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BBEAEHHUE

JIBC - (AMCCEMHUHHPOBAHHOE BHYTPHCOCYIUCTOC CBEPTHIBAHHE) -
HecelM(PpUUEeCKU 00IIEeNaToIOTHYECKUI TPOLECC, B OCHOBE KOTOPOTO JIEKHUT aK-
TUBALMs CBEPTHIBAHUSA KPOBU U arperanuu TPOMOOIMTOB, BEAYIIAs K HUPKYJIALUN
U30BITOYHOTO KOJIMYECTBAa TPOMOMHA U 00pa30BaHUIO0 MUKPOCTYCTKOB M arperaTtoB
KJIETOK, OJIOKHPYIOIIMX MUKPOLMPKYJISALHUIO B OPraHax M BbI3BIBAIOIIMX MX JIHC-
(GYyHKIUIO, ¢ BTOPUYHON akTWBanued (pUOpHHOIM3a U UCTOIIEHHUEM IIa3MEHHBIX
(EepMEHTHBIX CHUCTEM, HEPEIKO COMPOBOXKIAIOIIUMCS NMPOPY3HBIMA KPOBOTECUECHH-
SMH.

JABC-cunapom — Hanbosee pacnpoCTpaHEHHbI BUJT MATOJIOIMHM IeMOCTas3a.
Ero ocHOBOM SABIJISIETCS] TEHEPATIM30BAHHOE CBEPTHIBAHUE KPOBU B COCYJIaX MHUKPO-
LHUPKYJSITOPHOTO pyciia ¢ 00pa3oBaHHEM OOJIBIIOTO KOJIMYECTBA MUKPOTPOMOOB 1
arperaToB KpOBSIHBIX KJIETOK. IIpyu 3TOM MpPOMCXOAUT OIOKMPOBKA HOPMAJIBHOTO
KpOBOOOpaIieHus B OOJIBbIINHCTBE OPraHOB M CUCTEM, MIPUBOJISALIAS K PA3BUTHIO B
HUX TJIYOOKMX JDUCTPOPUYECKUX M3MEHEHUH. Bceiien 3a MHTEHCMBHBIM CBEPTHIBA-
HUEM KPOBHM Pa3BUBAIOTCS TUIOKOATYJSIIMS (CHUKEHHE CIIOCOOHOCTH KpPOBHU K
CBEPTBHIBAHUIO), TPOMOOIIUTONIEHUS (CHUKEHHE KOJIMYECTBA TPOMOOIIUTOB B €JU-
HULlE 00beMa KpOBHU) U remopparuu (kpoBoreueHus). CUHIPOM BO3HUKAET MpHU
caMmbIX pa3HOOOpa3HbIX 3a00JIEBaHUSX, BCErla NMPUBOAS K MOTEPE >KUAKOCTHBIX
CBOMCTB KpPOBU U HAPYLIECHUIO €€ UUPKYJISIUU B KaMWILIIpax, YTO HECOBMECTUMO C
HOPMAJIBHOM JKHU3HEAESITEIBHOCTBIO OpraHu3ma. BmecTte ¢ TeM TskecTb, pacrpo-
CTpPaHEHHOCTb U CKOpocTh pa3BuTus JBC-cunapoma oueHb pa3HOOOpa3HbI — OT
MOJIHUEHOCHBIX CMEpTEIbHBIX (DOPM /10 JATEHTHBIX (CKPBITBIX) U 3aTSDKHBIX, OT
TeHEePAIIM30BAHHOTO CBEPTHIBAHUS KPOBHU /10 PETHOHAIBHBIX U OPTaHHBIX TPOMOO-

reMopparum.



1. 9THOJIOI'USA U ITATOTI'EHE3

Yactora JIBC-cunpoma npu pa3HbIX BHAAX NATOJIOTMU HEoHOpoaHA. [Ipu
OJIHUX 3a00JIEBaHUAX M BO3JEHCTBHUSIX OH BO3HUKAET 00s53aTEIbHO, CTAHOBSChH
HEOTHhEMJIEMON YaCThIO MATOJOTMYECKOTO MpoLecca, MPHU IPYyTUX BCTPEUYAETCs pe-
Ke.

JABC-cuH1poM BBI3BIBAIOT:

1. I'enepanmu3oBanHbIe MHOEKITUN U CEITHUECKHUE COCTOSTHUS (OakTepremus,
BUpYyCEMHUS), B TOM 4YHCIe Npu abopTax, B poAax, MpHU JUIMTEIbHON KaTeTepu3aluu
COCY/JIOB.

2. Bce BUIBI IIOKA: TEMOPPArMYECKUM, TPAaBMATHUYECKUNA, 0KOTOBBIM, aHa-
bunakTuueckuii, cenTuueckuii U kapauoreHHsid. JIBC-cunapom siBnsercs o0s3a-
TEJbHBIM CITyTHUKOM III0Ka JIF0OOT0 MPOUCXOXkKaeHuUs. [Ipu 3TOM cTeneHpb TSxKeCTH
paccMaTpuBaeMOro CUHAPOMA HAXOJAUTCS B MPSIMO ITPOIIOPLUHUOHAIBHON 3aBUCUMO-
CTH OT BBIPAXKEHHOCTH U MPOJIOJIKUATEIIBHOCTH IOKOBOT'O COCTOSTHHUSI.

3. OnepaTrBHBIC BMEIIATENILCTBA, SIBISIOMIMECS 0CO00 TpaBMATUYHBIMU JIJIsI
00JTBHOTO (0OCOOEHHO TP 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUSX, OMEpAIMIX Ha
MAPEHXUMATO3HBIX OpraHax, UCIOJb30BAHUM almapara MCKyCCTBEHHOTO KpPOBO-
oOpalleHusl, BHyTPUCOCYIMCTHIX BMEIIATEIIbCTBAX ).

