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BBEJIEHUE

Baxueiiiee MecTto paccTpoHMCTB remocraza B OOIIEH NATOJIOTMU YeEJIOBEKa
OIpeJIeNSIeTCs] HE TOJIBKO BBICOKOM 4acTOTOM, pa3HOOOpa3ueM M MOTEHLHUAJIbHO OYEHb
BBICOKOM OIMACHOCTBIO TeMOpPParuuyeckKux M TPoMOOreMopparnyeckux 3a00jieBaHUM U
CHHJIPOMOB, HO €II€ M TE€M, YTO 3TU MPOILECCH SBISIOTCA CYIIECTBEHHBIM 3BEHOM
MaToreHe3a 4Ype3BbIUAHO OOJIBIIETO YMCJIA JPYrux 3a00jeBaHU - HHGEKIIMOHHO-
CENTHUYECKNX, UMMYHHBIX, CEPACYHO-COCYAUCTHIX, HEOIIACTHUYECKHX, 3HAYUTEIbHOMN
YaCTH aKylIEPCKON MaToJ0TUu, 00JIE3HEH HOBOPOXKICHHBIX.

[IpuBeneHHBIN, JaNEKO HEMOJIHBINA, MEpPeUYeHb 3a00JICBAaHUN U MATOJOTHYECKUX
IPOLECCOB JIEMOHCTPUPYET OOLIEMEIUIIMHCKOE 3HAueHue MpoOjieM MaToJOruu
reMOCTa3a, B CBSI3U C Y€M, YMEHUE OPUEHTUPOBATHCS B ITUX MpoOIEeMax HEOOXOIUMO
BpayaM BCEX KJIMHUYECKUX CIEIUaTIbHOCTEN.

I'EMOPPATNMYECKUE JTUATE3bI

I'emopparnueckue auaTe3bl - OTO KIUHUKO-TEMATOJIOTMYSCKUM CHUHAPOM,
XapaKTEePU3YIOIIUICS KPOBOTOUYHBOCTHIO.

Knaccuduxaiuys reMopparnueckux AUaTE30B OCHOBaHA HA HAPYIIECHUU OIHOTO
U3 3BEHBEB CHCTEMbI T€MOCTa3a: KOATyJISIIIMOHHOT0, TPOMOOIIMTAPHOTO U COCYIUCTOIO
remMocrasa.

CornacHO »TOMY BCE Te€MOppardyecKkue Juare3bl MOAPA3NEIAIOTCS Ha TpH
OCHOBHBIE TPYIIIIBI:

1. HapytieHus KoaryJisiiMOHHOTO TeMOCTa3a WM KoaryJonaTHH.

2. KonnyecTBeHHbIE U KaU€CTBEHHbIE U3MEHEHUSI CUCTEMBI TPOMOOIIUTOIATHH.

3. Hapymienue cocyaucToro 38eHa CUCTEMbI T€MOCTa3a WM Ba30IMATHH.

TPOMBOLUTOIIEHUH
TpomOouuTOonieHHH - Tpynma 3a00JeBaHMM, TPH KOTOPBIX KOJHYECTBO
TPOMOOILINTOB HFDKE cCyIlecTByromeir Hopmbel - 150*%10 /1. OHEM Moryr OBITBH

00YCJIOBJICHBI:

1. Hapymenubim pa3zpymenueM Tp.

2. TloBbllieHHBIM NTOTpeOIeHUEM Tp.

3. HenocratounsiM oOpazoBanueM Tp.

[loBeimieHHOE pa3pylieHne Haubojee dYacTas MpPUYUHA TPOMOOIUTONICHUH.
Kpowme Toro, Beiaensor:

1. HacneactBeHHHble TpoMOomuToneHun. OCHOBHasg MX Macca - 3TO
TPOMOOIMTONATAN, T.€. HapylieHue (QyHKIIMOHATBHBIX CcBOWCTB Tp. Peaxo
HACJICJICTBEHHbIE TPOMOOLIMTONEHUN SIBIISIIOTCS HUCTUHHBIMU TPOMOOUUTONECHUSIMU,
CBS3aHHBIMH C HApyIICHHEM aKTUBHOCTH (EPMEHTOB IIMKONM3a wuiu Iukia Kpeoca,
WJIU HapyllIeHHueM 00pa30BaHus TPOMOOMOITHHOB.

2. [IpeobpeTeHHbIe TPOMOOIIMTOTICHHUH:

- IMMYHHBIE;



- 00yCIIOBJI€HHBIE MEXaHUYECKOU TpaBMOil Tp.(reMaHrnomsbl, OIJIEHOMETAIUU U
ap.);

- yrHeTeHue mnpoiudepanuu KIETOK KOCTHOrO Mo3ra (Mpu amjaacTHYEeCKHUX
AHEMUSIX, XUMUYECKUX U PaJUallMOHHBIX TOBPEXKIECHUAX KOCTHOTO MO3TIa);

- 3aMEILEHHE KOCTHOTO MO3ra OITyX0JEBOU TKaHBIO.

- comaTudeckoil myrtauuei (6one3nb Mupkuadapsi-Mukenn);

- noBbIIeHHBIM NToTpednenuem Tp. (ABC-cunapom, TpoM0O03b1);

- HeocTatok BUTamuHa B12 u ponueBoit KUcaoThl.

NMMYHHBIE TPOMBOLUTOIIEHNHU

.  Amnoummynnsle. 2. TpancummyHHble. 3. ['erepouMMyHHBIE. 4.
AyTOMMMYHHBIE.

NMMyHHBIE TPOMOOIIMTONIEHUH BCTpPEYarOTCsl Hanbosee 4acTo, MpUYeM y JeTei
Yalle TeTepOMMMYHHBIE, Y B3pOCIIBbIX ayTOUMMYHHBIE.

B 3aBucuMOCTM OT HampaBJI€HHOCTH AHTUTEN HMMMYHHBIE TPOMOOIMTOINECHUU
JENATCA:

1) c anTUTENIaMU IPOTUB AHTUT€HOB TPOMOOIUTOB,

2) IpOTUB AHTUT€HA MEraKapuOLUTOB,

3) mpoTHB aHTUreHa OOIIETO MPEAIIECTBEHHUKA TPOMOOIUTOB, JIEUKOLUTOB U
SPUTPOLUTOB. AyTOUMMYHHbIE TPOMOOIIUTOIIEHUH MOAPA3AEISI0OTCS Ha!

1. Nnnonaruueckue.

2. CUMIITOMaTHYECKHE.

AYTOUMMYHHBIE TPOMBOIIMTOIIEHNNA

B ocHOBe maroreHe3a ayTOMMMYHHOW TpPOMOOLUTONIEHUU JICKHUT PE3KOE
YKOPOYEHHE MPOJODKUTEIBHOCTH JKM3HU KJIETOK /10 HECKOJIBKHUX 4acoB BMecTo 7-10
nuei. JlokazaHo, 4TO B OOJBIIMHCTBE CIydaeB TPOMOOIIMTONEHUTHYECKON ITypIyphI
KOJIMYECTBO TPOMOOILIUTOB, OOpa3yloIIUXCs B E€AUHUILYy BpPEMEHU 3HAYUTEIHHO
YBEIIMYUBAETCS MO CPABHEHHUIO C HOPMOW - OT 2 10 6 pa3. KonudyecTBo AesTEIbHBIX
METAKAPUOLIMUTOB TAaKXKE YBEJIMYEHO. M TOJIBKO HMpPU PE3KOM YBEIMYEHHHU KOJIUYECTBO
AHTUTPOMOOIIMTAPHBIX ~ AHTUTEN WJIM KOTJa aHTUTENa HaIlpaBiCHbl TMPOTUB
METAKapUOLIMTOB, BO3MOXHO CHUKEHUE KOJIMYECTBA AEATEIIbHBIX METaKapuOLUTOB.

AHTHTENa TP WMMYHHBIX TPOMOOIIMTONECHUSX KaK TMPaBWIO OBIBAIOT
HETOJIHBIMU, OHHM (DUKCUPYIOTCS, CIIOCOOCTBYIOT HMX THOEIH, HO HE BBI3BIBAIOT
arrJIFOTUHALUN.

bbino ycTaHOBIIEHO, YTO OCHOBHBIM MECTOM BBIPDAOOTKM AHTUTEN SIBIAETCS
CEJIC3CHKA.

B Hactosiiiee Bpemsi HauOosiee BEpPOSITHBIM CUYUTAETCSd MHEHHUE, COTJIACHO
KOTOPOMY B OCHOBE MAaTOJIOTMYECKOTO Tpoliecca OOIbIMMHCTBA (HOPM ayTOUMMYHHBIX
TPOMOOILIMTONIEHUU JICKUT CPHIB UMMYHOJIOTUYECKOM TOJIEPAHTHOCTU K COOCTBEHHOMY
AHTUTCHY.



Ceiluac NpPUHATO CUUTATh, YTO TOJEPAHTHOCTh K COOCTBEHHBIM aHTUI€HAM
co3faeTcsi B ASMOpHOHAIbHOM mepuone. IlpuueM TOJEepaHTHOCTh MOKHO BBI3bIBATh
BO3JIECTBHEM JINOO MaJIbIX JTMOO OUYE€Hb OONBIINX /103 aHTUreHa. [1o Bcel BeposiITHOCTH,
CPbIB UIMMYHOJIOTHYECKOM TOJEPAHTHOCTH BO3MOJKEH JIMIIb B TEX CIydasX, KOrjJa OHa
CBsI3aHa C BO3ACHCTBUEM MaJbIX /103 TOJIEPOTeHA.

Bo3MOkHO, 4yTO pa3BUTHE ayTOMMMYHHOH TPOMOOLIMTONEHUWU B KaKOW-TO Mepe
00yCIJIOBIIEHO U reHeTn4YeckuM aedexktoM pynkuuu T-cympeccopos.

[Ipy remMaToIOoruyecKoM HMCCIEIOBAHUM B KPOBU OTMEYAETCS CHIDKEHHME 4YHCiia
TPOMOOLIUTOB (MHOT/A BILIOTH J0 MOJHOTO UX MCYe3HOBeHUs). Ho ToBOpUTh 0 KakoM-
TO KPUTHYECKOM YPOBHE CHMKEHUS Tp., IpU KOTOPOM Pa3BUBAETCS TeMOpparuyecKuit
nuare3, Hedab3ss. B Tex ciywasx korga koiauwdectBo Tp. mpewimaer S50*10 /i,
reMopparudeckuii 1uare3 HaOI0qaeTCsl PEIKo.

