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Karacrpogpuueckuii antugochomunuanbii cuaapoM (KADC) apisercs Haubosee TKeNI0i Gopmoit antudochommnn-
HOro cunzpoMa (ADPC), uzydeHre KOTOpOro NPeACTaBIAET 3HAUUTENbHBIE TPYAHOCTH. IIPOCIIEKTUBHBIX KOHTPOJIUPYE-
MBIX MCCIIEJOBAHUI C 1esbi0 n3ydeHrd KAOC Ha HACTOALLMI MOMEHT He CYIIEeCTBYET, U Hay 3HaHuA 0 KADC 0CHOBbIBA-
I0TCA TONBKO HA ONMCAHNY KIMHAYECKUX CTY9aeB U 0O30PHBIX paO0TAX. B CTAThe C/IEAH IMUPOKNIH 0630p UMEIOIMXCH
3HaHu# 3ruonarorene3a KAQC, ero KIMHUYECKUX NPOABICHUI U PACCMOTPEHBI OCHOBHBIE IIPUHIIUIBL OIITUMA/IbHOI
TEpaNuy NPY JAHHOI NATOJIOTUN GEPEMEHHOCTHL

Knioueesie cnoea: 6epeMEHHOCTD, KATACTPOPUIECKUI aHTUPOCHONUITUHBLI CUH/POM.

Catastrophic antiphospholipid syndrome (CAFES) is the most heavy form antiphospholypid syndrome (AFS), the study of
which presents significant difficulties. There are no prospective controlled studies directed at studying CAFS, and our
knowledge about this problem is founded only on a description of clinical cases and reviews. This article presents a broad
review of the available knowledge of CAFS aethiopathogenesis, its clinical manifestations; main principles of appropriate
treatment of this pregnancy pathology are also considered.
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BBenenue

Karacrpopuuecknit antru(OCHOMMIUAHBIN CUHAPOM
(KADC) apisercs Hauboee Tsorenoit popmont antudocdo-
JunuaHoro cuaapoma (AQC). OH IpOABIAETCA MHOXKECTBEH-
HBIMH TPOMOO3AMHU KU3HEHHO BAKHBIX OPTAHOB U PA3BUTH-
€M MOJUOPTaHHON HEJOCTATOYHOCTH Ha (POHE BBICOKOTO
TUTPA AHTUPOCHOMAIUAHBIX aHTUTEN (ADA). DTOT CUHAPOM
HOCUT UMA CUHAPOMA AIEPCOHA, KOTOPbIH B 1992 1. BIIep-
BbI€ BBE/I B KIMHUYECKYIO NPAKTUKY Tepmun KADC. Xord
KADC passusaerca MeHee, ueM y 1% U3 BCEX NMALUEHTOB C
ADC, OH SBIAETCA YIPOKAOINM KU3HU COCTOSHUEM U Tpe-
6yeT HEOTIOKHOMN TepanuH [1, 5, 7).

C KOKIBIM T'OJIOM PETUCTPUPYETCA BCE OOJIBIIE CIYYAEB
KA®C, 4T0, BO3MOKHO, CBA32HO C JIYYIIUM IOHUMAHNEM I1-
TOTEHETUYECKHIX MEXAHU3MOB 9TOTO COCTOSHUA U, CIIE0BA-
TEJBHO, TYYIIEH €TI0 IMATHOCTHKOM. TeM He MeHee, IMarHoC-
TrKa KADC siBiseTcs BecbMa CJIOKHOU npobieMoit. Tax, Kid-
HUYeCKad KaprruHa KAPC BO MHOIOM HAIOMUHAET TAKOBYIO
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IPU IEKOMIIEHCUPOBAHHOM [IBC-CHMHAPOME, CETCUCE, CEI-
TrdeckoM 1moke, HELLP-cunapome, reMONTUTHKO-YpeMUYeC-
KOM CHH/IPOME, TPOMOOTUYECKOH TPOMOOIIUTONIEHUYECKOI
ypuype, rernapuH-uHAYIAPOBAHHON TPOMOOLUTOIEHNH.
Kpome Toro, B yCIOBUAX IIPOrPECCUPYIONIETO PA3BUTHA TPOM-
6030B PE3YIBTATHI 1A00PATOPHBIX UCCIEJOBAHUN 10 OOHA-
pyxkenuto AGA MOTyT ObITh OTPULIATENBHBIMA (3, 4]. [To3T0-
My 4acto KADC He AMarHOCTUPYETCA, U3 YEr0 MOXKHO 3AK-
JIIOYUTB, YTO UCTUHHAS €70 Y4CTOTA 3HAYUTEIBHO OOJIBIIE,
YEeM ITO CYUTAETCA HA CETOHALIHUN JICHD.

B pesyisrare TpOMOOTHYECKO MUKPOBACKY/IONATHN BO3-
HUKAET OCTPas MYJILTHOPTaHHAA HELOCTATOYHOCTD, KIUHU-
YECKU TO MOKET IPOABIATLCA HapymeHuamu LIHC, Brmo-
424 CTYIOP, AC30PUEHTALMIO, TAPAINYHN, DA3BUTUEM HAJIIIO-
YEYHUKOBOM, JbIXATEIbHON HEAOCTATOUHOCTH, PA3BUTHEM
ungapxros Muokapya u KKT (puc. 1). [Ipakruyecku y 80%
HAIUEHTOB [TOPAKAIOTCSA IIOUKHU C PA3BUTUEM IOYEUHOI MUK-
POAHTHOTATHY 1 OKKIIIO3UEH MEJKUX COCY/I0B. YacTo (B 60%
CJIYYA€B) BBABIAIOTCA U CUMIITOMBI IIOPAKEHUA TOJIOBHOTO
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MO3r'a (MHCYJIBT, TPAH3UTOPHBIE UIEMUIECKUE ATAKH, CY/0-