4. TepMuHAIBHBIE COCTOSIHUSI.

5. OcTphlil BHYTPUCOCYIUCTHINA I€MOJIN3, B TOM YHCIIEC IPU HECOBMECTUMBIX
TpaHCy3HUsX.

6. AKyliepckas MaToJIOrvs, B YaCTHOCTHU: MPEIJICKAHUE TUIALICHTHI, MPEX-
JIEBPEMEHHAsA OTCJIOMKA IJIALICHTHI WJIM PYYHOE €€ OTAEICHUE, 3aKyIOpKa COCY/I0B
MaTKH OKOJIOTUIOJHBIMH BOJaMH, BHYTpUyTpoOHasi cMepTh miona. [Ipu Bcex mepe-
YUCJICHHBIX COCTOSIHUAX TspKenbi [IBC-cunnpom peructpupyerca B 20-35% cmy-
yaeB. Ero mposiBiieHHsI BCTPEYArOTCsl TOpa3io daille MpHU MO3JIHEM TOKCHUKO3e Oe-
PEMEHHBIX, TpPU HUHPUIUPOBAHUM OKOJOIUIOJHBIX BOJI, KECAPEBOM CEUCHMHH,
OOMJIBHBIX ~ KPOBOTEUYEHHUSAX, HMHTEHCHBHOM  Maccaxe MaTku. M3penka

JABC-cunnpoM pa3BuBaeTcsi U NPy HOPMAJIbHBIX POJIAX.



7. Onyxonu, 0cOOEHHO TeM001acTo3bl, JIEWKO3bl, paK JIETKOro, IEYEHH,
MOJ/IKENYIOYHOM, MpeACTaTeIbHOM Keje3bl, Mouku. [lpu ocTpeix Jeiko3ax
JIBC-cunapom Ha pa3HbIX dTanax 00yie3HU BIBISETCS Y 33—45% OOMbHBIX.

8. Paznuunbie 3a0o0sieBaHUs, NMPUBOIAIINE K JACCTPYKIHMHU IEYEHU, IMOYEK,
MOJIKEITY IOYHOM KEJNE3bl U IPYTUX OPraHOB U UX CHCTEM.

9. Oxor" pa3aIM4HOTO MPOUCXOXKICHUSI.

10. UMMyHHBIE 1 UMMYHOKOMILJIEKCHBIE OO0JIE3HU, B TOM YHCII€ CUCTEMHAs
KpacHas BOJYaHKa, PEBMATU3M, PEBMATOUIHBI apTPUT C BUCLUEPAIBHBIMU IOpaA-
KEHUsIMHU, remopparnueckuii Backynut lllenneitna — ['enoxa, riamomepynonedpur.

11. I'eMOIUTHKO-YpPEMUYECKUIA CHHIPOM.

12. Anneprudeckre peakuuu.

13. O6miIbHBIE KPOBOTCUCHHUSI.

14. TpomboTuyeckas TpomOonuTonennueckas nypiypa (b. Momkosuy).

15. OcTpbie OTpaBJICHUS KUCIOTaMH, IIEI0YaMHU, 3MEUHBIMU SIJTAMU.

16. IlepenuBanusi 60IBIIUX 00HEMOB KPOBH; BBEJICHUS TPEMApaTOB KPOBH,
coJiep KallluX aKTUBUPOBAHHBIE (PAKTOPBI CBEPTHIBAHUS.

17. Jleuenune mpenapaTtamu, BbI3BIBAIOIIMMU arperauio TPOMOOIIUTOB, IMO-
BBIIIAIOUIMMHU CBEPTHIBAEMOCTh KPOBH M CHWKAIOIIMMU €€ MPOTHBOCBEPTHIBAIO-
il 1 GUOPUHOIUTUYECKUI MOTEHIUAbI, OCOOEHHO MpPU KOMOMHHUPOBAHHOM HX
MPUMEHEHUH (0-aIpEHOCTUMYJISITOPbI, CHHTETUUECKHUE MTPOT€CTUHBI, aMUHOKAIIPO-
HOBAsI KUCIIOTA U APYrUe UHTHOUTOPHI (GUOpUHOIU3A).

18. HenpaBuiibHoe mnpuMeHeHHEe (UOPUHOIUTUKOB U AHTUKOATYJISIHTOB B
7103aX, BBI3BIBAIOIINX MCTOIIEHHE pe3epBa aHTutpomOuna Il u ¢ubpunonurtuye-
CKOU CUCTEMBI.

19. Jleuenue npemnapatamu 1eUOPHHUPYIONMIECTO ACHUCTBUS — aPBUHOM, aHK-
poaowm, nedpubpaszoit, pentuinazoit (Tepaneruueckuit JIBC-cunapom).

20. MHOXecTBeHHbIE U TUTaHTCKKUe aHTHoMBbI (Tura Kazabaxa-Mepputra).

[TpuunH, cmOCOOHBIX BBI3BATH pa3BuTHe y OoipHOTO JIBC-cuHapoma, u3-
BECTHO B HACTOSIIIEE BpEeMs OrpOMHOE KoJinuecTBO. HecMoTps Ha 3TO, OCHOBOM