N3mensiercss  mopdomerpuss  Tp.: mnosBiaeHwe Oonbmux (HopM  KIETOK,
Maso3epHUCTHIX "TonyObIX" Tp., oTMEUaeTcs X MOMKHUIIOLUTO3.

Conepxxanne 3p. u HB Moxer ObITh HOpPMalIbHBIM WM HaOmroAaercs
noctreMopparuueckas anemusi. KonudecTBO JeHMKOIUTOB JTUOO HOpMajabHOE JHOO
noBbileHHOE. YacTo oTMeuaeTcst 303uHOGUIUs. MOXKET BCTpedaTbCsi U MaHIIUTOTICHHUSI.
Ona cBsizaHa ¢ 0o0pa3oBaHUEM aHTUTEN K OOIIEMy NpPEIIIECTBEHHUKY BCEX Tpex
POCTKOB.

B kxoctHOM Mo3re y OONBIIMHCTBA OOJBHBIX OTMEYAETCS YBEIMYECHHE YHCIa
METaKapuoOLMUTOB C NpeodIagaHueM MOJIOABIX (pOpPM, HO B OTIMYMU OT HOPMBI BOKPYT
HUX peaKo BUAHBI Tp.

IT'ETEPOMMMYHHBIE TPOMBOLIUTONNEHNHN
[Ipu Hux  aHTUTENa  BBHIPAOATHIBAIOTCS  MPOTUB  UYYXKOrO  AHTHUIEHA,
(UKCUPOBAaHHOTO HAa TMOBEPXHOCTU Tp., HampuMmep JieKapcTBa WU BUPYCA, a TAKKe
UMEET MECTO HW3MEHEHHE AHTUT€HHOW CTpyKTypel Tp, Hampumep MOJA BIHSHUEM
BUPYCHOT'O BO3JCHCTBUEM.

N30UMMYHHBIE TPOMBOLIUTOIIEHUUA
MoxeT HaOIIOMAThCS Yy HOBOPOXKIECHHOT'O B CBS3W C HECOBMECTUMOCTBIO 10
TPOMOOLIUTAPHBIM AHTHUTCHAM MEXJIy MaTephl0o U PEOCHKOM, W B OTJIHMYHH OT
FEMOJIMTUYECKON aHEMHUM MOKET Pa3BUTHCS KaK IIOCIE MEPBOM, TaK W MOCJIE BTOPOM
OepeMEHHOCTH.



TPOMBOLUTOIIATUN

OTOT TEpPMUH WCHONB3YETCS i1 00IIero Oo0O3HAYEHHs BCEX HAPYILIECHHM
reMocta3, OOYyCIIOBJIEHHBIX Kau€CTBEHHOM HEIMOJHOLUEHHOCThIO WU JUC)YHKIMEH
KPOBSIHBIX IIJIACTUHOK.

TpomOouuTONATUN MOAPA3EIAIOTCS HA:

1. HacnenctBeHHBIE.

2. IIpeoOpeTeHHbIE (CUMIITOMATUYECKHUE).

HACJEACTBEHHBIE 1 BPOXIEHHBIE ®OPMbI

A.OCHOBHBIE NATOI'EHETUYECKUE I'PVYIIIIbI

1. CsizanHble ¢ MeMOpaHHBIMH aHOMAIUSIMU (BCE BAapUAHTBI TPOMOOCTEHUH
I'manivmana, scceHIManbpHas aTpoMOus U T.1.).

2. BHyTpuKII€TOUHbIE aHOMAJIUU:

a) 00JIE3HN HEJOCTATOYHOTI'O IyJjia XPAHEHHUS:

- neunut rmIoTHeIX (6e30enkoBbiX) rpanyn (TAP-cunapom u np.)

- neunut anbda-rpanyn (OeNKOBBIX) - CHHAPOM CepbIX Tp.

0) HapylIeHUe PEaKIUy BEICBOOOKICHUS TPAHYJ U UX KOMIIOHEHTOB:

- Te(hUIUT HUKIOOKCUTEHA3HI,

- 1eUIUT TPOMOOKCAH-CUHTETA3bI;

- IpyTye naToreHeTuyeckue GopMal.

3. CmemanHble TpoMOoLUTapHble HapyuieHus (aHomanus Buckorra-Ongpuu u

ap.).

4. JluchyHKIMM TUTa3MEHHOTO TeHe3a: - naepumut W aHoMaiuu Qakropa
Bunne6panna,

- auOpUHOTreHEMMUS,

- Ipyrye IJ1a3MEHHbIE HapYIICHUSI.

5. Hapymienust B3auMoIeHCTBUS ¢ KOJIJIAT€HOM U CyO3HIOTEITHEM

a) TUTa3MEHHOTO TeHe3a - 0osie3Hb BuuieOpanna,

0) aHomManuM KoJulareHa - 0oJe3Hb Jnepca-JlaHino U aApyrue Me3eHXMMAallbHbIE
JUCIIIA3HH.

b.®OYHKIIMOHAJIbHO-MOP®OJIOT' MYECKHUE ®OPMBI:

1. ®opMbl C NPEUMYIIECTBEHHBIM HAPYIICHUEM arperaimoHHON ()YHKIIMU
(mu3arperartiusi) ¢ COXpaHEHHUEM PEAKIIMHA BBICBOOOKICHUS :

a) C pa3BEpHYTHIM HapYIICHUEM arperalliOHHON PyHKIUH

0) maprieanbHbBIC Je3arperaliiOHHbIE TPOMOOIIUTOTIATHH

2. ®opMbl C HapyUIEHUEM PEAKIUH BBICBOOOXKIECHHUS U OTCYTCTBHEM BTOPOI
BOJTHBI arperaiyy - aCUPUHONOT00HBIA CHHIPOM H T.]I.

3. bone3num HemocTaToOuHOro myja XpaHeHUd (OePUIUT TpaHyd U UX
KOMIIOHEHTOB) C OTCYTCTBHEM BTOPOU BOJIHBI arperaiuu:

a) ¢ HEJOCTATKOM ILJIOTHBIX Tejell 1 Thun 1 ux KoMnoHeHToB - AJ[D, cepoToHuHa,
aJpeHanHa;



0) ¢ HEIOCTAaTKOM IUIOTHBIX Tejen 2 Tuna (anbda-rpaHyi) U UX KOMIOHEHTOB -
dakTopa 4 u ero Hocurens, 6eTa-TpoMOOrI00yIMHA, POCTOBOTO PaKkTopa

4. ®opmbl ¢ NPEeUMYIIECTBEHHBIM HapylI€HUEM aire3uu Tp. K KoJJlareHy u
cTekiy (0e3 3aKOHOMEPHOTO HapylIeHHs (U3NOJIOTHYECKUX BUOB arperaium.

5. ®opmbl ¢ JaepUIUTOM U CHUXXKEHUEM JoCcTynmHocTh (aktopa 3 (6e3
CYLIECTBEHHOI'0 HAapYyILIEHUs aAre3uBHO-()YHKIIMOHATIBLHON (QYyHKIIUN).

6. Cnoxsble aHoManmuu © JuchyHkiuu Tp., coueTaromUXcs C JAPYTUMH
TreHEeTUYECKUMU J1ePEKTaMU.

7. HenoctatouHo uaeHTU(ULIUPOBAHHBIE (POPMBI.

I[MPEOBPETEHHBIE TPOMBOLIUTOITATUA

1. IIpu remo6nacTo3ax

- Ie3arperaioHHbIe TUIIepereHepaTOPHBIE;

- (popmBbI mOTpeOIEHNUS;

- CMEILIaHHbIE.

. [Ipu B12-nedunutHoit aneMun.

. IIpu ypemun.

. [Ipu IBC-cunapome u aktuBaiuu ¢pudpodiacrosa.
. [Ipu uppo3ax, onmyxoiasx v napa3uTapHbIX 3a00JI€BaHUSAX TICUCHH.
. [Ipu Makpo- u nmapanpoTeHHEMHSX.

. [Ipu C-aBuTamMnHoO3ax.

. [Ipu ropMOHaNbHBIX HAPYIICHUSX.

9. JlekapcTBEHHBIE 1 TOKCUTE€HHBIE. b

10. IIpu nyueBoit 60Ie3HH.

11. Ilpu MaccuBHBIX TeMOTpaHCHY3UIX, UHPY3UAX PEOTIOIUTITIOKIHA.

12. Bonbmux TpoMO03aX ¥ TUTAHTCKUX aHTHOMaX.

OdyeHp 4acTo TPOMOOIUTOMATHSI COUYETAETCS C TPOMOOLUTONEHUEH U TPYIHO
pEelNTh, YTO B ITHX CiIy4asx sBiseTcss BeaymuMm. [lpu pemieHun 3TOro Bompoca
PUHSITO PYKOBOJICTBOBATHCS CIIECTYIOIIMMU MOJIOKEHUSIMHU:

1) x marusM OTHOCAT Te (OPMBI, MPU KOTOPHIX BBISBISIOTCA CTAOUIIBbHBIC
dbyHKIIMOHANIBHBIE, MoOpdomornyeckue u OuoXxuMHuueckue HapymeHus Tp., He
rcYe3arouue Mpyu HOPMOJIU3alUK KOJIMUYECTBEHHBIX OKa3aTeei.

2) pans  [maTMM  XapaKTepHO  HECOOTBETCTBHE MEXKAY  BBIPAKEHHOCTHIO
reMOpPpParnyecKoro CUHAPOMA U CTENEHBIO TPOMOOIIUTONIEHHUH.

3) reHeTHdecku OOYCJIOBICHHbIE (OPMBI TATOJOTMM B  TOJABISAIOIIEM
OOJBIIMHCTBE CIIy4aeB OTHOCITCA K MaTHSIM, OCOOCHHO €CIIM OHHM COYETAIOTCS C
JIPYTHEMH HACIICJICTBEHHBIMU Je(EKTaMH.

4) ecnu KadyeCTBEHHBIA Tp. HEMOCTOSHEH W OCIA0MBAETCS WIJIM MCYE3AET MOCTe
JUKBUJALUWUHA TPOMOOIIMTONIEHUH, TAKYIO TATHIO CJIETYET CYUTATh BTOPUYHOM.

5) Bce nuchynkuuu Tp., BBISBIAIONIMECS NPU UMMYHHBIX TPOMOOLIMTOIECHUSX,
paccMaTpUBalOTCS KaK BTOPUYHBIE HAPYIICHUS.