poru, KOMa), OIHAKO MUKPOTPOMOO3BI COCYIOB TOJIOBHOTO

MO3I'd MOT'YT PA3BUBATHCA U TOPA3J0 YAIE, YEM TO AUATHO-

CTHPYETCA, ¥ MOTYT OBITh IIPUYMHON PA3BUTHA SHIE(DANO-

ity 1pu KAQC. bonee yeM y osoBUHbI anueHTos ¢ KAPC

HAOMIONAETCA TTOPAKEHNE CEPALIA. B OONBIIMHCTBE CIy4aeB

OHO IPOSABIAETCA PAZBUTUEM A0PTAILHON U MUTPAIBLHOMN

HEZJOCTATOUHOCTH, KOTOPBIE MOITIM C(POPMUPOBATLCS PAHEE

Ha (poHE CUCTEMHON KpacHOU Bomdanku wi ADC. V 25%

MAIUEHTOB BBIABIACTCA HH(APKT MUOKApAA. HEKpo3 KocT-

HOT'O MO3I'd ABIAETCA PEAKUM OCTIOKHEHUEM, KOTOPOE OIHU-

CaHO Y MALUMEHTOB C METACTATUYECKIMU ONyXo/amu, JBC-

CHHJIPOMOM, PA3BUBIIUMCS IOCJIE PAIVIO- WA XUMUOTEPA-

1Y, Y TAIIAEHTOB C CENTHYECKUM IMOKOM. Tereps 3TOT Ciu-

COK TONOMHEH €IIE ¥ COOOIEHUAMU O PA3BUTHN HEKPO3a

KOCTHOTO Mo3ra npu KAQC (2, §].

Paxmopul pucka KADC. Boiasneno passurue KAPC y
HAIUEHTOB PA3HBIX BO3PACTOB (0T 9 110 74 JIET), IPU 3TOM B
55% ciyaaes KA®C pazsusaicsa Ha (oHe nepsuyHoro APC,
y 30% mauueHToB — BropudHo 1pu CKB, a'y 3% — Ha (oHe
APYI'UX 3260/1€BAHNI COEMHUTENBHON TKAHN — PEBMATON/I-
HBII APTPUT, CUCTEMHAA CKICPOAEPMHUSA, CUCTEMHBIN HEKPO-
tusnpytomuit Backyaut (Harris et al,, 2004). KAOC pazsusa-
€TCA KAK Y JKCHIIUH, TaK U MYKYMH, U XOTA Y KEHIIUH OH
HAOMIONAETCA B 2 Pa3a 9aIe, TCYCHUE ¥ UCXO/IbI XYKE Y MyXK-
YHH.

Hurepecen cnyvait KAQC, onucanneii Nuuzelty 31-ner-
nert xeHmunsl [10]. KAPC passuncd uepes rog nocne oepe-
MEHHOCTH, conpoBoxaasmerics HELLP-cunapomMom, 4yTo
HOATBEPAKAACT CAUHBII TATOICHETUYECKUN MEXAHU3M ITUX
cocrosuuit. [TIpu HELLP-cunppome B 70% Cy4aes BbIABILA-
101Cs1 AQA, KpOME TOTO, Y JKEHIIMH C TSKETBIMU (POpMaAMU
reCT03d HAMHOTO Yallle, YeM B OOIIEH IOMYILALAY BbIABIIA-
I0TCA IPYTUE €(PEKTHI ITEMOCTA34, B YACTHOCTH MyTanus FV
Leiden u gepunmt nporenna S(PS). Coyeranue npuodpereH-
HOH TpoM6o(duNH, 06ycIoBIeHHON APC, € TEHETMYECKU-
MU JE(PEKTAMHU IEMOCTA32 CYIECTBEHHO YTSKETACT TCUEHNE
IATOIOIUYECKOro nporecca [13]. [Ipu 3ToM 1pu Onpe/esieH-
HBIX YCIOBUAX BO3MOKHA JIEKOMIIEHCAIIMA CUCTEMBI TEMOC-
Ta3a u paspurre KAPC. Tak, y 4aCTH MALUMEHTOB B AHAMHE3E
IPHUCYTCTBYIOT TPOMOOTUYECKUE NPOABNECHUSA, YTO CBU/JIE-
TENBCTBYET O MPEACYIIECTBYIOMEM COCTOAHNY THIIEPKOATY-
JILIAY M BO3MOKHOM POJIU HACJIEACTBEHHBIX TPOMOODUINIH
B pasputun KADC.

Knunyweckuii npumep

[Tanuentka K., 28 ner, 06paTuiach 3a KOHCY/IbTalUeN
5.06.2003 1. ¢ rarHO30M: BepeMeHHOCTb 15 Hefiesb, AHTH-
(boCHOMUIUAHBIN CHHAPOM. YTPO3a PEPLIBAHUA OEPEMEH-
HOCTH.

W3 anamuesa:

- [lepsas 6epeMEHHOCTD 3aKOHYMIACh B 1998 T camonpo-
U3BOJIbHBIM BBIKW/IBIIEM B CPOKE 14-15 Hepenb. JlaHHas
6EpEMEHHOCTD BTOPASL.

—  COMaTHYECKUN aHAMHE3: MOUCKAMEHHAS OOJIE3Hb, ITUC-
TUT, OCTPAsi THEBMOHUS B 16 Jiet, B 17 JieT — TpomM603
IJIYOOKUX BEH IIPABOY TOJIEHU € PEIUAUBOM Y€PE3 2 01,

- MH)EKIMOHHBI NPO(QUIb HE OTATONIEH, UCKITIOYEHDI
TOPMOHAJIBHBIE X AHATOMUYECKUE (PAKTOPBI HEBBIHAIIH-
BaHu4. /lnarHocTupoBat nepsudHbit AQC.

— B nemsx noproToBku K 6EpeEMEHHOCTH ObUIA IPOBEAEHA
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Puc. 1. KnuHnyeckne npossnerns KADOC

TepANusAL: UMMYHOTTOOYINH (OKkTaraM) 100,0 M B/B 1 7
CEAHCOB MIazMadepesd.