(bOpMI/IpOBaHI/Iﬂ CuHApOMaA ABJIICTCA aKTUBALlHUA CBepTBIBaIOIHefI CUCTCMbI KPOBH U
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TPOMOOIIUTAPHOTO TEMOCTa3a pazHOOOpa3HbIMU (PAKTOpaMU PHIOTE€HHOTO MPOKC-
xoxkaeHus. K Takum (aktopaM B NEpBYIO O4Yepe/ib OTHOCATCS: TKaHEBOM TpoMOo-
IUTACTHH, MPOAYKTHI pacnaaa TKaHe u (OPMEHHBIX JIEMEHTOB KPOBHU, (parMeHTHI
MOBPEXKIECHHOIO 3HA0TENUA cocynoB. [locnennee ycnoBue pa3BUTHs 3TOM MaTOJIO-
UM MOYKET BO3HUKATH B Cllydae BO3JECHUCTBUS MH(EKIIMOHHOTO areHTa, UMMYHHBIX
KOMIUIEKCOB, KOMIIOHEHTOB CUCTEMbI KOMITJIEMEHTa U Apyrux (axktopos. [Tomumo
Toro, B MexanusMme J[BC-cuHapoMa urparoT HeMaloBaXKHYIO pOJib CIEAYIOIIUE K-
30reHHBbIC  (haKTOPHI: pa3HOOOpa3Hble OAaKTEpUH W BUPYCHI, PUKKETCUH, JIEKap-
CTBEHHBIE IPEIMApPAThI, BELIECTBA, IPUMEHSEMbIE B KaUECTBE KPOBE3AMEHUTEIIEH,
OKOJIOTUIOJIHBIE BOJIbI, SJIbI PA3JIMYHBIX 3MEH, TTyOOKHE HapyIIeHHUs KPOBOOOpa-
nieHusa (B TOM 4HuClie Mpu OOMJIBHOW KPOBOMOTEPE), TUIOKCUS TKAHEH, anujos,
HapylIeHUs] MUKPOLMPKYJISIIUN, IEPBUYHAS WM BTOPUYHAS JETPECCUSl POTUBO-
CBEPTHIBAIOUIUX MEXaHU3MOB (neduuut anturpomonna III) u komnonentoB ¢puod-
PUHOJIMTUYECKON CHCTEMBI (IEPUUMUT MJIa3MUHOTEHA M €ro aKTUBaTOPOB, PE3KOE
MOBBINICHUE AHTUIUIA3MUHOBON aKTHUBHOCTH), HEIOCTAaTOYHAsl (DYHKIIMOHAJIbHAs
CIIOCOOHOCTH JINOO T€HEPATU30BAHHOE MOPAXKEHUE COCYIUCTOTO IHAOTENUS, CHU-
KEHHE €ero aHTUTPOMOOTHYECKOM aKTUBHOCTH. B03MOXHO KOMOMHHpPOBAHHOE
y4acTHE HECKOJIbKUX MEPEUUCICHHBIX MEXAHU3MOB.

B teuenue [IBC-cunapoma BBIIETAIOT HECKOJIBKO CTAAUM, XapaKTEPU3YIO-
IIUXCSl ONPEIETCHHBIMUA HAPYIICHUSIMA T€MOKOATrYJISIUU U KIMHUYECKOW KapTH-
HOM.

I cranus IBC-cunapoma — (asza runepkoarynsiun. [IponomkuTenbHOCT
9TOM (ha3bl BapbUPYET B IMIMPOKUX Mpesenax. ITa (pa3za MOKET pa3BUBATHCA OYCHb
OypHO IpH OBICTPON M 3HAYMUTEIHLHON aKTUBALMU CBEPTHIBAIOIIEH CUCTEMBI C MacC-
CUBHBIM JUCCEMUHUPOBAHHBIM BHYTPUCOCYAUCTHIM CBEPTHIBAHUEM M TSXKEIbIM
mokoM. [lepuosn rumepkoaryisiui XapakTepU3yeTCs aKTHUBALMEW IJIa3MEHHBIX
CUCTEM CBEpTHIBaHUSI KPOBU, BHYTPUCOCYAUCTON arperauneid TpoMOOIUTOB U APY-
ruX (POPMEHHBIX JJIEMEHTOB KPOBH, HApYIICHUEM MHUKPOLUPKYJISIUU B Pa3HBIX
opraHax B pe3yJibTare 0J0KaJbl COCYJMCTOr0 pycia MaccaMu (puOpUHA U arpera-

TaMu KieTok. dMaza THIICPKOATYJIIIUH TAKKE MOJKCT PAa3BUBATHCA ITOCTCIICHHO IIPpU



MEJJICHHOM MOCTYILJIEHUU MaJIbIX 7103 MPOTpOoMOMHa3bl. OJIHAKO MEJJIEHHOE Teye-
HUE MOXET 3aKOHUUTHCS B3PHIBOM C ObICTpBIM pa3ButueM IBC-cunmpoma. Kpome
JIMCCEMUHUPOBAHHOTO BHYTPHUCOCYJIUCTOIO CBEPTHIBAHUS, B PSAJE CIy4yaeB OTMeE-
YalOTCsl TOJIBKO JIOKAJIBHOE OrPaHUYEHHOE BHYTPUCOCYAMCTOE CBEPTHIBAHUE U
TpoMmbOooOpazoBanne. Takoi mporecc HAOMIOIAeTCS B TUTAHTCKOW Te€MaHTHOME
Kazabaxa — Meppurtra. b. U. Ky3uuk (1979) ycranoBun, uto B marorenese /IBC-
CUHApPOMa BaXXHYIO POJb HUIPAIOT TakkKe JEUKOIUTh.. Oco00 BEIMKO 3HAYEHUE
neiikoruToB B passutuu [IBC-cunapoma mpu remobmactozax. Poib nelkonuToB
OTIPEJIEISIETCS. X CBOWCTBOM BBICBOOOXKJIEHUS (PAKTOPOB CBEPTHIBAHUS, CIIOCO0-
HOCTBIO K @/IT€3UU U arperanuud, TECHOMY B3aUMOJAEHCTBHIO C 3HIOTEIUEM COCY-
JIOB ¥ TPOMOOIIMTaMU B Mpolecce TpoMO00oOpa3oBaHuUs.

II ctagus [IBC-cunnpoma — ¢haza rUmoKoaryJisiu, KoTopas cMeHseT a3y
TUIIEPKOATYJISIIUA U 00YCIIOBJIEHa TOTPEOJICHUEM 3HAYUTEIBHOM YacTh HMEIo-
nmxcst B opranusme ¢puodbpunorena, ¢pakropos XIII, V, VIII u apyrux npokoary-
JITHTOB, a Takke TpoMOouuToB. OTHOBPEMEHHO B KPOBH HaKarUIMBAIOTCS MATOJIO-
TUYECKUE MHTUOUTOPHI CBEPTHIBAHUS KPOBHU, B YACTHOCTU MPOAYKTHI JACTpajalluu
¢budbpuna u ¢udbpunorena (I1IdP), oOycrnoBauBaronMe yBEIUYECHUE AHTHKOAry-
JISHTHOW aKTUBHOCTH KpoBH. KOHIIEHTpalusi renapuHa B KPOBU CYILIECTBEHHO HE
MU3MEHSETCS, OJIHAKO KOMIUICKCHbIE COEAMHEHUs remapuHa ¢ GuOpPUHOM UIrparoT
OOJBIIYIO pOJIb B HapYIIEHWU TeMocTa3a. BHyTpucocynucToe cBepThIBAaHUE KPO-
BU TaK)X€ BBI3bIBAET aKTUBAIMIO (PUOPUHOIUTUYECKON CUCTEMBI, BEAYIIEH K pac-
TBOPEHHUIO KPOBSIHBIX CTYCTKOB M CO3JAlOLIEH MPEANOCHUIKH ISl Pa3BUTUS TE€MOP-
parnueckoro cuHapoma. EcTecTBEHHO, YTO BKJIIOYEHUE MEXaHU3MOB, 00YCIIOBIIH-
BAIOIIUX THIOKOATYJISLINIO, UMEET OIpPEeCHHYIO MOCJIeI0BATEIbHOCTh U 3HAUH-
MOCTh B TE€YEHHME BCEro MpOoIlecca: HUCTOIICHUE MEXaHU3MOB CBEPTHIBAHUSI KPOBU
— HAKOIUJICHUE MPOAYKTOB Aerpananuu GpudprHa — aktupaius GuOpuHoIUTAYE-
CKOU CUCTEMBI.