0N DNk~ W



TPOMBOCTEHUSA I''TAIIMAHA

OcHoBormonararomiass pojib B IPOUCXOXKIECHUU TPOMOOIUTOCTEHUU [ manmMana
UIpaeT OTCYTCTBHE B MeMOpaHe TPOMOOILIMTOB KOMIUIEKCA INIMKOMPOTEMHOB 110 u
111a, HeOOXOAMMBIX JJIsl B3aUMOJIEUCTBUS 3TUX KJIETOK CO CTUMYJSATOPAMH arperanuu
1 (pubdporeHoMm.

IHNPUOBPETEHHBIE (CUMIITOMOTHYECKHE)
TPOMBOLUTOIIATUN

BonbmmHcTBO npuoOpeTeHHBIX (opM martojgoruu Tp. OTIMYAETCS CIOXKHOCTHIO
reHe3a U BCJEACTBHE OTOro OOJBIIOW HEJOCTATOYHOCTHIO  (PYHKIIMOHAIBHBIX
HapymeHuil. [lotoMmy npu ogHUX U TeX ke 3a00JIEBaHUSAX U JaXKe Y OJHUX U TEX XKe
OONBHBIX B pa3Hble TNEpHOJbl OO0JIE3HM YacTo HAOMIOAAETCS  MO3au4HOCTH
7a00paTOPHBIX  MPU3HAKOB  HEOJHOTHUIIHBIE CABUTH  aJIF€3MBHO-arperaliMoOHHBIX,
KOAryJIAIIMOHHBIX WU PETHKYJSIPHBIX CBOMCTB KpPOBSIHHBIX IUIACTUHOK. VckimtoueHue
COCTaBIIAIOT JIMILIb HEKOTOPBIE MPUMHUTHUBHBIE JEKAPCTBEHHBIE M TOKCHYECKUE (POPMBI,
KOTOpBIE, TTOJIOOHO HACJIEICTBEHHBIM aHOMANUSIM Tp., UMEIOT YETKYI0 U CTAOMIIbHYIO
(GYHKIIMOHAIBHYIO MApPKUPOBKY.

Tax npu B12-pedunutHoil aHEeMUU OTMeYaeTcsl HE TOJILKO THUIIOT€HEepaTHBHAs
TPOMOOIIMTOIIEHUS, HO ¥ KAU€CTBEHHbIE U3MEHEHUs Tp., a UMEHHO, HapyllIeHHEe BTOPOH
(a3bl arperanuu (Ipu Bo3aeHCTBUU KojutareHoMm, A/l u agpeHaanHoM).

HACJIEACTBEHHBIE HAPYIIEHUSA KOAT'YJIAIIMOHHOI'O
I'EMOCTA3A

B o1y rpynmy BKIIOYalOT BCE TEHETUYECKU OOYCIOBICHHBIE HApYIICHUS B
CUCTEME CBEpTHIBAaHUS KPOBH, CBA3aHHBIE C JEeDUIUTOM WIM MOJICKYISIPHBIMU
AHOMAJIUSAMHM TUIa3MEHHBIX (DAKTOPOB CBEPTHIBAHUSA M YYACTBYIOUIUX B 3TOM IIpollecce
KOMITOHEHTOB KaJUTUKPEUH-KUHUHOBOM CHCTEMBI.

CpaBHUTEILHO HEIAaBHO 3a0o0iIeBaHMS, CBS3aHHBIE C Jeduiurom (akTopoB
CBEpThIBaHUsI, 0003HAYAINCH KAK FEMOPPAruueCcKUe IUaTe3bl KOAryIsiuOHHOIO reHe3a.
OnHako 3TO 0Ka3ajoCh HEMPaBEJIbHBIM, MOCKOIbKY 3HAUUTEIbHAS YacTh HAPYIICHHUI
CBEPTHIBAEMOCTH KPOBH MPOTEKAET 03 TeMOpPparndecKuxX SIBICHUHA €1Ba 3aMETHOU
KPOBOTOYHUBOCTBIO.

['pynnupoBka MaHHOUM TpyMIbI 3a00J€BaHUN elie 0oJee OCIOKHSACTCS TeM, UTO
PSZl HACJIEACTBEHHBIX KOATYJSIMOHHBIX JEPEKTOB MPOTEKAET C HAKIOHHOCTHIO HE K
KPOBOTEUCHHUSAM, a TpoMOO3aM, MPHYEM B WX UYHUCIO BXOAST HE TOJBKO JEPUITUT
OCHOBHBIX (DPU3UOJTOTMUECKUX aHTUKOATYJISIHTOB, YTO BIOJIHE MPUBBIYHO U €CTECTBEHHO,
HO U psAn ¢opM AeduUIMTa MPOKOATYISIHTOB, BCICACTBUE YETO MPU HUX HAKIIOHHOCTH K
TpoMOO03aM COYeTaeTCsl HE C MOBBIIMICHHEM, & CO CHIDKCHHEM CBEPTHIBAEMOCTH KPOBH.
Hanpuwmep, nucpubprHorenemMun.



C KIMHHYECKOM TOYKM 3pEHHsI HACIEJACTBEHHBIE KOAryJALMH  MOXHO
MOJPA3JIEIATh H:

1) yacTo BcTpeyarouecs (JOMUHUPYIOIIUE);

2) penkue dhopmel (ux noas 2-3%), 3) kpaitne peakue. Tak, cpenu KoaryJonaTui,
MIPOTEKAIOIINX C OHUKEHUEM CBEPTHIBAHHEM KPOBH, OKOJIO 96% MpUXOAHUTCS HA TpU
3abomneBanus - remodunuto A (68-78%), 6one3ns Bumiedpanna (9-18%) u remodunuto
B (6-13%).

AHanornyHasi KapTUHa BBISIBISIETCS MIPU aHAJIU3€ YaCTOTHI IeUIITa TEPBUUYHBIX
(U3HOTOTMYECKUX AHTUKOAryJIssHTOB - Oonee 90% mpuxoautTcs Ha JgedULIUT
aHTUTpOMOUH 111.

I'EMO®UJINA. 1o Hanbosiee 4acTo BCTPEUAIOLIUNCS HACIEACTBEHHBIH reMop
parM4yecKuii auare3 KOaryJIIIMOHHOTO TIe€He3a MPUHAUICKUT K TpyIIe

3a0oNeBaHUi, OOYCIOBJICHHBIX JEPUIUTOM WIA MOJEKYISIPHBIMA aHOMAJUSMHU
¢dakropa YIII.

KOMITIOHEHTBI ®AKTOPA YIII IlpokoarynsutHas yacts YIII: K - o6namaer
aHTUTEMO(UIILHON aKTUBHOCTHIO B3aUMOJIEUCTBYET C hakTopoM IX, craboaHTUTEH.

Anturensnslidi Mapkep YIII: K - YIHI:KAr - B3aumoneicTByeT ¢ MMMYHHBIMU
unruouropamu axropa YIII: K

®akrop Bmmmunbepra YIII: @B - KouTpomupyer BpeMs KpOBOTCUECHHUS,
y4acTBYeT B aJAre3ud TPOMOOIIMTOB W B HUX PUCTOMUIIMH-arperamuu, BIUsSET Ha
akTuBHOCTH (hakTopa YIII:K B MmynpTHMEpax.

Anturenneli Oenok, cBg3aHHbIE ¢ YIII:®B YIII:PAr - ocHOBHO# aHTUreH
KOMIUIEKCa, TECHO CBA3aHHBIM c (QakTopom BuinunGepra u BMecTe ¢ HHM
IPOYyLUUPYEMBII B SHAOTEIIHE.

I'emodunus A - reMoppard4ecKkdii auare3, OOYCIOBIICHHBIM HACIIEICTBEHHBIM
NeUITMTOM WM HACIEICTBCHHOW MOJIEKYJISIPHOW aHOMaJIMeH MPOKOAryIsSHTHOW 4acTu
daktopa YIII.

Jlokanesyromuecs: B X-XpoMOcoMe IreH reMO(GUIINN PEIIECCUBEH, B CBS3H C YEM
KEHIIMHBI-KOHIYKTOPBl 3TOr0 3a00JIeBaHUsA, HMEIOIINE BTOPYID HOpPMalbHYyIO X-
XpOMOCOMY, KaK MPaBUJIO HE CTPAZAIOT KPOBOTOYHOCTHIO, HO aKTUBHOCTH (akTop YIII
y HUX CHUXKEHA B CpPEIHEM B 2 pa3a M0 CpaBHEHUIO ¢ HoOpMoW. HopMmanbHbIN ypOBEHb
dakropa YIII Bapeupyer B mpemenax 60-250%, cregoBaTeNbHO Y IKEHIIMH-
KOHJIYKTOpOB ypoBeHb (aktopa YIII moxker konmebGatbes B mpenenax 30-125%. B
JNEUCTBUTEIIBHOCTH Y HEKOTOPBIX >KEHIIWH BBISBISAETCS €lle 0oJiee HU3KUM YpPOBEHBb
aktuBHocTH (aktop YIII (mo 11-20%), u B 3TUX caydasx MOXKET HaOII0IaThCs
KPOBOTOYMBOCTH MPH TPaBMax. oepauusax U BO BpEMs POJIOB.
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KITACCUDUKALINA

I'emoduins MoxxeT ObITh cBsizaHa ¢ mope3oM cunresza (aktopa YIII: K, u B aTux
CllydasiXx AaHTUTeH JTOT0 KOMIIOHEHTa HE OMpeAensercs JM00 HWMeeTCs TOIHOe
COOTBETCTBHE MEKy YPOBHEM aHTUTECHA U aKTHBHOCTHIO 3TOTO (hakTtopa. Takas popma
remoguiun oOo3HayaeTcss kak A-. B gpyrux cmywasx antureH ¢axtopa YII:K
HAMHOTO TMPEBBIIIAET €ro aKTUBHOCTh, YTO TOBOPUT O HAIWYUH B LUPKYIALUU
aHOMAJIbHOTO aHTHUreMounbHoro rinodymuna (remopunus A+). Ilpuuem, 90-92%
OOJBHBIX TeMO(MIINEN CTPaJatOT aHTUT€HHETATUBHBIM €€ BapuaHToOM A- 1 b 8-12%
- aHTUTEHIIO3UTHUBHBIM A.

TspkecTh TeMOpparnueckux nposiBiaeHui npu remopuinuun A CTporo cBs3aHa co
crenieHpto aedummra daktop YIII B miasme, ypoBeHb KOTOPOTO B OTAEIBHBIX
reMO(QUIMYECKUX CEeMbsIX T€HETHUECKH CTPOTrO 3amporpaMMmupoBaH. Tak, Hampumep, B
CeMbsIX C TsKenmol Qopmoil remodunuu ypoBeHb AePHUIMTHOTO (akTopa y BCeX
00JBHBIX HUXKE 2%, TOT/Ia KaK B CEMbSX C JIETKOM (hOpMON OOJIE3HH OH COCTABIISET S-
8%.