- locnmTanmsanus ¢ yrpo3oi IpephiBAHUA OEPEMEHHOCTH
B 5 1 9 Henelnb. Bricokue TUTPBL BA, runokoarysnus,
CHIDKECHHUE ATPETALNY TPOMOOLIUTOB HECMOTPA Ha TEPA-
o (ppakcunapun 0,0 ML, KAPAUOACTIUPUH, YTPOKEC-
TaH, Marae-Bo).

[Ipu nocTymieHun:

Iporennypust (0,06 T/11), OTEKH HUKHUX KOHEYHOCTEH,
runonporenHemus, D-gumep — 1 mxr/mi (HopMa <0,5
mr/mi). CHUKeHUe (PYHKIMU TPOMOOLUTOB, THIIOKOATYJI-
s, BA pesko nonoxkutenbHbil, aHTu-2-GPI 44,93 Ex/mn
(HopMa <5 Epi/min). B CBA3U C OTCYTCTBUEM MONOKUTENBHON
JIuHAMEKN Ha (poHe mpuema ppaxcunapuHa 0,6 M1 ObUIO
nposeeHo 10 ceancos miazmadepesa.

[Ipu 06cnen0BaHNM Ha TeHETHYeCKUE (POPMBI TPOMOO-
(umn o6Hapyxensr: nommmopduam 675 4C/5C PA1-1 re-
TEPO3UTOTHAS (POPMA, TOMO3UTOTHAS (POPMA TOTUMOPPU3-
ma 807 C/T rpombouurapuoro perenropa GPla, romosuror-
Has popma nommoppusma A1 /D, rerepo3UroTHLIH 110-
mumopduaM pubpuHorena 455 G/A.

B 33-34 Hesienut — (heTo-IIANEHTapHAS HEIOCTATOY-
HOCTb, 33/ICPKKA PA3BUTHA IUIOJA HA 2 HEJENH, IPEK/EBPE-
MEHHOE CO3pEBAHUE IuIaleHThl. [Iporennypus 0,14 1/,
tpomboruronenus 96x10°/m, moabemsr ALl 1o 130/80 mm
PT.CT,, OTEKM HA HIKHUX KOHEYHOCTAX. /1032 (PpAKCUTIApHHA
yeennyena o 1,0 m/cyt (9500 ME).

B 40 nenens myTeM onepanuy KecapeBa CEYEHUs ObLT
M3BJIeYEH MATBIHK Becom 2360,0 1, poct 48 cm. TTpu ructo-
JIOTUYECKOM MCCIE/IOBAHUN TUIAIEHTHl — MHOKECTBECHHBIE
TPOMOO3BL

Ha 5-6-it ieHb TocIie pojioB Ha (POHE MPOJIOIIKAIOIEHCS
Tepanuu HPaKCUapuHOM B 103€ 0,6 MJT OTMEYAETCS HAPaC-
tanue Al 10 170/110 MM pr.CT, 6011 B BACOYHBIX OOACTAX,
yXyALeHue 3peHust. [1pu 06C1ej0BaHNY — OTEK 3PUTENBLHBIX
HepBOB. I10C1epOOBLI SHAOMETPUT C IOABEMOM TEMIIEPA-
Typsl 10 39,5 °C. Yepes 2 iHA MOSABUINACH 60X B MOSCHNY-
HOH OOJIACTH U 34 IPYUHOM, IIENEHA IEPE [T1A3AMU YCUIIH-
nace. McenepoBanns remocTada: AQA B BLICOKOM TUTPE,
D-pumep 4 MK/, TUIOKOATYJIAINA, TPOMOOIIUTONATHA 110~
TpeOneHus. B CBA3M ¢ MOJ03PEHUEM HA MHOKCCTBEHHBIN
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Puc. 2. YrHeTeHMe aHTUKOAryIAHTHOW CUCTEMbI NOA, AeNCTBMEM aH-
TUPOCHONUNUAHBIX aHTUTEN

TPOMOO3 1 BO3MOKHBIM PA3BUTHEM TTOTHOPTAHHON HE/IOCTA-
TOYHOCTH IPOBE/ICH Ia3Ma(epes, Ha3HAUEH (PPAKCUTIAPUH
B jo3e 1,0 Mt (9500 ME), antnbakrepruanbHad Tepanus, B/s
MH(Y3HUA OKTAraMa.

JKeHIyHa BHINKUCAHA JOMON Ha 17-€ CyTKU 1ocsie pojo-
PA3pENIEHNS B YIOBIETBOPUTEILHOM COCTOAHNUY C PEKOMEH-
JALHEN IPOJOIIKATD TEPATIUIO (PPAKCUIIAPUHOM B TEUCHUE
3 MEC. € NOCIEAYIOMUM [IEPEXOOM HA IIpUEM Bap(aprHa.

AHAJIN3 JAHHOTO CJIy4as ITO3BOJAET CIENATH 3AKII0OUYCHIE,
YTO MO/ TTPUBBIYHBIM JIUArHO30M “TiKeblit recTos. IIpeak-
JIAMIICHA” ObUI 3aMACKUPOBAH KatacTpoduueckuit ADC. D1o
TIOATBEPKAAIOT TAOOPATOPHBIE IAHHBIE — CTOMKASA IIUPKY/IA-
111 BA, BBICOKHIT YPOBEHb aHTH(DOCPOIUNUIHBIX AHTUTET,
AHTUTEN K P2-IJIMKONPOTENHY 1 U KIMHUYECKUE NPOSBIIE-
HIS — PA3BUBAIONAAC KAPTHUHA MYJIBTHOPIaHHON HEJOCTA-
TOYHOCTH U THUCTONOTHMYECKOE TTOATBEPKACHUE OKKIIO3UH
COCY/IOB ILTALIEHTHL

B atom cnyyae KAOC 6bu1 CIPOBOIMPOBAH CPa3y He-
CKOJIbKUMH (PAKTOPAMHU:

1) croykag NUPKYIALNA BOMYAHOUHOrO aHTurena (BA),

BBICOKHI1 YPOBEHD aHTU(POCHOMMIHAHBIX aHTUTEN (ADA)

u auturen K B2-GPIL L
2) HAJIMYKE HACTIEACTBEHHO TPOMOO(UINY, KOTOPAS CIIO-

COOCTBYET PA3BUTHIO TPOMOOTHUIECKUX OCIOKHEHUI 1

yroxenser Teqerne APC;