III cranua ABC-cunnpomMa HacTynaer mo Mepe JajdbHEWIero TeYeHHs Mpo-
1ecca, €CjaM OH HE 3aKOHYMJICA JICTaJIbHBIM HMCXOA0M. B 3ToM cTaguu B TOM WU

WHOM Mepe MPOUCXOIUT BOCCTAHOBJICHUE (PYHKIIMU OPraHOB, KOTOPOE 3aBUCHUT OT



CTENEHU UX NMopaxeHus (auctpoduueckue W3MEHEHHUs, ckiiepo3 u T. A.). Cragus
MOXKET 3aKOHUYMTHCS IOJIHBIM BBI3ZOPOBICHHEM. BO3MOXKHO pa3sBUTHE TSKEIBIX
OCJIO)KHEHHUM yKe B OTCYTCTBHE Kak TakoBoro /IBC-cunimpoma — modeyHasi, re-
YeHOYHasl HEIOCTaTOYHOCTh, HEBPOJIOTMYECKHUE, KApAUAIBbHBIC H IPYTHE OCIIOKHE-
Husa. B. 1. banyna (1979) BblaensieT HECKOJIBKO OCHOBHBIX NMPUYHMH CMEPTH MPHU
octpoM teuennu JIBC-cunapoma: 1. I'nbenps opranu3zMa MOKET HaCTyIIUTh MTHO-
BEHHO IIPHU 3aKyIOPKE MaruCTPAJIBbHBIX COCYIOB XHU3HEHHO Ba)KHBIX OPraHOB. 2.
Ecnu oprannsm He moru6aeT B mepBble MUHYTHI OT 3aKyIOPKU COCYJIOB KPOBSIHBI-
MU CTYCTKaMHM, TO JIETAJIbHBIN UCXOJ MOXKET ObITh ONPEEIIEH Pa3BUTUEM TSHKEIIO-
ro TeMOPPArnYecKOro CUHAPOMA B BHJIE JIOKAIBHBIX KPOBOTEYEHHUI B MECTE IO-
BPEXKJICHHS COCYJIOB (ONEpaLiK, TPABMbI) HJIM T'€HEPATH30BAHHBIX KPOBOTEUECHHUI,
KPOBOU3JIMSHUN BO BHYTpEHHHE opranbl. 3. B Oosee no3aHuii nepuos JieTanbHbIN
MCXOJl BO3MOXKEH B CBSI3H C TSKEIbIM HapyLIEHUEM (PYHKIUHU OTAECIbHBIX OPraHOB
(MOYKH, MEYEHb, JIETKUE, CEJIE3eHKa, MUOKAp, TOJOBHOM MO3T, TUNIO(pU3, HAIIO-

YCYHHKH, HHHIGBapHTeHBHBIﬁ TpaKT).



2. KIMHUKA U TIUATHOCTUKA

ITo teuennto /IBC-cuHapOM MOXET OBITH OCTPBIM, HOJOCTPBIM, XPOHHUYE-
ckuM. KnmuHndeckast KapThHa CKIIQJbIBAETCS U3 MPU3HAKOB OCHOBHOTO ((hOHOBOTO)
3a00JieBaHus, O0YCIOBUBIIETO Pa3BUTHE BHYTPUCOCYAMCTOIO CBEPTHIBAHUS KpO-
BU, u camoro JIBC-cunapoma.