Yerkast CBSA3b YacThl U THKECTH T€MOpPpArvii OT YPOBHS B IUia3Me Je(HUIUTHOT
dakropa CBEPTHIBAHHUSI HapyIIaeTcs JHIITH OCTTPaBMAaTUYECKUMHU u
TIOCJICOTNIEPAIIMOHHBIMUA KPOBOTCUCHHUSIMHU, KOTOPBIC OBIBAIOT OYCHHh OOMITBHBIMU U JJAKE
CMEpTENhHBIMU HE TOJIBKO TIPU TSDKENOH, HO W mpH Jerkux (opmax Oonesnm. [lpu
ypoBHe ¢akTopa YIII:K 60-200% ypoBeHb 3(hPEKTUBHOCTH TE€MOCTa3a HOPMAJIbHBIM,
20-50% - umeeTcst TeHIAEHIIMS K KPOBOTEUEHUSIM MPH KPYIHBIX TpaBMax, mpu 5-20% -
YMEHBIICHHE TeMapTpO3bl U CIIOHTAHHBIE KPOBOWBIMUSHUS, CUIBHBIE KPOBOTCUCHHS
nocjie HeOOJBIIUX TOBPEXIEHUH U omepanusx, npu 0-2% - Tsxenas remoduius,
reMapTpo3bl, ITyOOKHE TeMaTOMBbI, KPOBOIIOATEKH.

Ha ocHoBaHuM »TUX [JaHHBIX B KJIMHUYECKOW TMpakTUKEe TreMopuiInu
MOJIpa3ESIOT Ha CIEAYIOUTUE TPYIIIIBI:

1) ¢ ypoBaeM daktop YIII ot 0 10 1% - kpaiine TspKenas popma;

2) ¢ ypoBHeM PakTop ot 1 10 2% - Tsxkenas gopma; 3) ¢ ypoBHeM (hakTopa OT 2
10 5% - dopma cpenHeil TsKec

TH; 4) ¢ ypoBHeM (akTopa BhIiie 5% - jerkas opma, HO C BO3

MO>KHOCTBIO BO3HUKHOBEHUS TSDKEJBIX U J1a’K€ CMEPTENIbHBIX KPOBOTEUEHUN MpHU
TpaBMax U XUPYPrUYECKUX BMEIIATENIbCTBAX.

[Ipu remodunuum oTMeyaeTcs OTJIMYHAS BO3PACTHAs HBOJIOLMA Pa3HBIX
CUMIITOMOB 0OJe3HH. Y OOJBIIMHCTBA OONBHBIX TeMOGUIUEHd MpU POXKICHUH U B
NEPBBIN T0J1 )KU3HU CYIIECTBEHHBIX T€éMOpparuyeckux MposiBICHUN HET, B CBSI3U C YEM
3a00JIeBaHUE YaCTO PACIIO3HAETCS JIUIIh Ha 2-3 TOMY JKU3HH.

BOJIE3Hb BUJIVIEBPAHIA

B Hacrosiee BpeMsi YCTaHOBJIEHO, 4TO Ooisie3Hb BumneOpanaa - He OJHO
3a0oneBaHne, a Tpymnmna POJCTBEHHBIX MO TMATOTEHE3Y TeMOPPAaruyecKUX IHUaTe30B,
00yCJIOBJIEHHBIX JINOO HAPYIIEHWEM CUHTE3a, JTMOO KAaYECTBEHHBIMU aHOMAIUSIMH WU
HEMPaBWIbHBIMU PACTPE/ICICHUEM ayTOCOMHBIX KOMIIOHEHTOB (akropa YIII:®B wu
CBSI3aHHOTO ¢ HUM aHTureHa - YIII:PAr.
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[Ipu Oone3snun BumneOpanga mnepBoro Tuna (kjmaccuueckas Qopma) pe3Ko
HapyluleH CHHTe3 3TOro (Qakrtopa U CBSI3aHHOIO C HHMM aHTUT€HA B DHHAOTEIUE
COCYAMCTON CTEHKH, CHUKEHO CO/iepaHue Bcex KoMoHeHToB (akTopa YIII B mmazme
U TPOMOOLIUTAX.

Bmecre ¢ TeM Hacrosimiee BpeMs BBISIBIEHO OOJIBIIOE YHCIO JAPYTHX
pazHoBUAHOCTEHN Oosie3nn Bumnebpanma. OO1ieil 3aKOHOMEPHOCTBIO SIBJISIETCS TO, YTO
(yHKIMOHAJIbHAST AaKTUBHOCTh (akrtopa BuineOpanna 3aBUCUT OT MOJIMMEPHOU
cTpykTypbl Komruiekca (akrtopa YIII. HawmGomnee BbicOka 3Ta aKTUBHOCTH IMIpHU
TPUILJIETHOM W KBaJIpaTHOM CTPOEHHUM JAHHOTO HAJIMOJICKYJISIpHOro KoMmruiekca. Ilo
Mepe Ke YMEHBIICHHs WIH, HA000pOT, YpE3MEPHOTO YBEIMUYCHHS Pa3MepPOB KOMILIEKCa
akTUBHOCTh (akTtopa BumneOpanaa cuHuxaetcs. [Ipu 3ToM mo pa3sHOMy Hapyiaercs
B3aumojeiictBue (akrtopa Buinebpannga ¢ Tp. W pPUCTOMHMIIMHOM, a TaKXe
B3auMoeucTeue Tp. ¢ COCYIMCTON CTEHKOM, 4YTO CO3JaeT IIPU BCEX BapUaHTax d3TOM
MaTOJIOTUU BEChbMa TECTPYI0 KapTUHY TEeMOCTaTHYECKUM U  (PYHKIMOHAIBHBIX
HapYILICHUMN.

NmeroTcs naHHbIE, YTO MPUYMHOW ITOTO HAPYIIECHUS YacTO SBISETCA AC(EKT B
yII€BOJAHOW dYacTH MoJieKkyinbl (akTtopa Bunebpanma, o 4YeM TOBOPUT HEPEIKO
BBISIBJIIEMOE Y OOJIbHBIX CHIDKCHHUE COJICP)KaHUs rajJakTo3bl B Komiuiekce dakropa YIII.
Hapymenue nomuMepusaiuu MOXeT ObITh CBSI3aHO C MOCTTPAHCIAIMOHHBIM Je(peKToM
BCJEACTBUE JedUIMTa TOJMMEpasbl WIH TIIIOKO3UJI-TpaHc(epasbl, ¢ HapyLICHHEM
aMHHOKUCJIOTHOM mocyieqoBaTesibHOCTH B Mosiekyax YIII: @B unu YIII:PAr.

Tun 11 Gone3Hu XapakTepu3yroTcsl HApYIIEHUEM T'eéMOCTa3a BCIIEICTBUE PE3KOTO
CHW)KEHHSI 00pa30BaHus U COJEpkKaHUS B KPOBU (HYHKIIMOHAIBLHO HauOOJiee aKTUBHBIX
oonpmux MynbTUMEpoB (daktopa YIII:®B; nmpuobpeTaror Mayible KOMIUIEKCHI 3TOTO
dakTopa ¢ OYeHb HHU3KON reMOCTaTHYECKOW aKTUBHOCTHIO. [Ipu 3TOM pasznuyaror nBa
BapuaHTa 6osie3nu Bumiebpanna Il Tuna.

IIpu nonrume IIA wumeercss mape3 oOpa3oBaHUs OOJBIIUX MYJIHTUMEPOB M
HEOOJBIIOe UX COEepKAHUE KaK B TUIa3Me, TaK M HA TIOBEPXHOCTH U B rpaHynax Ip., B
CBS3M C YEM OYEHb PE3KO ociabieHbl Bce (YHKIMOHAIBHBIE CBOMCTBAa KOMILIEKCA
daktopa YIII (;iump aktuBHOCTH YIII:K He Bcerna cHmkeHa).

[Tontun IIB xapakTepuszyeTcss pe3KO CHUKEHHBIM COAECPKAHUEM KPYIIHBIX
MOJIEKYJ TOJBKO B IJIa3Me, TOrAa Kak B Tp. M HA UX MOBEPXHOCTH TaAKUE MYJIbTUMEPHI
O0OHapy>KHUBAIOTCS B HOPMAJIBHOM WJIM Ja)K€ MOBBIIIEHHOM KOJUYECTBE, B CBS3H C UYEM
pUCTOMHIIMH-arperanus Tp. mpu 3Toi ¢opme O0JIE3HU HE CHIDKEHA, a MOBbIIeHa. B
OCHOBE 3TOW TMATOJIOTHH JISKUT aHOMAJbHOCTh KPYMHBIX MYIBTHMEPOB (PaKTOpOB
YIII:®B, B pe3ynbraTe KOTOPOH OHHM OMPEAEISIOT OOJBIIIOE CPOJCTBO K perenTopam
Tp. (rukonporeuny IB).

CymecTBylOT M MaJOM3y4Y€HHbIE M PEAKO BCTpeyaromuecss OOJie3HU
Bune6panga I u IV tumos.

D10 pasHooOpasme Ooisie3Hn BuiuieOpaHma ompenensercs, ¢ OJHON CTOPOHHI,
CIOKHOCTBIO ~ HAJIMOJEKYJSIpHOW  cTpykKTypbl komiuiekca YIII  daktopa wu
M3MEHBYMBOCTBHIO B3aMMOJECHCTBUS BXOMASIINUX B €r0 COCTAB Pa3HbIX aKTUBHOCTEH, a C
npyroit - ydactueM cyOenunui] (akropa YIII Bo Bcex 3BEHbSIX CHUCTEMbl reMoOCTasa
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(cocyaucToM, TPOMOOLIUTAPHOM U KOATYJIAIIMOHHOM) U HEOJHOPOAHOCTHIO HApyIIEHUM
B KQ)XJIOM U3 3TUX 3BEHbHEB.

Tem He MeHee KIIOYEBBIMM B TMaTOr€HE3€¢ STUX 3a00JIEBaHUM SBISIOTCS
CJIEYIOLUE TTapaMeTpBbl:

1) Hapymienue cuHTe3a KOMIoHeHTOB gaktopa YIII mnu ero BeICBOOOXKACHUS U3
COCYIUCTOTO HJAOTENNS,

2) HapyllleHHe MYJIbTUMEPHOM CTPYKTYphI (pakTopa Bunnedbpanna,

3) napymenue B3aumoaeicTeus (akropa Bumnedpanna ¢ Tp. u pacnpeznenenue
ero Mexnay miasmoun u Tp.