3) TpuUrrepoM K passuriio KAGC Moria cnyxuthb nociepo-

J0Bast MH(EKUUA (3H/JOMETPUT);

4) MaMeHTKAa OTHOCUTCA K IPYIIIE BHICOKOI'O PUCKA B OT-

HOIIEHUN OIEPATUBHbBIX BMEIIATENBCTB; 1AKE HECMOTPA

HA 4/IEKBATHYIO IPO(MUIAKTUKY C TOMOIIBIO AHTHKOATY-

JAHTOB BENUK PUCK TPOMOOTHUYECKUX OCIOKHECHU,

prmouas KAOC; paspurue KAOC MOTTIo ClipOBOIIMPOBATH

YMEHBIIEHHE 103bI (PPAKCUITAPUHA OCIIE POJIOPA3PEIIe-

HIL.

Takum 06pazom, Hepeko nof Mackoit HELLP-cunpoma
MoxeT CKpbIBaThC KADC [13]. [Toaromy KADC gacro ocra-
€TCSl HEPACTIO3HAHHBIM 1 HE IIPUMEHAETCS 4/IEKBATHAA TEPA-
THs.

Ilamozenes KAPC. Pa3pabotka 3((EKTUBHBIX METO/IOB
JTArHOCTUKH 1 jtedeHus1 KADPC HeBO3MOKHA 6€3 3HAHUI O
MEXAHU3MAX ATOTEHE32 ITOTO COCTOAHMA. Ha cerognamumii
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JIEHb BCE OOMBIIE JIAHHBIX CBUJETENBCTBYIOT O KIIOUEBOH

PO CHHAPOMA CUCTEMHOTO BOCHAMUTENBHOTO OTBETA B

narorenese KAOC. CUHAPOM CUCTEMHOT'O BOCIIAIUTENBHOTO

orBeTa (CCBO) BO3HMKAET HE TOMBKO IPU CEICUCE; HEWUH-

(DEKIIMOHHBIE IPUYMHBL, B 4YACTHOCTH UMMYHHOOIIOCPEZO-

BAHHOE IIOPAKEHHUE OPTAHOB ABJAIOTCA MOIHENIIAM CTUMY-

JIOM K (POPMHPOBAHUIO CUCTEMHOTO BOCTIANEHHA. [UII0TE3Y

0 TOM, 4T0 KADC ABIA€TCA IPOSBIEHUEM CUCTEMHOIO BOC-

IAIUTEIBHOTO OTBETA, MOATBEPAKAACT HATMUKE OOIIUX Me-

JMATOPHBIX KACKAJIOB, XAPAKTEPHBIX KAK JUIA CETICUCA, TAK U

st KAOC. K TakuM 3H/JOT€HHBIM MEMATOPAM OTHOCATCH,

IPEX/E BCETO, TYMOpHEKpoTU3upyomui ¢paxrop (TNF),

unrepnerkut-1 (Il-1b), gpakrop aktuBarmy TPOMOOIUTOB

(PAF), Ba30AWIATUPYIOMME POCTAITIAHUHDL, HAJINUUE AK-

THUBAIIUN KOMIUIEMEHTA U CYNIEPIKCIIPECCUS MOJIEKYI ajire-

311 Ha JIEHKOIUTAX, TPOMOOIUTAX U SHIOTEINAILHBIX KIET-

Kax.

Kimo4eBbIM 3BeHOM ITATOTEHE3d TPOMOOTUYECKUX OCTIOXK-
HeHwi 1pu AQC ABJISETCA AUCPETYIALIUSA CUCTEMBI CBEPTHI-
BAHUA KPOBH, AKTUBALIUA IIPOLIECCOB BOCIAIEHNA U PA3BU-
THE CUCTEMHON 3HJOTENNAIBHON aucdyHKuuu [12]. Aktu-
BUDYET 3HIAOTENUATIbHBIE KIETKU U, BEDOATHO, CIOCOOCTBY-
€T 06PA30BAHUIO NTOAIOTOBUTENBHOIO crurHana i KAGC
KOMIIIEKC UIMMYHHBIX CTUMYJIOB, BKJIIOUAIOIINN [[UTOKUHBI,
KOMIIOHEHTBI KOMIIEMEHTA ¥ AyTOAHTUTENA. XOPOIIO M3BE-
CTHO, 4TO Takue nurTokunbl, Kak TNE, IL-1b, unrepdepon
(IFN) ABIAI0TCA BAKHENIIMMU MEAUATOPAMHU AKTUBALIUY SH-
JOTENUANBHBIX KIETOK. K aKTMBATOpaM SHIOTEIHANBHBIX
KJIETOK OTHOCSTCSL M KOMITIOHEHTHI komiuieMeHTa (C3b, C3b
1 C52), a TakKe MEMOPAH-ATAKYIONINH KOMILIEKC, PE/ICTAB-
JeHHbl C5b-9. C5b-9, KOTOPBI YCUINBAET SKCIPECCHUIO 3H-
JOTENANBHBIX MOJIEKY/ AATE3UH, U B OCOOEHHOCTH, JKCII-
peccrio TKaHeBoro (pakropa (TF), 4To COOTBETCTBYET COCTO-
SHUIO TIOBPEX/IEHNA SHIOTENNA U TPOMOODUINY, XAPAKTED-
HbIX U1 KADC. Komnonent kommiementa Clq aBsercs
HEOOXOIUMBIM KO(PAKTOPOM I AKTUBALIAY SHIOTENHS TI0]]
JIeNACTBAEM UMMYHHBIX KOMIUIEKCOB. KIoyeByio pojb pu
KA®C urpaior AQA, KOTOpBIE 06M4IAI0T TPOKOATYIIHTHON
1 NPOBOCTIATUTENBHON aKTUBHOCTBIO, PEAIN3YA CBOE BINUA-
HUE HA TYMOPAJIBHOM U KIETOYHOM YPOBHSAX.