BBIIEnsAOT HECKOJNBKO THUIWYHBIX KIMHUYECKUX CHHIPOMOB, IOSIBIICHHE
KOTOpPBIX M@ (OHE OCHOBHOIO THATOJOIMYECKOrO Ipolecca MOXKET JOCTO-
BEPHO CBUJETENBCTBOBATH O PA3BUBILUXCS F€MOKOATYISIHMOHHBIX HAPYIICHHUX: 1.
Hapymienne KpoBOTOKa M pa3BUTHE JIEKOMIIEHCAIIMM NEpU(PEPUIECKOr0 KpOBOOO-
pamieHus. 2. 'eMOKOAryJSIMOHHBIA IIOK KakK KpaWHss CTENEeHb pacCTPOHUCTBA
reMoguMHaMuKku. 3. HapylieHne MUKpOLMPKYJSALMM B pa3HbIX OpraHax: a) B
IIOYKaX — MPUBOJUT K PA3BUTUIO OCTPOM NOYEYHOU HEAOCTATOYHOCTH. OTHUM U3
BAPHUAHTOB ABJISETCA TEMOJIMTHUKO-YPEMUYECKHM CHHIpOM ['accepa, KOTOpBIN
HauboJsee 4acTo OTMEYAeTCsl MPU OCTPBIX TEMOJIMTUUYECKUX Ipoueccax. [Ipu stom
HAOJIIOJAI0TCS OCTpasi MOYeYHasi HEAOCTATOYHOCTb, FEMOJIUTUYECKAs  aHEMMS,
TpoMOOLMTONIEHNYECKass mypnypa: ©0) B JIETKMX — MNPUBOAUT K Pa3BUTHUIO
OCTPOM JIETOYHOM HEAOCTATOYHOCTH, XapaKTEpU3YIOLIEHCs LIMAaHO30M, BbIpa-
KEHHOM OJBIIIKON, HE HMCKIIIOYEHA BO3MOKHOCTh OTEKa JIETKUX; B) B MEUYEHH —
MPUBOJUT K Pa3BUTHUIO NEYEHOYHOM HENOCTATOYHOCTH, CONPOBOXKAAIOIICHCS IIa-
PEHXMMATO3HOW JKEIATYXOW; T) B  HAANOYEUYHHUKAX — HPUBOAUT K PA3BUTHUIO
OCTPOM  HAAMOYEYHUKOBOW HEIOCTATOYHOCTH (cungpom  Yotepxayca—
@punepukceHa). XapakTepu3yercss MOJHUEHOCHBIM YXYIIIEHUEM COCTOSIHUS, Ts-
JKEJBbIM HEBPOJOTMYECKUM CTATYCOM (KOMAaTO3HOE COCTOSIHHE, CYAOpPOIH), TUIEp-
TEPMHUEN, MaJCHUEM apTEPUATIBHOIO JTaBJICHUS, PBOTOM, IOHOCOM, Pa3BUTHUEM JIE-
UAPATALMHI, IPOTPECCUPYIOIIEH IbIXATEIBHOU U CEPAEYHO-COCYAUCTON HEAOCTa-
TouHOCThIO; 1) B [IHC — xapakrepusyercsi HEBpOJIOTHYECKUMH CUMIITOMaMHU: IO-
JOBHast 00Jb, CYAOPOTH, MOTEPs] CO3HAHUS, CHIKEHHUE OCTPOTHI 3pEHUs, CilyXa.
4. T'emopparunueckuil curapoM. OTMe4aroTCst OOIIMPHBIE MATHUCTO-TIETEXHAIbHBIC
reMopparuu, KpoBOTEUEHHUS U3 CIU3ZHUCTHIX 000JO0UYEK HOCOBOW M POTOBOM MOJO-

CTeH, MUIIEBAPUTEIILHOTO TPaKTa, KPOBOMBIIUSHUS B OPIONTHYIO TOJIOCTh U BHYT-

8



pEHHUE OpTraHbl; MPU HAJUYHUK ONEPAIIMOHHBIX M TPABMATHUYECKUX paH — KpPOBO-
TE€YEHUsl U3 3TUX MecT. HebnmaronpusTHeIM NMPOTHOCTUYECKUM MPU3HAKOM CUMUTA-
IOTCSI KPOBOTEYEHHMSI U3 MECT MHBEKIHHA, CBUIAETEIBCTBYIOIIME O TIyOOKOH Je-
MIPECCUM CBEPTHIBAIOIIEH CUCTEMBI KpOBU. KpOBOTOUMBOCTH pa3BuBaeTcsa Ha QoHE
MIOYTH MTOJIHOM, @ HEPEJKO a0COJIFOTHO MOJIHON HECBEPTHIBAEMOCTH KPOBHU.

Jnarnoctuka paznnunbix ¢a3 JIBC-cunapoma BO3MOKHA C MOMOIIBIO TIPO-
CTEHIIMX HU3KOUYBCTBUTENbHBIX TeCTOB. OJIHAKO, HAYAIbHYIO TUIIEPKOATYJISIIUIO
Jierye ONpeAeNuTh, UCTIONb3YsI COBPEMEHHBIE CTaHAapTHBIE MPoObl. OCOOEHHO OHU
Ba)KHBI [IPU KOHTPOJIE 33 FeNapuHOTEpanueH.

B ¢daze runepkoaryisiiuu oTME4aeTCs YKOPOUEHHE BPEMEHHU CBEPTHIBAHUSA
KPOBHU, peKalbIU(PUKALNK IUIa3Mbl, MOBBIILIEHUE MNOTPEOIEHUS NPOTPOMOMHA,
YKOpOYEHHE MPOTPOMOMHOBOIO U TPOMOMHOBOTO BpeMeHHU. Takyro ke uHdopma-
LU0 JTAI0T M CTAaHJIAPTU3UPOBAHHBIE MPOOBI — KAOJMH-KE(PAIMHOBOE BpEM,
ayTOKOAaryJISILMOHHBIN TecT U Ap. Takke MOBBIIIEHA aare3us TPOMOOIIUTOB.

B konie ¢a3pl runepkoaryisiiuyd B Ha4aJbHOM IEPUOJAE TMIIOKOAryJISALHUU
OOHapy’KMBAIOT CIAEAYIOIINE TUIMYHbBIE CBUTH: a) HAIMYUE B Ma3Ke nepudepuye-
CKOM KpOBH OOJIOMKOB 3pHUTPOIIUTOB ((heHOMEH (pparMeHTaIu); 0) mporpeccupy-
I011ass TPOMOOIIMTOIECHHMS; B) YAJIMHEHHE TPOTPOMOMHOBOI'O BPEMEHH; T) yAJIMHE-
HHE TPOMOMHOBOTO BPEMEHHM; J) CHUKEHUE YpPOBHS (PUOpHHOreHa B IIa3Me; €)
MOBBINICHUE COJIEPKAHUS B TUIa3Me MPOAYKTOB Jerpananun GudpuHoreHa u Gpuo-
puna (IIJI®); k) moBbIIIEHUE COAEPKAHMS B IUIa3MeE, JIMIIEHHON TPOMOOLIUTOB,
aHTUTEapruHOBOTO (aktopa (hakTop 4); 3) B pslie ClIlydaeB COXpaHEHUE MOJIOKHU-
TEJbHBIX MapaKoaryJlIMOHHBIX TECTOB (3TaHOJIOBBIN, IPOTAMUHCYIIb(MATHBIN).

da3za runoKoaryssiuu XapaKTepU3yeTcsl BRIPAXKEHHBIM HapylICHUEM CBEp-
TBIBAHUS KPOBH, YTO OTPAKAIOT BCE HU3KO- M BBICOKOYYBCTBUTEJIbHBIE KOary-
JSIUMOHHBIE TE€CThI. boubllloe 3HaYeHue Uil OLEHKH T'eapuHOTepanui UMEET HC-
ClIeIOBaHME B AMHAMHUKE MapaMeTpOB ayTOKOAryJIOrpaMMbl, ONpeleIeHUe aHTUT-
pomoOuna 11, mnasmunorena. Kpome 3toro, He00X0 UM TIIATEIHHBIA KOHTPOJb 32

(GyHKUMSIMU OpPraHoB, MOpPaXeHHE KOTOpPhIX BO3MOXHO mnpu [IBC-cunapome.