4) CuemIeHHOCTh HApYyIIEHUH pa3HBIX T'€MOCTATUYECKUX (PYHKUHMH, TOT/AA Kak
npu remMo@uiIMM A HapylaeTrcs JUIIb HM30JUPOBAHHO KOAryJsUUOHHAS (QYyHKLIUS
¢dakropa YIII,

5) Hepenkoe coyeTaHWE C NATOJIOTHMEH  MHUKPOCOCYIOB U JIPYrUMH
JTUCME3EHXUMaMH,

6) ayTocoMHO€ HacienoBaHUE 00Jie3HH. B reHeTMueckoM OTHOLIEHUH OO0JIe3Hb
Bunnebpanaa taxoke He

onHoponHa. Hapsny ¢ Hambonee  4yacTbIM — ayTOCOMHO-IOMHUHAHTHBIM
HacJIeJJOBAHUEM ONMCHIBAIOT U AYTOCOMHO-PELECCUBHBIE (DOPMBI, MPOTEKAIOUINE Y
reTepO3UroT CKPHITO UM OECCUMITOMHO, @ Y TOMO3HUTOT - OYEHB TSKEJIO.

I'EMO®UJIMS B

I'emodunus B - HacnencTBeHHBIM reMopparudyeckuil amuare3, 00yCJIOBICHHBIN
neduuuToM akTUBHOCTH (pakTopa IX (ma3MeHHOro KOMIIOHEHTa TPOMOOIUIaCTHHA).
Kak u remoduiua A, Gosie3Hb HacieAyeTcs MO PELECCUBHOMY, CIETUIEGHHOMY € X-
XpPOMOCOMHOMY THITYy, HO CTPYKTYpHBIN TeH ¢akTopa IX pacmnonoxeH B ApyroM KOHIIE
ATOM XPOMOCOMBI U HUKAK ¢ reHoM (akTopa IX He cBa3aH. MyTupyet 3ToT reH B 7-10
pa3 pexe, yeM reH ¢akropa YIII.

INPUOBPETEHHBIE TEMOPPAI'MYECKHUE JUATE3bI

Cpenu npuoOpeTeHHBIX KOaryJIonaTHil mpeo01aialoT BTOPUIHbBIE

¢dbopMbI, O0OYCIOBIECHHBIE KOMIUIEKCHBIMH HApYIICHUSIMA B CBEPTHIBAIOIICH
CHUCTEME KpPOBH W, KaK MpaBUJIO, 00JIE€ CIOKHBIM MAaTOT€HE30M, YeM HaCJIe/ICTBCHHBIC
reMopparudueckue nuaressl. M3ommupoBanHbie GopMbl JedUlIUTa OTACIBHBIX (GAaKTOPOB
CBEPTHIBAHMS BCTPEUAIOTCA JIMINb B Cly4dae CHEIU(PUISCKON MMMYHHOW HHTHOUIIUU
(GaKkTOpOB CBEpPTHIBAHWS BCTPEYAIOTCS MPH TMPEOOPETEHHBIX KOATyJIOMaTHs PEIKo.
HckmroueHne COCTaBISIOT JIMIIb CIydad CHEU(PUISCKOH WMMYHHOW WHTHOHUIIHH
(GakTOpoB CBEpPTHIBAHHWS aAHTUTENAMH, a TakkKe W30MpaTeNTbHONM WX CcopOIuu
MaTOJIOTUYECKUMU NIMKONPOTEMHAMHU (Hampumep, copomus pakropa aMUIOUIOM).

[IpuBenem mnepedyeHb OCHOBHBIX KIMHUYECKUX CHUTyalMil, OpPU KOTOPBIX
HaOmoaeTcsi  OOJIBIIMHCTBO — BCTPEUAIOIIMXCS B KJIMHUKE  MPEOOPETEHHBIX
KOAryJionaTui.
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1. B IIEPUOA HOBOPOXIAEHHOCTMU:

a) neuuut ButamuHd K-3aBucumsbIX (hakTopoB,

6) ABC-cunnpom,

B) UMMYHHbIE TPOMOOIIUTOTIEHHUH,

I') HacJeACTBEHHbIE HapyIlIEHHE FreMOCTa3a,

1) IMMYHHbIE HHTUOUTOPBI (PaKTOPOB CBEPTHIBAHMS (I1aCCaXK OT MATEPH).

2. UH®EKIIMOHHBIE 3ABOJIEBAHUSA (Bkitouas BHpPYChl) U BCE BUIBI
cerncuca:

a) JIBC-cunapowm,

0) crieunuyuecKuil BaCKyJIuT,

B) BTOpUYHAsi UMMYHHasi TPOMOOIIUTOTICHHUSI.

3. BCE BHJbI HIOKA, TAXEJIBIE TPABMbBI, TEPMUWHAIJIbHBIE
COCTOSHUMA - ABC-CUHAPOM.

4. OBTYPALHMOHHASA KEJITY XA:

a) neunut Butamud K-3aBucUMBIX (hakTOpOB,

0) HapylIeHue CUHTE3a IPYruX (PaKTopos,

B) ABC-cunapom.

5. TAXEJIBIE DHTEPOITIATUUM (ocobenno y neret mpo 3 ner): AedUIHUT
ButamuH K-3aBucumseix pakropos, JIBC-cunapom.

6. BABOJIEBAHIMA ITEYEHMN.

7. OCTPbII BHYTPUCOCY AUCTBIN TEMOJIUS.

8. XUMMNYECKHUE OXXOI'M IIMIIEBOJA U XEJIY KA.

9. OCTPAA IIEHEHOYHAA HEIOCTATOYHOCTD.

10. BOJIE3Hb ITOYEK.

11. CUCTEMHBIN AMUJIOUJIO3.

12. TEMOBJIACTO3BI.

13. KOJIJTAI'EHO3EL.

14. 3JIOKAYECTBEHHBIE HOBOOBPA3OBAHUAI. u T.x1.

HecmoTrpss Ha  MHOXeCTBO  3a00JjieBaHUM, TNPHUBOMSIIMX K  Pa3BUTHIO
MpPEOOpPETeHHBIX  KOAryjlolaThid, MOXKHO  BBIICTUTH  CIEIYIONINE  OCHOBHBIE
MaTOr€HETUYECKHE BAPUAHTHI:

1. IBC-cunapom.

2. Kommnekchueiil neduiut K-ButamunzaBucumbix paxropos (XILX,IT u IX):
0e3 BO3/IeHCTBUS aHTUKOATYJISTHTOB, IO BIMSHUEM aHTHUKOATYISTHTOB HEMPSIMOTO
JNEUCTBUS.

3. WuarubOupoBaHue OTACHBHBIX (PAKTOPOB CBEPTHIBAHUSA CHEUDUUECCKUMHU
AHTUKOATYJISTHTAMHU.

4. Hapymienus npu napanpoTeHHEMUSX U TUCTIO0yTHHEMUSIX.

5. HM3ommpoBaHHasi TUMEPTHIMAPUHEMHS] U BIUSHUE JNPYTUX AHTHKOATYIISTHTOB
MPSAMOTO JIEVCTBHS.

6. I[Ipu nckyccTBeHHOU akTUBaIMu (GUOpHUHOIN3A U 1e(PUOPUHALIMOHHOM.

7. N3onupoBaHHBIN NpUOOpPETEHHBIN AeUIUT (PAKTOPOB CBEPTHIBAHUS.
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MUKPOTPOMBOBACKYJIUTHI

Paznuuarot cnenyronie GopmMbl MUKPOBACKYJIUTOB:

1. Cnenuduryeckre nHOEKIMOHHBIE.

2. Hecieunduueckue cenTUUECKUeE.

3. BropuuHble (CHMOTOMAaTHUYECKHE) TP CUCTEMHBIX UMMYHHBIX 3a00J1€BaHUsAX.

4. BropuuHble J€KapCTBEHHbIE (POPMBI.

5. ABTOHOMHBIE (DOPMBI, TPOTEKAIOIINE KAK CAMOCTOSITENbHbIE 3a001€eBaHusl, HO
B F€HE3€ KOTOPBIX CYIIECTBEHHYIO POJIb UTPAIOT UH(PEKIUHA U UMMYHHBIE HApYIICHUS.

TPOMBOTHYECKAS TPOMBOIUTOIIEHETHYECKAS ITYPITYPA
(POJIE3Hb MOIIIKOBMUII).

TpomOoTHueckass TpPOMOOIMTONICHETHYECKAasT IypHypa - OJHa |3 (QopM
MHOKECTBEHHOT'O TPOMO0O0Opa30BaHMs, XapaKTePU3YIONIascss MHTEHCUBHOW arperaiyen
Tp. ¥ TUCCEMUHUPOBAHHOW 3aKyIMOPKOH MEJIKUX apTePHd U apTEPHOJ TIACTUHYATBIMH
TpoMOaMHU, BTOPUYHBIM HEUMMYHHBIM T'€MOJIU30M, TPOMOOIMTONICHUEH TOTPEOJICHMS,
UIIEMUYECCKUM TIOpaXECHUEM MO3Ta, MOYEK, IEYCHH, CepIia, U IPYTUX OpPraHoB.

OTHUOJIOI'A  HeusBecTHa. I'mmore3sl 0  BUpycaX, HMMMYHHOH U
dbepMeHTOnaTHUecKo mpupojie 00JIe3HU MOKa MOJHOCTHIO HE MOATBEPKICHBL. OcTpoe
¢bubpunpbHOE Hayajgo OOJE3HM U €€ CKOPOTEYHOCTh 3acTaBiseT JAymaTh 00
MHQPEKIIMOHHON Tpupoae O0Je3HU ¢ MPEUMYIIECTBEHHBIM MOPAXKEHUEM SHIOTENUS U
CPBIBOM COCYJIUCT-TYMOpalibHOM cTabunuzaruu Tp.