[1aBHYIO POMIb B BO3HUKHOBEHUH TpoMOodunu pu ADC
UI'PAIOT NMOBpexAeHUs B cucreme nporenHa C (PC),
PUCYHOK 2. ADA MHIMOUPYIOT CUCTEMY TPOTENHA C HECKOIb-
KMMU Ty TAMU:

1) uHrubupyoT POPMUPOBAHNE TPOMOUHA, KOTOPBII ABJIA-
€TCA AKTUBATOPOM NpoTenHa C (TPOMOUHOBBIN Mapa-
JOKC). [Ipn HU3KMX KOHIICHTPAIMAX TPOMOUH MPOSBIIA-
€T AHTUTPOMOOTHUYECKHUE CBOVICTBA BCIEACTBHE AKTHBA-
1mu PC, Tora Kak pu 6071e€ BBICOKUX KOHIIEHTPAIIUAX
TPOMOHH MPOSBIIAET IPOTPOMOOTHIECKYIO AKTUBHOCTD.
B HU3KHX KOHIEHTPAIMAX TPOMOUH MOCTOSHHO OOHA-
PYAUBAETCA B KPOBU 3[0POBBIX JIIOEN U TIOJIEPKUBAET
ucxozHyo akrusanuio PC. Hannune AQA nHrubupyer atu
HM3KUE YPOBHU (DOPMUPOBAHUA TPOMOUHA U CHUKAET
AKTUBHOCTb IIUPKyIUpyomero PC;

2) AQA MHTMOUPYIOT aKTUBAIMIO IpoTenHa C yepes 06pa-
30BAHHE AaHTUTEN K TPOMOOMOZY/IUHY;

3) AQA BBI3BIBAIOT PA3BUTHE IPHOOPETEHHON PE3UCTEHTHO-
CTH K AKTUBUPOBAHHOMY IIpoTenHy C:

- Yepe3 MHIMOUPOBAHUE COOPKH IIPOTEMHOB KOMILIEK-



AJl, Makanapus u COaBT.

KATACTPO®UYECKNN AHTUDOOCDOOIUITUIHBIN CUHIPOM...

ca PC Ha aHMOHHBIX MOBEPXHOCTAX (POCHOMUTTUTHBIX
MATpHIY;

- 4epe3 NpAMYI0 HHIHOMIIO APC-aKTUBHOCTY;

— 4epe3 HHruonnmio Kopakropos Va n VIIIa;

4) aHTUTENA TPUBOJAT K PA3BUTHIO IPHOOPETEHHOTO fie(hU-
nuTa nporenHa C u/wim nporensa S. B nopme 50% npo-
TEUHA S B IUIA3ME HAXOJATCA B CBA3AHHOM COCTOSIHUM C
KOMITOHEHTOM KomIiieMeHTa CB4b u He 06;1aar0T O01o-
JIOTUYECKON AKTUBHOCTBIO. APA TOBBIIAIOT ap(PUHHOCTD
nporenHa § K CB4b, 4o MOXeT IPUBOAUTD K IIPHOGPE-
TEHHOMY JIE(QUIATY CBOOOAHBIX ypoBHENt PS. X0t B 11ie-
JoM cHukenue yposuert PC u PS y manuentos ¢ AQC
BBIABJIACTCA JIOCTATOYHO PEIKO, 3TH CIIy4dH, BEPOATHO,
OYEHb ONACHBI B INTAHE TPOMOOTHIECKUX OCTTOKHEHUIL.

AyToaHTHTENA, HAPABJIEHHBIE IPOTUB FVa, 3amuIaior
€r'0 OT MHAKTUBAIMY C IOMOIIbI0 APC. 3aMeieHHas ierpa-
Janus pakropa Va 06yCIOBIUBAET TAK HA3BIBAEMBII (PEHO-
Tl APC-pE3UCTEHTHOCTH. B 3TOM CJIydae OTCYTCTBYET UC-
THHHAs JIeNIEHOBCKAs MyTalusl, HO (DakTop Va, CBA3AHHBIN
¢ AQA, ne nnrudupyercs APC, COXpaHsAs CBOIO IIPOKOATY/IAH-
THYIO AKTHBHOCTD. [1py 3TOM HAPYIIAETCA HE CTOJBKO AKTU-
BanusA npotenHa C, CKOJbKO BO3HUKAET PE3UCTEHTHOCTD K
AKTUBUPOBAHHOMY HIpoTeuny C.

Kpowme Toro, pazsurne Tpombodummu npu AOC 06ycinos-
JIEHO CHIKEHHMEM dKTUBHOCTH BAKHENIIETO €CTECTBEHHOTO
AHTUKOATY/IAHTA aHTUTPOMOMHA 1II, BEpOATHO, BCIIEACTBUE
HAPYIIEHNA €TO B3AUMO/IEHCTBYA C TEMAPHHOM U IelapaH-
CyIb(haTOM B YOJIOBUM €I'0 KOHKypeHLuK ¢ AQA 3a CBA3bIBA-
HHE C 9TUMHU KOMIOHEHTAMU MEMOPAH SHAOTENUAIBHBIX
KieTok. [lop geficrsrueM AQA aKTHBUPOBAHHBIE SH/IOTENNO-
LUTBl 3KCIIOHUPYIOT B 60abKX Koandectsax TF vWF n
(PUOPOHEKTHH, YTO TAKKE YBETUUUBAET CBEPTBIBAIOIIMIA I10-
TEHI[UAT KDOBH.

ADA CTIOCOOCTBYIOT PA3BUTHIO NTPUOOPETEHHON PE3NC-
TEHTHOCTH K APC, MHTOUPYA (DYHKIMIO TPOMOOMO/IY/INHA,
YTHETaA aKTHBHOCTb APC, 00YC/IOBIUBAsA PA3BUTUE IPUOO-
pereHHoro Aeunura nporenHa C u S. 32 cYeT yrHeTeHns
(bopmupoBanng TpoMouHa APA OIOKUPYIOT €TI0 CrOCOd-
HOCTb dKTHBAPOBATD IPOTENH C (TPOMOUHOBBII ITAPAJIOKC).
Koukypupys ¢ antutpoM6uHoM 111 32 CBA3BIBAHKE C SH0TE-
JIMAIBHBIMY KIETKAMU, AQA HAPYIIAIOT €10 AHTUKOATY/IAHT-
HYIO (DYHKIHIO.

