OH
BunnebpaHga. HopmanbHble MoKasaTenu BpPEMEHMU
KanunnsipHOro KPoOBOTEYEHHUS, KaK U Apyrux nabopaTtop-
HblX TECTOB, KaK NpaBunio, UMEIOT MECTO Npu BalonaTtu-
Ax. MNosiBIeHME NeTEXMI Ha CTIM3UCTbIX 060/I04Kax U KOXe
MOXeT HabngaTbCa Npu TpomMboLMTONaTUSAX, OAHAKO
npu 3TOM YacTu4yHoe TpoMOOoNnnacTMHOBOE BPEMS OCTa-
eTcsa B npejenax HopMmbl.

Mmetoumecs cMMNTOMbl M pedynbTaTbl 1abopaTopHbIX
nccnegoBaHWn MO3BONSAOT FOBOPWUTb O Haauvyum y A.
60ne3HM GoH BunnebpaHga (KPOBOTOYMBOCTb U3 AECEH,
3KXMMOS3bI, ANUTENIbHOE KPOBOTEYEHME NMpPU BbiNageHuu
3y60B, yBEIMYEHWE BPEMEHM KanuanspHOro KpoBoTe-
YEeHUS M YacCTMYHOro TPOMOOMIACTUHOBOIO BPEMEHM),
ay M.— remodpunum A unn B (3KXMMO3bI, ANUTENb-
HOe KpOBOTEYEeHWe Npu BbiNageHnn 3y60B, yBenMyeHue
YaCTMYHOro Tpom6OMNIacTMHOBOrO BpeMeHu). bonesHb
doH BunnebpaHga MMeET ayTOCOMHO-AOMUHAHTHbIN TUM
HacnegoBaHusa, remodunmm A 1 B — X-cuensieHHbIN
pPeLEeCCUBHbIN TUMN, OAHAKO NpU remModunmm A npUMepHoO
B 30% cny4aeB MOryT BO3HMKaTb HOBblE MyTaLMKU (Kak,
04YeBWAHO, B AaHHOM cuTyauuun). Heo6xogumMo nNpoBeCTH
PUCTOLIETUHOBbLIN TECT U ONpPEAENUTb aKTMBHOCTb PaKTo-
pos VIII, IX, XI.

Mpn 60nesHn ¢oH BunnebpaHga HapylwaeTcs aaresus
TPOMBOUMTOB K CTEHKE COCYA0B, a TaKKe K MOBEPXHOCTH
OPYrux TPOMOOLMTOB. 3TO MOXKET NPUBOAUTb K U3ObITOY-
HOM KPOBOTOYMBOCTU CIIM3UCTbIX 0BO0N0YEK. IKXMMO3bI
M CUNbHblE KPOBOTEYEHUS MOcne TpaBM M BbiNajeHus
3y60B CBfi3aHbl C HapyllEHWEM BHYTPEHHEro NyTn Koa-
rynaumn. ®axkTop doH BunnebpaHaa onpenenseTr Bpems
nonyknsHu c¢dakxrtopa VI, noatomy npu 3Ton 60NE3HM
KIMHWYECKas KapTMHa MMeeT MHOro o6Lero ¢ CUMMTO-
MaTUKOM Mpu reModUnmsx.

OTBETbI HA TECTbI K JIEKLIUK

1—1,2,56 2—4,8
3—1,2,3,4 4—223,4,6,7
5—-1,3,457 6 —4
7—2,3,45 8 -3
9—-245 10—1,4

11—-3,4,5,6,7
13—1,2,5,6,8

12 —-1,2,3,6,7,9
14 —2,3,5,6,7,8

15—1,2,4 16 —1,3

17 —A. 18 —A.

19 —-1,4,57 20—1,3

21 —-1,2,3 22 —1,2,4,7