[TATOI'EHE3

LlenTpasibHOE MECTO B MATOreHE3e TPOMOOTHUECKOU TPOMOOIIMTONEHETUYECKON
OypIypbl 3aHUMAIOT OEJIKOBbIE CABUTH, BBI3BIBAIOIINE MACCHUBHOE IUIACTUHYATOE
TpomMOoOOpa3zoBanne. B mocienywomuM 3TH  TpOoMOBI  TpaHCHOPMHPYIOTCS B
THAIMHOBBIE TPOMOBI, COCTOSIIIUE B OCHOBHOM M3 KOMIIOHEHTOB LMTOIUIa3Mbl Tp. U
KOMIIOHCHTOB HMX TrpaHyn, a Takke Oeral-C-rmoOynuHa. DT OEIKOBBIE JEMO3HTHI
OOHapy’>XKMBAIOTCSI KaK B MPOCBETE COCYNOB, TaKk M cyO3HmoTenuanbHo. [Ipu sTOM
OTCYTCTBYET CKOJIbKO-HUOY/Ib BHIPQXKEHHAS! BOCTIAJIMTEIbHAS BOCTIAIUTEIIbHAS PEAKIUS
B 30HE TpoMOupoBaHUs. MIMEIOTCS TakKe JMaHHBIC O TOM, 4TO Iutazma OombHBIX TTII
WHTHOMPYET MPOCTarIaHIUMHOBYIO aKTUBHOCTh W YTO B HEH OTCYTCTBYET aKTHBHOCTH,
CTUMYJIUPYIOIIasi OCBOOOKIEHNE TPOCTAIIUKIMHA U3 DHIOTENINS B KPOBb.

BryTpucocyaucToe cBepThIBAHHUE KPOBH, MO JAHHBIM BCEX HCCIEIOBAHUN, HE
y4acTBYET B 3aIycke 0ose3Hu u 'y OonbiuHcTBa 00bHBIX TTII cmabo BeIpakeHa; TaM
IJIe 9TO CBEpThIBAaHWE OOHAPYKHUBAETCS, OHO SBISETCA TEMApPUHOM U JAPYTHMHU
crocobamMu He MpephIBaeT TPOMOOTHIECKOTO TIPOIecca, MPOrpecCUupoBaHus OOJIE3HH U
HE TIPEIYNPEKIACT JICTATbHBIN HCXOI.

I'emomm3 ipu TTII oOyciioBiieH Marpanueld SPUTPOIIUTOB B COCYIUCTOM PYCe
B MecTax TpoM0O00Opa3oBaHusl.

[Tatorene3 ocranbHbix nposiBaeHuil TTII cBA3aH ¢ wumeMu3anuendn OPraHoB
BCJIEZICTBHE MHOKECTBEHHOTO TPOMOO0OOpa30BaHMS B HUX COCY/IOB.
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TEMOPPAT'MTYECKUHA BACKYJIUT

I'emopparnueckuit Backynut (6one3ns llenneiina-I'enoxa) -

OIHO M3 CaMbIX W3BECTHBIX BpayaM M MIUPOKO PaCHpPOCTPAHEHHBIX
reMopparuyeckux 3a00JIeBaHUM, OTHOCSIIMXCA K TUIIEPCEHCUTHUBHBIM BaCKYJIUTOM, B
OCHOBE KOTOPOTO JIEKHUT ACENTHUYECKOTrO BOCHAJICHUS W J€30praHu3alus CTEHOK
MUKpPOCOCYZIOB, MHO>KECTBEHHOE TpOoMO0OOpa3oBaHUE, MOPAXKAIOIIEE KaK COCYIbI
KOXH, TaK ¥ COCYJIbl BHYTPEHHUX OpraHoB. Yaiie BcTpedaronuxcs y aeteit go 14 ner.

OTUOJIOTI'A U ITATOI'EHES.

OTHoNOrus Heu3BeCcTHAa. BO3MOKHA CBSI3b CO CTPENTOKOKKOBOW W BHPYCHOM
unpexnueir. [IpoBonupyromumu  pakropamMu Hapsiay ¢ HWHOEKIUIMHU — CIIyXaT
NPUBUBKU,IUILEBAsT W JIEKAPCTBEHHAs aJIeprus, OXJAXKJIEHUE, CEHCUOMIM3aLUs
SHJOTCHHBIMM OenkamMu u  Metabonutamu. OTmedeHa CBA3b 3a0ojieBaHUs ¢
aJUIEPru4eCcKOr HaclIeICTBEHHOCTBIO.

B Hacrosmee Bpems aoKazaHa NPUHAMICKHOCTh ['B K MMMYHOKOMIUIEKCHBIM
3a00eBaHUM, TIPU  KOTOPBIX  MHUKPOCOCYAbl  TOJBEPraiOTCsi  acENTUUYECKOMY
BOCHAJICHUIO C 0oJiee WM MEHee TIIyOOKOM JecTpyKIueld CTeHOK, TPOMOUPOBAHUEM U
oOpa3zoBaHuEeM HKCTPaBa3aToOB BCJICJICTBHE MTOBPEXKIAIOILETO JNEUCTBUS
HUPKYJIUPYIONIUX HU3KOMOJICKYISIPHBIX MMMYHHBIX KOMILUIEKCOB M aKTMBHPOBAHHBIX
KOMIIOHEHTOB CUCTEMbI KOMIUIEMEHTA.

KomIiekcpl aHTUT€H-aHTUTENO0 B HKBUMOJLSIPHOM HX COCTOSSHUM B IIIa3Me
NPELUIUTUPYIOTCS U AITUMUHUPYIOTCS U3 HUPKYISIUHU darouutamMu. PacTBopuMblie min
UPKYJIUPYIOIINE KOMIUIEKCHl O00pa3yloTcsl MpU 3HAYUTEILHOM KOJIMYECTBEHHOM
npeoOyialaHid aHTUT€HAa HaJ aHTuTeNaMu. VIMEHHO OHUM M aKTUBUPOBAHHBIA WMHU
KOMIUTUMEHT BBI3BIBAIOT BAaCKYJIUT C (PUOPUHOMIHBIM HEKPO30M, MEPUBACKYIISIPHBIM
OTEKOM, 0JIOKaJoOl  MUKPOLMPKYJISIUH, JEHKOUUTApHOW  WHOWIBTpAIUEH,
reMopparusiMiu M JIUCTPOPUUECKUMHU HM3MEHEHHUSIMH BIUIOTH 10 HEKPO30B B oOdYarax
IIOPaXKEHUS.

Hapsny ¢ ykazaHHbIMM OCHOBAaMM IATOT€HETUYECKUMU MEXAHU3MAMU MPU PALE
BapHaHTOB OO0JIE3HH OTMEeUaeTcs Oojiee WIM MEHEee BBIPaKEHHOE y4yacTHe B Ipolecce
KJIETOYHO-OIOCPEOBAHHBIX UMMYHHBIX MEXaHU3MOB. AKTUBUPOBAHHbIE AHTUT€HOM U
MMMYHHBIMH KOMITJIEKCAMH MOHOILIMTHI M JMMQOIMTH CKAIUIMBAIOTCA B YYacTKax
MOPaXEHUsI, OCBOOOXKIAIOT MOHOIUTHI, TKAaHEBOW TPOMOOIUIACTUH, JHUMQOKHHBI,
TU30COMaNIbHbIE (DepPMEHTHI M Opyrue KOMIOHEHTHI, B PE3yJbTaTe Yero YCHIUBACTCS
JIe30praHu3alysi COCyIUCTON CTEHKH U JIOKalbHOE TpoMOOoOpazoBaHue, 00pa3zyroTcs
MIEPUBACKYJISIPHBIE TPAHYJIEMBI.
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[HATOI'EHETUYECKHE ®OPMBbI BOJIE3HU

1. basucnas popma 6onesnu lllenneitna-I'enoxa:

a) 0e3 CyIIeCTBEHHOI0 MOBBILIEHUS! YPOBHSA HIMMYHHBIX KOMIIEKCOB B IIa3Me.

0) cO 3HaYUTENIbHBIM MOBBIILIEHUEM YPOBHSI HMMYHHBIX KOMIUIEKCOB B IIJIa3Me.

Otn  (GopMbl HMMMYHOKOMIUIEKCHBIE TMPOTEKAIOIIME MPEUMYIIECTBEHHO 0e€3
TPOMOOIIMTONEHUH, BBIPAXKEHHOTO T'€MOJIM3a, PEBMATOMAHOIO (PaKTOpa, BBIPAXKEHHOU
JIEMKOKJIACTUYECKOU PEAKIIUU U HEKPO30B.

2. Hexporuueckas ¢opma. To ke camoe + BbIpaKEHHAsl JIEMKOKJIACTHYECKasl
peakuus ¢ HEKpO3aMH B MECTaX KOXKHBIX BBICHIITAHUM.

3. ®opMbI ¢ KpHOTIO0yIuHEMUEH 1 (1) MOHOKJIOHOBOM MapanpoTeMHEMHUEH:

- C XOJIOJIOBOM KpanuBHULIEH U OTEKaMH,

- 63 X0J10/10BOM KpanuBHHUIIBI U 0€3 OTEKOB,

- BTOpUuYHble GopMbl TpU JUMPoMax, JUMPOrpaHyIOMaTo3e, MHEIOMHOM
007e3HU, TUMPOTEHKO3€ U IPYTUX OMYXOJIsX, a TAKXKe MPU CUCTEMHBIX 3a00JIEBaHUSIX.
XapakTepu3yeTcsi NPEeUMYUIECTBEHHO BBICOKMM YPOBHEM HMMMYHOINIOOyiauHa M,
KPUOTJIO0YJIMHAMH B CBIBOPOTKE KPOBH, CHHIpOoMOM PeitHo u ap.

4. CMeniaHHbIe BapUAHTHI.

JAPYI'ME HAPYHIEHUA TEMOCTA3A COCYAUCTOI'O 1
CMEIIAHHOI'O 'EHE3A

Orta rpynna 3a00JIeBaHUM MOApa3ACNIIeTCs Ha:

A.  BpoxaeHHble  (HACIENCTBEHHbIE)  TEeMOpparuyeckue  aHruo- U
reMaToOMe3eHXUMaJIbHbIE JUCTUIa3UU:
1.  CoOoTBETCTBEHHO  TeMOpparuyeckue  aHTHOAUCIUIa3uu  (Hampumep,

TEJICAHTUIKTO3Us i 6one3Hb Penato-Ocrepa).

2. 'emanreoMbl, 0COOEHHO MPOTEKAIOIIUE C TPOMOOIIUTAMU U KOATyJISIIHOHHBIMH
HapylmeHUsIMU (MUKPOAHTHOMATO3bI ¢ TPOMOOITUTOTICHUEH ).

3. ®opMbl C HACJIEACTBEHHOM HEMOJHOIIEHHOCTHIO COCIMHUTEIBHON TKaHH,
gacTo codetaromuecss ¢ auchyskiumer Tp., nedurmurom dakrop Bunnmebpanma wu
JIPYTUMH HapYIICHUSIMU TeMocTasa (cuuapoMm Mapdana).