[ToMUMO 3HIOTENNAIBHBIX HAPYIIECHUI OHUM U3 OCHO-
BOIIOJIArAIONINX MEXAHU3MOB TpoMbodumu npu APC aBiis-
€TCsA TPOMOOTHYECKAS TPOMOOIIUTOIICHHS, COPOBO/IAIONA-
ACS arperayeit TpoMOOIUTOB. Hamurem TpoMOOIUTAPHBIX
TPOMOOB y 60/IbHBIX ¢ ADC 00BACHAETCA (PEHOMEH “OENOT0
CTYCTKA", KOTOPBIN XUPYPIU HEPEAKO OOHAPYKUBAIOT Y OOJb-
HbIX ¢ ADC,

[Iporecchl TpPOMOOOOPA30BAHUS U BOCIANICHUS TECHO
CBA3aHBI U NOTEHIUPYIOT ApyT Apyra. Tak, mpu KA®C mac-
CHBHBI BEIOPOC MPOBOCIAIMTENBHBIX IIMTOKUHOB IIPUBOJUT
K (pOPMUPOBAHUIO IPOTPOMOOTEHHOTO (PEHOTUIIA COCY/IHC-
TOT'O SHAOTENNA. AKTUBUPOBAHHBIE TPOMOOLUTEI ABJIAIOTCA
UCTOYHUKAMU MEAUATOPOB BOCHIANEHUSA (TPOMOOLUTAPHBII
(bakrop pocra, Paxrop 4 TpOMOOIUTOB, TPOMOOCIIOH/INH).
[Ipu CBA3BIBAHNY TPOMOOIUTAPHOTO P-CeNeKTrHA C JIEUKO-
[IATAPHBIM PELENTOPOM (IIMKOIPOTEUHOBBIM JIUTAH/IOM P-
cenextrHa — PSLG-1) akTHBUPYETCA TPAHCIOKAIUA (PAKTO-
pa NF-kB B A71p0 1 MHAYIMPYETCA CHHTE3 MPOBOCTIANTUTENb-

HBIX IIUTOKMHOB, XEMOKHHOB 1 TKAHEBOTO (DakTOpa. LIMpKy-
JIUPYIOMHE (PAKTOPBI CBEPTHIBAHNA TAKAE 0OIAIAI0T IPOBOC-
TATUTEILHBIM TOTEHIUAIOM. TaK, B3aUMOJICHCTBHAC KOMILIEK-
ca TF-Vlla u FXa co cnenmgpuaecknmu penentopamu PARs
(penenTophl, aKTHBUPYEMBIE TPOMOUHOM) IPUBOJIUT K yBE-
JIMYEHHUIO IKCIPECCUN KIECTOYHBIX MOJIEKYI aare3un (KMA)
¥ ipoBoCTaymTenbHbIX TUTOKMHOB (TNE IL-1b, 11-6). TpoM-
6uH cruMyupyer sxcnpeccuto KMA Ha 3HIOTENUN U AKTH-
BUPYET XEMOTAKCUC JIEUKOLUTOB. HalpOTHB, aHTUTPOMOUH
IIT (AT III), CBA3BIBAACH C PELENTOPAMU MOHOLIUTOB, IIPEAOT-
BPAIAET MPOAYKIUIO IPOBOCIAIUTENBHBIX [IUTOKUHOB U
XEMOKHUHOB. APC IpH B3aUMOJICHICTBIAY CO CTIEIU(DUIECKU-
MU PENENTOPAMU HA SHAOTENUHN MOAABIAET NPOAyKInio TNF
u KMA.

Kimnnueckas kapruna KAOC BO MHOIOM HAIIOMUHAET
JeKOMIEHCUPOBaHHBI [IBC-cunpom. B oboux crydaax
MMEET MECTO PEAKIINA MUKPOIMPKYIATOPHOTO PYCId B BU/IE
CT432 ¥ MUKPOTPOMOO30B, B IEPU(DEPUUECKOI KDOBH OOHA-
PYAKUBAETCA TUNOKOArYIANUA. Y 1oty 70% MAlUEHTOB C
KADC pazsuaercs rpombonuronenus (Menee 100000/MK),
Y YETBEPTH — I€MOJIUTUYECKAS AHEMUA. MBI CUUTAEM, UTO
npu3Haku IBC-cHHpOMA MOTYT PA3BUBATHCA IIPAKTUYECKU
BO BCex cydasx KADC, uto 06yCIOBIEHO OOIMMH 11ATOre-
HETUYECKMMU MEXdHU3MAMHU 3TUX COCTOAHUM. TaK, B OCHO-
se KADC u [IBC-cHAPOMA JIEKUT YHUBEPCAIBHBIN I1ATONO-
TMYECKUN TIPOLIECC — CHHAPOM CHCTEMHOTO BOCIAMUTEND-
Horo orsera. Kak npu KAQC, Tax u npu cunzpome 1BC Bbl-
ABJAIOTCS CXOJHBIE IPOBOLUPYIOMHUE (PAKTOPHI (MHPEKIHA,
TPaBM4, 6EPEMEHHOCTD), HAOMIONAETCS PA3BUTHUE SHOTEIHU-
AJIHO UC(YHKIUY, BBIOPOC IPOBOCIAIUTENBHBIX IIUTO-
KMHOB U dKTUBALNA KOATY/IALUHY.