3. JJEYEHHUE ABC-CUHAPOMA

Jleuenne JIBC-cuHmpoma mpeacTaBisieT OOJbIINE TPYJHOCTH U JIaJIEeKO HE
Bceraa ObIBaeT yCcHenHbIM. JIeTaTbHOCT IpH OCTPHIX (opMax coctaBisieT 30%.

B niepByro ouepensp Mnpu JICUEHUH CUHAPOMA JUCCEMUHUPOBAHHOTO BHYTPH-
COCYJMCTOTO CBEpTHIBAaHUSI BEACTCS WMHTEHCHUBHAs Oopb0a ¢ MaTOJOTMYECKUMHU
MpoIlecCaMt, BhI3bIBaIOIIMMU U ycyryoustoniumu JIBC-cunapom. Takast Tepanus
JIOJDKHA OBITh HANpaBlieHAa HA JTUKBUAAIMIO THOMHO-CENTUYECKUX MPOLIECCOB, Ya-
cTo Jexanmx B ocHoBe JIBC-cunnpoma. B nannoit curyaruu Heo6xoanma Hanoo-
Jiee paHHsS, OCHOBAHHAs HA KIMHUYECKUX MOKAa3aHUAX, @ HE Ha 3ara3/blBAIOIINX
OAKTEPUOIOTUYECKHUX UCCIIEAOBAHMUIX aHTUMUKPOOHAs TEparusl.

OcHoBaHMEM /U1 Hayalla BBIIICYKA3aHHON Tepanuu SIBJISIOTCS JaHHBIE O
ces3u JIBC-cunnpoma c¢ uHbekiuet, abopToM, paHHUM OTXOXICHHUEM OKOJIO-
MJIOIHBIX BOJT (OCOOEHHO MYTHBIX ), MOBBILICHUE TEMIIEPATYPhI TeJla, MPU3HAKY JIE-
CTPYKTHBHO-BOCIIAJIUTENBHOTO MPOLIECCA B JIETKUX, OPIOUIHOM MOJOCTH, MOYEBbI-
BOJSIINX MYTSIX, TCHUTATUAX, IPU3HAKU KUIIIEYHOW TOKCUKOMH(MEKIIUU, MEHUHT €-
aJbHbIE MPU3HAKHU.

CtpeMuTeIpHOE TOBBIIIEHNE TEMIIEPATypPhl TeJa, a TAKKEe N3MEHEHHUs 1a00-
PATOPHBIX MOKAa3aTeJIel aHAIN30B KPOBHU, TAKUX KaK JICUKOLUTO3, CABUI JIEMKOLU-
TapHOU (OPMYJIBI BIEBO, SIBJSIOTCS JOMOTHUTEIbHBIM MOBOJIOM JJIsI HA3HAYEHHUS
anTuOaKTepranbHON Tepanuu. Kak mpaBuiio, JaHHas Tepanus MPOBOAUTCS aHTH-
OMOTHKaMHU IIMPOKOTO CHEKTpa ACHCTBUSA, 3a4acTyl0 B TEPaNUIO0 BKIKOYAIOT
Y-TJIOOYJIUHBI.

[Ipu cTaduIOKOKKOBBIX M HHBIX OAKTEPUAIBHBIX JECTPYKIMAX B OpraHax
Teparnusi 4acTto ObiBaeT 3((HEKTUBHOW JUIIL MPU JOO0ABJICHUM K aHTUOMOTHKAM
OonpImMX 703 aHTHMIpOTeas (Hampumep, kouTpukana mo 100 000-300 000 EJl/cyT
u Oonee). JlanHble TpenapaThl BKIOYAIOTCA B TEparnuio 3aTeM, 4ToObl 000pBaTh
pacnaj; TKaHed, a TakKe MHTOKCHUKAIUIO U MOCTYIUIEHHE B KPOBOTOK TKAHEBOTO

Tp0M6OHJ'IaCTI/IHa BCJICACTBUC NCCTPYKIUN TKaHEH.
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Taxke BenymuM MoMmeHTOM B Tepanuu [IBC-cunapoma siBisieTcsl Kynupo-
BaHME DPA3BUBAIONIETOCA IIOKOBOI'O COCTOSIHUS, ObICTpas JMKBUJIALKS KOTOPOTO
MoOkeT o0opBaTh HayaBmwmiics JIBC-cuHAPOM WM AOCTATOYHO CMSTYUTH ero. B
KAueCTBE TAaKOM TEpaNUM MPUMEHSIOTCS BHYTPUBECHHBIC MHBEKIIMU COJIEBBIX pac-
TBOPOB, CTpPYWHO-KamelbHble TpaHCPy3uu IUIa3Mbl, PEONnoONUIIOKUH (10 500
MJI/CYT), TJIFOKOKOPTHKOCTEPOUIBI (MPEaHU30I0H BHYTpuBeHHO 1o 80 wmr). Ilpm
NPUMEHEHUU TUIa3Mbl MPU BHYTPUBEHHBIX BJIMBAHUAX HEOOXOAUMO J00ABISATH
5000 E/] renapuna.

Ha caMpIX mepBBIX 3Tamax pa3sBUTUS CUHAPOMA JUCCEMHUHHUPOBAHHOIO
BHYTPUCOCYIHUCTOTO  CBEPTHIBAHMUSA JIOCTATOYHO XOpowuil 3¢dekr aaror
a-anpeHoOsokaTopsl. Mx nelictBue 0a3upyeTcs Ha yJIy4IIeHUH MUKPOLIMPKYJISINAN
B OpraHax, NpEensTCTBOBAaHMM TPOMOHMPOBAHUIO COCYAOB, CHI)KEHHUU arperaunuu
TpoMOOMTOB. TakuMu CBOMCTBaMH OOJAJAlOT TPUONPOINEpPa3UH, JAHMOCHAMUH,
(eHTOoIaMHH, KOTOPbIE TPUMEHSIOTCS B 1%-HOM pacTBOpE M0 5 MI' BHy TPUBEHHO.