4. KomOuwHHMpOBaHWE B pa3HBIX COUYETAHUAX AHOMAIHMH, BXOJSAIIME B
MIEPEYUCIICHHBIE BBIIIE TPYIIIBI.

Bce pa3sHooOpa3Hble BHABI MATOJOTHH OOBCAWHSIET OOITHOCTH OCHOBHOM
BPOKJIEHHOM  MATOJOTMU -  HEMOJHOLIEHHOCTh  HEMPaBUJIBHOE  Pa3BUTHUE
COCIMHUTEILHOM TKaHW, B TOM 4HCIEe CyOdHIOTENUs COCYIOB, a TakxKe
HETOJIHOLIEHHOCThIO KpOoBeTBOpeHUs u uMMyHuTera. b. IlpuoOpereHHble cocynucTbie
MypIypHI:

1. Unnonatnueckue.

2. 3acTOMHBIE U OTPOCTATUYECKHUE.

3. Atpodudeckue u TUCTPOPUIECKUE.

4. HeBpOoreHHbIE 1 MEXAaHUYECKUE.

5. IIpoune Gpopmpi.
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B a1ty dopmy BecbMa HEOJHOPOAHYIO U BO MHOIOM MAajO HM3YyYEHHYIO TPYIIY
reMopparuii BKJIIOYAaeTCs BCE T€ MNPUOOpPETEHHbIE (BTOPUYHBIE), MPEUMYILECTBEHHO
KOXHbIE (OPMBI KPOBOTOUMBOCTH, KOTOpBIE CBSA3aHBI C HK30- WJIM SHIAOTEHHBIMU
MOPAKEHUSIMH KPOBEHOCHBIX COCYAOB WJIM MNOJJEPKUBAIOIIEH WX COECIUHUTEITBHOU
TKAaHU M TPOTEKAlOT 03 CYIIECTBEHHBIX OOIMMX HAPYIICHUH TPOMOOIUTAPHOIO
reMocrasa, IpU KOTOPOM CYIIECTBEHHO HapyLIaeTcsl arperaudoHHas (QyHKIUs
IJIACTHHOK.

JIBC-CUHAPOM

TepmuHOM "IBC-cunapom" o0o3HavaeTcs HecnenupuIecKuit
00I11eTTaTOIOTUUECKUN TIPOIIECC, CBA3aHHBIN ¢ MTOCTYIUICHUEM B KPOBOTOK aKTHBATOPOB
CBEpPTHIBAHUSI KPOBU M arperaiuud TpoMOOIIMTOB, O0Opa3oBaHHMEM B HEM TPOMOWHA,
aKTUBAIlUE M HCTOIIEHHWEM IUIa3MEHHBIX (EPMEHTHBIX CHUCTEeM (CBEpTHIBAIOIICH,
KaJUTMKPEUH-KUHUHOBOW, (UOPUHONUTHUYECKOW H JAp.), 0Opa3oBaHHEM B KPOBU
MHOECTBa MUKPOCTYCTKOB M arperaToB KJIETOK, OJIOKUPYIOIIUX MUKPOIUPKYIISAIUIO B
opraHax, 4YTO TIPUBOJUT K Pa3BUTHIO TpoMOOreMopparuii, THUIIOKCUH, aIuj03a,
TUCTpOoPUU U TIIYOOKON TUCYHKIIMU OPraHOB, MHTOKCUKAIIUU OpPTaHU3Ma MPOAYyKTaMH
OCNKOBOTO pacraja W JPYyrdMH METa0OoIUuTaMu M HEPEAKO K BO3HUKHOBEHUIO
BTOPUYHBIX TPOY3Uil KPOBOTCUCHUH.

[Tpu ABC-cunapoMe opraHu3M UCIBITHIBACT TAKEICUIIIYIO JBOMHYIO MTOJIOMKY:

1) IOBCEMECTHOE BHYTPUCOCYAUCTOE CBEpTHIBAaHHE KpOBHU c
HEKOHTPOJIMPYEMBIMH MUKPOLUPKYJIALMUSAMH B OpraHax.

2) mocieaymollee — HCTOLIEHHE  IeMocTa3a C  HEKOHTPOJIUPYEMBbIMU
KPOBOTEUYEHUSIMH.

[TpuunnoO¥ rudenu 60JbHBIX MOXKET CTaTh KakK MEPBOE, TAK U BTOPOE HApYIICHHE.

OTHUOJIOI'UA.

TsxecTh, pacipoCTpaHEHHOCTh U TeMIbl pa3BuTus JIBC-cunapomMa BapbUpyeT B
OuYeHb OOJIBIIUX TpejeNiax - OT MOJHUEHOCHBIX CMEPTENbHBIX (OPM N0 JETAIbHBIX,
3aTSKHBIX, OT BCEOOIETO CBEPTHIBAHUS B LUPKYIISIIIUU 10 PETMOHAPHBIX U OPTraHHBIX
TpoMOOTeMOpparui.

Yame Bcero Bo3HuKHOBeHHE JIBC-cuHapoM o00yclaBIMBaOT —ClEAYIONINE
MaTOJIOTUYECKHUE MPOLECCHI U BO3ICUCTBUSA:

1. Uadexiuu, ocoOeHHO reHepaln30BaHHbIC, U CENITUYECKAE COCTOSHHUS.

2. Bce Buabl moOKa - TpaBMAaTHYECKUM, TeMOpPpParuuyeckui, 0>KOTOBBIH,
aHa(UIAKTUYECKUMA, KapIMOTCHHBIN, CENTHYECKUI 1 JIp.

3. TpaBmaTuyeckne XUPYpruyeckue BMeNIATENbCTBA (OCOOCHHO  MIpH
3JI0KAYE€CTBEHHBIX HOBOOOPA30BaHUSAX, OINEpalUsIX Ha MNAPUHXUMATO3HBIX OpraHax,
MCITOJIb30BAaHUM anmapara UCKYCCTBEHHOTO KPOBOOOpAICHUS, P BHYTPHUCOCYAUCTHIX
BMeEIIIATEIbCTBAX).

4. Bce TepMHHanbHBIE COCTOSIHHS, OCTAHOBKA CEpAla C PEaHHMMAlUUOHHBIMU
MEPOIPHUSITUIMHU.
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5. OcTpblil BHYTPUCOCYIUCTBIN TEMOJIN3 U TUTONU3. 6. AKyIIepcKasi maToJIOTusl -
MPEXJIEBPEMEHHAs OTCJIOMKAa IUIALIEHThl WIM PYYHOE €€ OTIEICHHE, MNpeyieKaHHue
IUIAeHThl, SMOOJIUSL OKOJIOIUIOAHBIMUA BOJIAMH, BHYTPUYTpOOHast rulenp mionaa (B 25-
35% cnyuaes).

7. Onyxonu, oco0eHHO remMobsacto3bl. [Ipu ocTpbIX NEHKo3ax ATOT CUHAPOM
pa3BUBaeTCs Ha paHHUX cTaausx Oone3Hu y 33-45% OonbHbIX, a T1pu
MIPOMUEOIUTAPHOM - Y MOAABIISIIOIIETO OOJBIIEHCTBA OOJIBHBIX.

8. JleCTpyKTHBHbBIE MpPOLIECCHl B MEYEHU, MOYKAX, OCOOEHHO MPOTEKAIOIIHUE C
BBIPAJKEHHBIM T'€MOJIU30M.

10. UMMyHHBIE 1 UMMYHOKOMIUIEKCHBIE OoJie3HH. 11. Annepruueckue peakiuuu
JIEKapCTBEHHOTO U MHOTO TeHesa. 12. 'emanuTuko-ypeMmuueckuit curapom. 13. bose3np
MomkoBui; (B 20-25% cnydaeB). 14. OOunbHBIE KpoBOoTeueHus. 15. MaccuBHbIe
remoTrpaHchy3un U peuHpy3un KpoBu. 16. OrpaBieHHe TIeMOKOaryjaupyronumMu
3MEMHHBIMHU siaMu. 17. 3aTskHasi TUIOKCHUS (B TOM 4YMCIE JITUTENIbHAsT UCKYCCTBEHHAs
BEHTUJISIIIUS JIETKHUX). U JIP.

ITATOI'EHES.

HecmoTpst Ha Oonbinoe pa3zHooOpa3ue NPUYMHHBIX (HaKTOPOB, B OCHOBE
6onbiiercTBa popm [IBC-cunapoma nexar crneayromnne MeXaHu3Mbl:

1) akTuBamMs CBEPTHIBAIONIEH CHCTEMBI KPOBH U TPOMOOIIMTAPHOTO IeMocCTasa
SHAOTEHHBIMH (AaKTOpaMH - TKAHEBBIM TPOMOOIUIACTUHOM, MPOJIYKTaMHU pacnaja
TKAHEN U KIETOK KPOBH, JIEHKOIUTAPHBIMU MIPOTEA3aAMH, TOBPEXKICHHBIM SHIOTEIUEM.

2) aKTUBUPYIOIIEE BO3ACHCTBHUE HA TE€ K€ 3BEHbSI CUCTEMBI T€MOCTA3 IK30T€HHBIX
dakTopoB - OakTepuid, BUPYCOB, PHUKETCKUHU,TPaHCPY3MOHHBIX U JIEKAPCTBEHHBIX
npenapaToB, OKOJIOIJIOAHBIX BOJ, 3SMEUHHBIX AJI0B U T.[I.

3) HENOJHOUEHHOCTh WM CHCTEMHOE IOPa)XEHUE COCYAUCTOTO SHIOTEIHS,
CHI)KCHHE €r0 aHTUTPOMOMYECKOTO MOTEHIINANA,

4) paccessHHOE BHYTPUCOCYAHMCTOE CBEpPThIBAHUE CBEPTHIBAHUE KPOBU U
arperamust Tp. u Dp. ¢ 00pa3oBaHHMEM MHOXKECTBA MHKPOCTYCTKOB M OJIOKaJIONH UMHU
KpOBOOOpAIIICHHS B OpraHax,

5) rmy6okue nucTpopuUecKre NeCTPYKTUBHBIEC HAPYIIIEHUS B OpraHaX-MHIIICHIX,
ocla0JICHHE U BBITIAJIeHUE UX (DYHKITUH.

6) TIIyOOKHE IUPKYJIATOpPHBbIC HapymieHus (B TOM 4YHWCIE TPH OOUIIBHOM
KpOBOIIOTEPH); THUIIOKCUS TKAHEH, TeMOKOAryJISHTHBIM IIOK, alKa03, HapylIIeHUs
MUKpPOIIMPKYJIAIMKA,  CBSI3aHHBIE C  YTpaTOll  OpraHuM3Ma  CIOCOOHOCTH K
(U3HOTOTHYECKON KAMWJUIAPHON TeMOJWIIONUU  (CIapK-CHHAPOM), pEeXe - C
MOJUTI00YIeH, TpPOMOOIIMTEMHUEH, CHHAPOM MOBBIIIIEHHOU BS3KOCTH TIJIa3MBI.