CormacHo CS. Kitchens, maccuBHOE TPOMO00OOPA30BAHNE
BJIEUET 34 COOOI NPOrpeCCUPOBAHUE TPOMOO3d, KOTOPOE
aBTOPBI HA3BaMM “TpoMboTrdeckuM mmropmom” [11]. B oc-
HOBE 3TOT'O ABJIECHUA JIEKUT IIPOIPECCUPYIONAL AKTUBALINA
06pa30BaHKA TPOMOUHA, YTHETEHUE (PUOPHHOIN3A TIOJ i -
creueM PAI-1, moTpebieHne aHTHKOATyIHTHBIX (DAKTOPOB:
nporenta C u S, AT III, pa3BUTHE MACCHBHOTO TKAHEBOTO
TIOBPEA/ICHNA, BHIOPOCA MPOBOCTIATUTENBHBIX IIMTOKUHOB,
passurue [IBC-CUHAPOMA U CUCTEMHOI'O OTBETA HA BOCIIA-
nenue (puc. 3).

Takum 06pazom, npossneHns KAOC 3aBUCAT OT ABYX (PaK-
TOPOB:

1) OpraHoB, BOBNEYEHHBIX B IIPOLIECC (POPMUPOBAHUSA TPOM-

Tpapma, nudernms, GepeMeHHOCT b, FEHCTHICCKHE |
npuobperenniie (ADC) TpoMboduinm

opesienne Tkanei |

T TF T PAI-1

e

Coctoanne THIEPROATVIIAIHH |

Bridpoc
HPOBOCTITHTEIBHBIN
nuroknHos (11-1, 116,

TNF-or)

Iporenn C T TAT
Iporenn S D-juep
AT 111 F1+2

TpomGoobpazopanne |

[
— 3
]

Puc. 3. Tunotesa “TpomboThyeckoro wropma” (Kitchens C.S. et al.,
1998)
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6030B 1 PACIPOCTPAHEHHOCTH TPOMOO30B;
2) npossnenuit CCBO.

VIMEHHO HA JIUKBUJALMIO 3THUX (DAKTOPOB JOJKHA OBITh
HanpasieHa Tepanus KADC,

Hpuryune: mepanuy KAGC. KAPC — peKo BCTpedalo-
meecss COCTOSHUE, U3YYEHNE KOTOPOTO MPEACTABILIET 3HA-
YUTENBHBIE TPYAHOCTU. [IPOCTIEKTUBHBIX KOHTPOJINPYEMBIX
UCCIES0BAHUN € Lenblo usydenus KAOC Ha HACTOAIMIT MO-
MEHT He CyIIECTBYET, ¥ Haly 3HaHUA O KADC OCHOBBIBAIOT-
€S TOJIBKO HA ONUCAHUH KIMHUYECKUX CTY9a€B U OO30PHBIX
paboTax. B CBA3M C HEJOCTATOUHBIM 3HAHUEM 3THONATOTE-
He3a KADC onruMaibHAS €ro Tepanust BCE EIe He pa3pado-
TaHa. JJaxe HeCMOTPSA Ha CYIIECTBEHHBIE YCIIEXU B TEPAIUU
KPUTHYECKUX COCTOSIHUM, cMEPTHOCTB 1pu KADC poctura-
et 50%.

[Ipu nopospennn Ha KADC HE3aMeINTENBHO JIOJDKHA
OBITb HAYATA ATPECCUBHAA TEPANNA. PAHHAA TUATHOCTHKA U
HAYIO0 AIEKBATHON TEPAIIUHN ABJIAIOTCA KPUTUUECKUMU JUI
ucxozia KAQC. Crepyer OTMETUTD, 4TO CEPOIOINYECKOE BbI-
ApneHne Mapkepos ADQC uu o6HapyxeHne BA Tpebytor Bpe-
MEHU WM 9ACTO HEBO3MOKHDL, 4 TOPOI HA (POHE IIPOrpec-
CHPYIOIUX TPOMOO30B PE3YAbTAThl TAO0PATOPHBIX HCCIIE-
JIOBAHMY MOTYT OBITh OTPHUIATEILHBIMH.

Yunreigas, yto KADC sBiisercst TpoMOODUINYECKUM pac-
CTPOKCTBOM C XAPAKTEPHON PACIPOCTPAHEHHON MUKPOBAC-
KYJIOIIATUEN ITATOIEHETUYECKH OO0CHOBAHHOM TIPE/ICTABIIS-
€TCs TeparuA C UCHOAb30BAHUEM AHTUKOATYILIHTOB. Kpome
TOTO, TEPAINA JOJUKHA OBITh HATIPABJIEHA Ha IPEAOTBPAILC-
HUe 0O0PA30BAHNA U LUPKYIALMU MEAUATOPOB CUCTEMHOTO
BOCITUINTENIBHOIO OTBETA U TKAHEBBIX NOBPEKACHUI (ADA,
[IUTOKVHOB, TIPOJYKTOB AKTUBAIINH KOMIUIEMEHTA, aHTU3H-
JOTENUANBHBIX AHTUTEN). AHAIN3 KOMOMHUPOBAHHON Tepa-
IIMM TIOKA34JL, YTO JIy4IIie Pe3y/bTarsl (68% BBUKMBAEMOC-
TH) OBUIA MOJNYYEHBI IPU KOMOUHAIIMN AHTUKOATYIIHTOB,
KOPTUKOCTEPOUIOB, 3AMECTUTE/IBHON TEPAIUU CBEXE3AMO-
POKEHHOMN IUIA3MOH ¥ BHYTPUBEHHOM BBEJCHUM MUMMYHO-
I0OY/IMHA.