Crnenyer OTMETUTH, YTO aJPEHAIMH U HOPAJIPEHAJINH BEChbMa OLyTUMO YCY-
ryonstor JIBC-cuHapom, ycunuBas Kak CBEPThIBAHUE KPOBH, TaK M arperamuio
TPOMOOITUTOB, a TAKXKE IMOBBIIIAs OTJIOKEHNE (PrOpUHA B KammuIsipax Moyek, Jer-
KHX U APYTHX OPTaHOB.

Cnengyer OTMETUTh, YTO TE€HNapHH MOXET YCUJIIUTh YObUIb (DYHKIIMOHAIBHO
AKTUBHBIX TPOMOOITUTOB U3 KPOBSHOTO PycJia M YIIIyOUTh TPOMOOIMTONEHHUIO, CO-
3/1aBasi ’TUM IIyTEM, a HE TOJIbKO AaHTUKOATYJISHTHBIM JIEHCTBUEM YTPO3Yy KPOBOTE-
yeHu. JIMHAMUYeCKUH KOHTPOJIb 32 COACP)KaHUEM TPOMOOIIMTOB B KPOBU IIPHOO-
peraet npu JIBC-cuHIpoMe, B TOM YUCIE U B MPOLIECCE €r0 JEUEHMS TEapuHOM,
UCKJIIOUUTEIHFHO BaXKHOE 3HAUCHUE.

['enapun vyacto HEAPPEKTUBEH H3-3a MO3AHETO €r0 Ha3HAYCHMs B MEPHO],
Korga oOpasoBaHue (puOpuHa M arperainus TPOMOOIIMTOB C HUX OTJIOKEHHEM B
MUKPOLUPKYJISITOPHOM PYCJi€ B OCHOBHOM YK€ 3aBEPIINIINCH, @ TAKXKE BCIIEJCTBUE
3HAUMUTEIBHOTO Aeduiuta antutpoMOuHa Il U BBICOKOTO conepkaHUs B KPOBU
O0enkoB ocTpoit ¢aspl, OJOKHUPYIOIIUX TeHmapuH, JUOO0 H3-3a 00pa3oBaHUS aHO-

MaJbHBIX (HOpPM TpOMOHHA.
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[Ipy renapuHOTEpanuu CIeAyeT NPUIEPKUBATHCA CIEIYIOUUX OCHOBHBIX
npaBui. HyHO nmpuMeHATh renapvH BO3MOXKHO paHbllie — B (paze TUrnepKoaryis-
i B go3ax 20 000—40 000 E/l/cyT, a Bo BTOpO# (epexoaHoi) ¢dasze — B 103aX, HE
npesbimatromux 20 000 E/l/cyt. B atm mepuoasl remapuH HCHOJIb3YeTCS s
«IPUKPBITUSA» 0a3UCHOU TEpaNuy CBEXE3aMOPOKEHHOM I1a3MOil.

B craguy rumoxoarysisiiiui ¥ KPOBOTECUEHUH TeMapyUH HMCTOIB3YIOT JIUIIH B
MaJbIX J103aX JJIsl «IPUKPBITHs» TpaHcy3zuoHHou Tepanuu (o 2500 EJl nepen
MepEeIMBAaHUSIMU KPOBH | TUTa3Mbl). B HECKOJBKO OOJBIINX J103aX €r0 MOXKHO MPH-
MEHATh B COYETAHUU C KOHTPUKAJIOM U JIPYTUMHU aHTUIIPOTEA3aAMH.

[Ipu KpOBOTEUEHHUH HE CIIEAYET C LENbI0 KPOBE3aMEIIeHUS! IPUMEHATh PEO0-
MOJIUTJIFOKHH, TOCKOJIBKY OH JOTIOJHUTENBHO HAPYIIAET TeMOCTa3.

[Ipu pa3zBuTUM TpeThel CTAIUK CUHIIPOMA JUCCEMUHUPOBAHHOTO BHYTPUCO-
CYIUCTOTO CBEPTHIBAHUS, MTPU MPUCOCTUHEHUN K JAHHOMY IaTOJIOTHYECKOMY CO-
CTOSIHUIO OOWJIBHBIX KPOBOTEUEHUN, HECBEPTHIBAEMOCTH KPOBHU, BBIPAKCHHOU TH-
MOKOATyJISIIIUK, a TAKXKE €CIM KIMHUYECKas KapTHHA OCIOKHSETCS KPOBOTEUYCHHU-
SMH W3 S3B JKEIyJIOYHO-KHIIIEYHOTO TpakTa (KpoBaBas pPBOTA, JETTEOOpa3HBIN
CTYJ1), CHJIbHBIMA MaTOYHBIMUA KPOBOTEUCHHUSIMU, TEIAPUH KATETOPUYECKU MTPOTH-
BOIIOKA3aH.

Taxxe ciemyer OTMETUTh, YTO KpPOBOMOTEpPsS] OOHAPYKHBAeTCS HE BCET/a
BOBpEMsI, TIOITOMY IMOKa3aHUSIMU K OTMEHE renapuHa CIyKaT MPU3HAKH OBICTPO
MIPOTPECCUPYIOLINX TeMOPPArHIecKOro KoJlanca U aHeMu3aluu. Jpyrum npoTu-
BOIOKA3aHUEM CIIYXKUT OBICTPO MPOTPECCUPYIOIIAsi TPOMOOITUTOIICHHUS, TTOCKOJIBKY
rerapuH MOXKET PE3KO YCUIIUTh 3TO HapYIIICHHUE.

B ¢dasze rmybokol rumokoaryssiiui, KPOBOTEYCHUH M TPOMOOIUTONICHUHU
HanOoJIee aKTyaJIbHBIM SIBJISIETCS BBEJICHUE HE TenapuHa, a OOJIBIINX 103 HHTUOH-
TopoB npoteas (koHTpukan no 50 000—-100 000 EJ] BHyTpuBeHHO KaneiabHO). [Ipu
BO300HOBJICHHH KPOBOTECUEHHS 3Ty /103y MOKHO TTOBTOPSITh HECKOJIBKO pa3 B JCHb.