7) xoarynonaTtus noTpedsieHus (BIUIOTh A0 MOJTHOW HECBEPTHIBAEMOCTH KPOBH) C
WCTOIIEHUEM MPOTHBOCBEPTHIBAIOINNX MEXaHU3MOB (meurut antutpomOuHa III u
nporenHa C), KOMIIOHEHTOB (UOPHHOIUTUYECKON M KaJUTMKPEHUH-KHHUHOBOW CHUCTEM
(Bcinex 3a WX WHTEHCUBHOW AaKTHBallMEil), PE3KOE MOBBIIICHUE AHTUIUIA3MHUHOBOMN
AKTUBHOCTH.

8) BTOpUYHAas TshKesasi SHAOTCHHAs MHTOKCUKAIMS MPOAYKTaMU MPOTEOJH3a U
NECTPYKIUUS TKaHe! (B OCTPBIX CIAy4dasiX H/IOT€HHBIN TOKCUYECKUH IIO0K).
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B mnarorenese /IBC-cuHapoMa LieHTpaibHOE MECTO 3aHMMaeT 0Opa3oBaHHE B
COCYIUCTOM pycne TpoMOUHA (TpoMOuHEMUS) u HCTOLLICHUE KakK
reMakoaryJsIMUOHHOrO0  MOTEHIMala, TakKk MW  MEXaHW3MOB, MPENSATCTBYIOLIUX
CBEPTHIBAHMIO KPOBU U arperauy TpOMOOLUTOB.

I[Ipu  nonasmstomem  OonbmmHCTBE  popm  JIBC-cunzapoma  TJIaBHBIM
MHULMATOPOM TMpollecca CBEpPThIBAaHUS SBJSETCS TKaHEeBOM TpomOorutacTuH. B
koMmiiekce ¢ YII daxtopom oH aktuBupyer ¢akrop X Kak MO BHEIIHEMY, TaK U IO
BHYTPEHHEMY MEXaHU3MY.

IIpu psae BunoB [ABC-cuHapoma BakHA IMYCKOBas pOJIb HE TOJBKO TKAHEBOIO
TPOMOOIUIACTUH, HO W KOHTAaKTHOM aKTHUBAIlMM TMpoOIecca CBEpThIBaHMUS (IIpU
HKCTPAKOPHOPATBLHOM KPOBOOOPAIEHNWH, T'e€MOJMANN3E, HMCKYCCTBEHHBIX KJIalaHax
cepaina u T.1.).

HamHuoro Oonee 3HauMM yd4eT cTeneHd ydactus Ip. u Op. B popmupoBaHUU
JNBC-cungpoma. Arperamuss Tp. u BoBleueHHe UX B TpomOooOpazoBaHuEe -
oOs3aTenbHbI  KOMIOHEHT mnartoreHne3a JBC-cunmpoma. Op. mpu JABC-cunapome
MOJIBEpraloT Kak Makpo-, TaK U MUKpPOTpaBMaTH3allMM, BCJIEACTBHE YEro UX KU3Hb B
UPKYJSLIUA YKOPAuMBAECTCSI U BO3HMKAET CHUMITOMOKOMILJIEKC BHYTPHCOCYAHCTOTO
remoJin3a. Ero narorenernueckoe 3Ha4YeHUE OUYE€Hb BEJIMKO, MOCKOIBKY OH caM 1o cebe
aKTUBHMPYET CBEPTHIBAHHE KPOBU U B pe3yJIbTaTe OCBOOOXKIECHUS OOJIBIIOT0 KOJIUYECTBA
AJ1® u qpyrux areHTOB BBI3BIBAET arperamnuto Tp.

Baxmneiimas natorenernyeckas ocodeHHocTh [IBC-cuHapoma - akTuBanus He
TOJIBKO CHCTEMBI CBEPTBHIBAHUSA KPOBH, HO M JPYTUX MNPOTEOIUTUYECKHUX CUCTEM -
(GUOPUHONUTUYECKON, KaJNIMKPEUH-KUHUHOBOM, KOMIUIeMeHTa. B cienctBum 3TOro
cinoxuiocs mpeacrtaBieHne o JIBC-cunapome kak o '"TyMOpaJIbHOM HpPOTE€a3HOM
B3phIBE", B PE3yNbTaTe KOTOPOTO KPOBSIHHOE PYCJIO OOJILHOTO HAMOJHSAETCS OONBIIUM
KOJIMYECTBOM TMPOYKTOB OEIKOBOTO pacraa.

B npouecce pazsutus JBC-cuHApOoMa HEYKIOHHO MPOTIPECCUPYET CHHUKEHUE
YPOBHS B IJIa3M€ OCHOBHBIX (DPM3MOIOTHYECKUX aHTUKOATYJISTHTOB - aHTuTpoMOuHa 111 u
nporeuHa C. AHAJIOTMYHO pPACXOAYIOTCS M KOMIUIEMEHTH (UOPHUHOIUTHYECKON
CUCTEMBI.

B mpouecce passutus IBC-cunapoma ¢popmepyroTcs pacTBOPUMBIE KOMIUIEKCHI
¢GubpuH-MOHOMEPOB ¢ (GUOPUHOTCHOM, PAHHUMH MPOAYKTaMH Jerpananuu GpudpuHa u
(GUOPUHOHEKTUBHOM, YTO IUMUTUPYET BHYTPUCOCYUCTOE CBEPThIBAHNE, 00CCIICUNBALCT
JU3UC ele He CBEPHYBIIUXCS (PUOPHUHOBBIX KOMIUIEKCOB.

TEMOPPATMYECKUI CHUHJIPOM npu JIBC 00yclOBICH KaK HapyLICHHEM
CBEPTHIBaHMS KPOBH, TaK M HAPYIIEHHEM COCYIUCTO-TPOMOOIIMTAPHOTO TeMOCTa3a -
MOBPEXKJIEHUEM  COCYAMCTOM  CTEHKM U pa3BUTUEM  TPOMOOLMUTONEHHU-
TPOMOOIIUTOIIATHH.

CTAIN JOBC-CMHIPOMA B oTedyecTBEHHOW JUTEpaType B pas3HbIX
BapuaHTaX OOBIYHO WCIONB3YyEeTCs ciuenyromas kiaccuukamus craauii  JIBC-
CUHJApOMA!

Cranus [ - runokoarynsiiust ¥ arperamusi TpPOMOOILIUTOB.

Cranus II - nepexonHas ¢ HapacTarOUEHd KOaryJonaTuen u
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TPOMOOIIMTONIEHHUEH, Pa3HOHANPABIECHHBIMU CIABUTaMH B o0mx
KOAaryJsIMUOHHBIX TECTAX.

Cragus III - rmyOokas runokoarymisiuus (BIUIOTh O MOJHOW HECBEPTHIBAEMOCTH
KpOBH).

Cramgus 1Y - BoccraHoBuTEenbHasi (WK TMPU HEOJArONMPUATHOM TeUueHHH ¢asa
HCXO0/a 1 OCIIOKHEHHH).

OCOBEHHOCTU I'EMOCTA3A U ET'O TATOJIOI'UA Y
HOBOPOKIEHHBIX

[IpoBeneHHass B MOCHEAHUE TOJbI PEBU3US JIAHHBIX O COCTOSHUM CHCTEMBI
reMOCTa3a HOBOPOXKICHHBIX IMO3BOJIMIIA YCTAHOBUTH CJICAYIOIIECE:

1. B paHHeM noCTHaTaILHOM IMEPUOE UMEETCS (PU3NOTOTUUECKOE CHUKEHUE KaK
ypoBHs ¢aktopoB cBepthiBanus (I, YII, IX, X, XI, u XII), Tak u ¢uznosornyeckux
aHTukoaryistHToB (antutpoMOuna III, mporemna C u 1p.), a TakkKe OCHOBHBIX
KOMITOHEHTOB (D)MOpUHONN3A U KAJUTMKPEUH-KUHUHOBOM cucTeMbl. Henb3si roBOpUTS,
YTO CHCTEMa TeMOCTa3a y HOBOPOXJEGHHOro "HecOamaHcupoBaHa'. DTa cucrema
ypaBHOBEIIIEHA, HO Ha 00Jiee HU3KOM YPOBHE, YeM Y JIeTell OoJiee cTapiiero BO3pacT U 'y
B3pocibiX. Tak, HampuMep, OTMEYaeTCsl MPUMEPHO OJIMHAKOBOE CHIbKeHue (1m0 4-60%
kak K-BuTtamMuH 3aBUCHUMBIX (DaKTOPOB CBEpThIBaHUs, Tak u aHTUTpomOuHa III u np.
[Ipenmnonaraercsa 4TO CHMXKEHHE AKTUBHOCTH CHCTEMBI T€MOCT3a SIBJISIETCS 3alUTHBIM
MEXaHM3MOM, TaK Kak y peOeHKa Hen30e)KHa aKTHBAIMsl CUCTEMBI MPU POXKICHUU U B
PaHHUI TOCTPOIOBOM TIEPHUO.

2. HegoHomieHHOCTh MPUBOAUT K O0Jiee BHIPAXKEHHOMY CHIKEHHIO YPOBHEH Kak
NPOKOAryJIsiHTOB, TaK M aHTUKOAryJsSHTOB, BCIEACTBHE YEro Yy OJOTUX JeTel
CYLIECTBEHHO BO3pAacTaeT PHUCK KaK TIeMOpparuuyeckux, TaK U TPOMOMUYECKHUX
oCJIOKHEHUH, HO ocoberHo /IBC-cunapoma.

3. Ha cocrosinue cucTteMbl reMocTa3a HOBOPOXKICHHBIX 3HAYMTENIBHO BIIUSIOT
CPOKHM TIEpPEBA3KH ITYTTOBUHBI M TIEPBOTO MPUKIIAJIBIBAHUS K Tpyau. B yacTHOCTH, paHHSS
nepeBsizKa MyMOBHHBI JI0 TIEpeKauMBaHUsI KPOBU U3 TUIAIIEHTAPHBIX COCYIOB B KPOBOTOK
pebeHKa TMPUBOAUT K 3HAYUTEIHHO OONbIIEMY CHIDKEHHIO K-BUTaMUH3aBHUCHUMBIX
(bakTOpOB cBepThIBAHUS K 3-4 THAM >KU3HHU.
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