AHTHUTIPOTEa3bl TAKXKE MOJIABJIAIOT MPOAYKIIMIO TKAHEBOTO TPOMOOILIACTUHA
W aKTHBAIIMIO CBEPTHIBAHMS NPOTEa3aMH, aCCOIIMMUPOBAHHBIMU C PAKOBBIMHU KIICT-

kamu U Omactamu. JlaHHBIM 3(PexkToM 00BACHIETCS BO3ZMOXKHOCTh KYITUPOBAHUS
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KOHTPUKAJIOM U JpyrMMHU aHTunpoteazamu JIBC-cuHapoma mpu ocTpoMm mpomue-
JOLUTAapPHOM JIEHKO3E.

Tpanchy3noHHast Tepanusi COCTaBISIET OCHOBY JICUEHHUS CHHApPOMA JTUCCEe-
MUHUPOBAHHOTO BHYTPHUCOCYJUCTOIO CBEPTHIBAHUS, YTO OOECIEUMBAET KOPPEK-
LU0 HapyLIEHUWH TeMOCTa3a; BO3MEIICHHE O00bEeMa >KUIKOCTH B IUPKYJALHH U
BOCCTAHOBJICHHE LEHTPAJIBHOIO BEHO3HOT'O JABJICHUS, HAPYIICHHBIX BCIEACTBUE
II0OKA U (WJIM) KPOBOIIOTEPH; 3aMEILIEHUE KIETOK KPOBU — SPUTPOLIUTOB U TPOMOO-
IIUTOB.

HekoTopsie U3 BhllIEyKa3aHHBIX LIEJIEH JOCTUTAIOTCSI MACCUBHBIMU NEPEIH-
BaHUSIMU IIJIa3MbI, COJIEpKallel Bce KOMIIOHEHTBI CUCTEMbI CBEPThIBAaHUS KPOBU U
JIPYTUX IJIa3MEHHBIX (PEPMEHTHBIX CUCTEM M OOJaJaronleil aHTHIPOTEa3HOM aK-
TUBHOCTbBIO, B TOM UHCJE U OOJBIINM KOJIUYEeCTBOM aHTUTpoMOuHa I11.

JleyeHne CBeX)E3aMOPOKEHHOW IUIA3MOM CIIEAyeT HA4YMHATh BO3MOYKHO
paHblIe HA CTAJIUU TUIEPKOATYJSILUUA U MTPOJIOJDKATh 10 JIMKBUAAIMU BCEX MPOSB-
JEHUH CUHJIpPOMa JTUCCEMUHUPOBAHHOIO BHYTPHCOCYIUCTOrO CBEpThIBaHUS. JloKka-
3aHO, YTO IJIa3Ma CMOCOOCTBYET KynmUpoBaHUIO He Tojbko JIBC-cuHapoma, HO U
JECTPYKTUBHBIX IPOLIECCOB B OpraHax, MHTOKCUKAIMH, HapYLICHUH UMMYyHUTETA.

[Ipu OTCYTCTBHM CBEXE3aMOPOKEHHOM IJIa3Mbl JICHEHUE MOMXKHO TIPOBOJIUTH
C MOMOUIbIO AHTUTE€MO(PMIBHON WM HATUBHOM IJIa3Mbl, XOTS 3TH Mpenaparbl Me-
Hee 2G(HEeKTUBHBI.

Taxke B MHQY3MOHHOW Tepamuu, KPOME IIa3Mbl, IPUMEHSIOTCS COJIEBbIE
pacTBOpBI, MOJUIIIIOKUH, PacTBOp anbOymMuHa. BO3MOXHO MpUMEHEHHE peoro-
JUTIIOKUHA, UCHOJB3YEeTCsl B OCHOBHOM B (pa3ze TMIEpKOAryysiluu B oObeMe He
6onee 400 mu/cyt. B nanHo#t (paze peonosuriokuH (yHKIUOHUPYET HE TOJBKO
KaK KpOBE3aMEHUTEIb, HO U KaK areHT, MHTMOUPYIOIIUNA arperanuio TpoOMOOIIMTOB
U DPUTPOIIMTOB, YIYUIIAIOIIMI MUKPOLIMPKYJISLIMIO B OpraHax.

AHeMmM3alus, CHUKEHUE TeMaTOKpPHUTa, OOMJIbHBIE KPOBOTECUEHHS CIY>KaT
MOKa3aHUEM K 3aMEIECHUI0 3PUTPOLMTOB. [ JOCTHKEHHs TaHHOM 1IeNii Ha3Ha-

YaroT MepeMBaHus SPUTPOLIMTHON MACChl, 3pUTPOLIUTHOM B3BECH.
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3AK/IIOYEHHUE

JIBC-cunapom — Tsixenas karactpoda opraHu3Ma, CTaBsIas €ro Ha TpaHb
MEXIY KM3HBIO U CMEPTHIO, XapaKTEPHUIYIOIIAscs TsHKEJIbIMU (Pa30BbIMU HapyIlie-
HUSMH B CHCTEME reMOoCTa3a, TpoOMO03aMH U TeMOpparusiMi, HapyIeHueM MHKPO-
HUPKYJSAIUA U TKEIBIMA METa0O0JIMYECKMMHU HapYIICHUSIMA B OpraHax ¢ BbIpa-
KEHHOU uX AuCchYHKIMEH, MPOTEOIU30M, MHTOKCUKAIIUEH, Pa3BUTHEM WIIH YTy O-
JICHUEM SIBJICHUM LIOKA.

CBOEBpEMEHHOE YCTpaHEHHE MPUYKH, BbI3bIBaOmMX [IBC-cunapom, mpa-
BUJILHOE JICYCHUE OCHOBHOTO 3a00JIeBaHMsI, BO3MOKHO MEHEE TpaBMaTUYHOE IMPO-
BEJICHUE XUPYPrUYECKUX BMEIIATENIbCTB, 00phOa ¢ HAYaBIIMMCS IIIOKOM U pac-
CTPOMCTBAMHU MUKPOLMPKYJHLMUA — BaXHEUIIME YCIOBUS MPEAYIPEKICHUS

JABC-cungpoma.
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