Tepario KADC ciieiyeT HAUMHATD C IPUMEHEHHUS Tpe-
TIAPATOB IIEPBOTO PAAA (AHTUKOATY/IAHTOB ¥ KOPTUKOCTEPO-
1710B) [0]. [Tpy OTCYTCTBUHM KITMHUYECKOTO APEKTa WK Ipr
IIPOrPECCUPOBAHUI TPOMOO30B, HECMOTPS HA AHTUKOATY/IAH-
THYIO TEPAIHIO, IPUMEHAIOT IIPEMAPATHL BTOPOIO psAzd. [Ipu
OTCYTCTBUN KIMHAYECKOTO 3(P(EKTA 1 TPOTPECCUBHOM YXY/I-
IIEHUU COCTOAHNA MALUEHTA BCTAET BOIIPOC O IPUMEHEHUN
TNPENAPATOB TPETHETO PA/IA, ONBIT NPUMEHEHUSA KOTOPBIX
OTpaHUYEH UMK 3PQPEKTUBHOCTh KOTOPLIX HEU3BECTHA.
[IpenaparoMm Bei6opa st Tepanuu KADGC Ha cerofHAmHui
JIeHb PU3HAH HU3KOMOJIEKYJLIPHBIN IenapuH. cnonb3osa-
Hue HMI npesicrasisercs Hanbosee NpeouTUTENBHBIM, TAK
KaK:

—  OH 06ECTIEYNBAET XOPOMIMIT AHTUKOATYJIIHTHBIA 3(P(EKT;

— B MEHBIIEH CTENEHN HYAKAI0TCA B Kodakrope (AT III),
Korga B ycinoBuax KADOC yrHeTaorcs eCTeCTBEHHbIE AH-
THKOATYJISIHTHBIC MTYTH,

—  MEHBIIIE OITACHOCTD PA3BUTHA I'€IIAPHHUHAYLIPOBAHHON
TpombonuTonenuy, T.X. HMI' npakruyecku He B3auMo-
JEHCTBYET € TPOMOOIUTAMU U (haKTOpOM 4 TPOMOOLH-
TOB.

B mocreHee BpeMs Bce GOJbIIE IAHHBIX 32 YCIENHOE
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npuMeHenne miazmagepesa npu KAOC, 4o, BO3MOKHO, CBA-
3aHO ¢ ypanenueM ADA, POBOCHAIUTENBHBIX LINTOKUHOB
(TNE, 1I-1, 11-6), KOMIIOHEHTOB KOMIUIEMEHTA U JIPYTUX Me-
JMATOPOB BOCTIANIEHUS, YTO MPEATCTBYET IPOIPECCUPOBA-
HHIO BOCTIAJIUTENBLHOTO OTBETA, MPOLIECCOB KOATYIAIUU 1
HOBPEKIEHUSA TKAHEH. [I0BTOPHBIE I1a3Ma(EPESDI OLPABIA-
HBI [IpY HauboJ1ee peppakrepHbix crydaax KADC, korga oc-
TAJIbHAA OOIIETIPUHATASA TEPATHA HE IPUHOCUT HONIOKUTENb-
HOTO PE3Y/IBTATA.

3AMECTUTENbHAS TEPAIINS CBEKEZAMOPOKEHHOI [IA3MON
HEOOXO/IMMA, B OCOOEHHOCTH, IIPY ABHBIX IIPU3HAKAX JIBC-
CHUH/IPOMA M MUKPOAHTHOIIATHYECKON FEMONTUTHYECKON aHE-
MuH (TIOSBIEHUE OOMBIIOTO YUC/IA MUCTOLUTOB B Iiepude-
pudeckor Kposu). [I0KkazaHo, 4To m1azMadepes ABIIeTCs
Hanb6o5ee APOEKTUBHBIM METOZIOM TEPATINKI MUKPOAHIHO-
MATUYECKON TEMOIUTUYECKON AHEMUH, 4ACCOIIMUPOBAHHON C
AQC. [Tpy 3TOM O/IHA U3 OCHOBHBIX LIEJIEN 3AMECTUTEILHON
TEPAIMHU — BOCIIOJHEHUE YPOBHA €CTECTBEHHBIX AHTUKOATY-
JIIHTOB U, B 1IEpBYIO ouepeab, AT 111 u mporenna C.

Teopernyecku BO3MOXHO NPUMEHEHNE U APYTUX AHTH-
KOATYJIAHTHBIX NIPENAPATOB (IUIUPHUAAMOIL, THUKIONUINH,
KJIONUZIOTPEJI, TUPYAVH, JIMIUPYAUH, APraTpoOaH), OFHAKO
Ha [IPAKTHKE OHU HE ObUIN UCIIBITAHBI Y aiueHToB ¢ KADC,
Tak, TUpYAUH ABIAETCA HAUOOJIEE MOIIHBIM €CTECTBCHHBIM
WUHTHOUTOPOM TPOMOKHA U OCOOEHHO I(PPEKTUBEH [/ JIe-
YEHUSA TE€NAPUHUHYIIIPOBAHHON TPOMOOIIUTOIICHUN.

Taxum 06pa3oM, 3(P(PEKTHBIMY TPENAPATAMHY JUIA JICUe-
Hua KAQC OyayT Takue NeKapCTBEHHBIE CPEACTBA, KOTOPHIE
CIIOCOOHBI O/JHOBPEMEHHO OIOKUPOBATD 00 TATOTECHETHYEC-
KHMX MEXAHM3MA TOTO 3a00JIEBAHUA — IPOKOATY/IHTHBI 1
IIPOBOCIIAIUTENBHBIN.

Ha cerogHAmHmi ieHb BAKHON OCTA€TCA IPOOIEMA /M-
arHocTuknd KADC, koTopas HeMbICIMMa 6€3 ONpe/eeHNs
ADA. Tloaromy onpezenenne AQA 10DKHO ObITh 0OA3ATEb-
HBIM Y BCEX OEPEMEHHBIX C I€CTO3AMH, TIPUBBIYHBIM HEBbI-
HAIIUBAHUEM, HAYAILHBIMY TIPOABNEHUAMY THOMHO-CENTH-
YeCKUX 3a6071eBanuil. Y Bcex 6epeMeHHbIX ¢ ADC 1 Haces-
CTBEHHO! TpoMOO(UINEH HAboIeE 11eIeCO0OPAZHON SB-
JIIETCS PAHHAA TATOTCHETHYECKAS TPOTUBOTPOMOOTHUYECKAS
U IIPOTUBOBOCIIATUTE/IbHAS TEPANNA ¢ IpumMeHeHueM HMI,
KAK BO BpeMsi 6EPEMEHHOCTH, TAK U MUHIUMYM B TEYCHHUE O
HEJIEIb IIOCTIE POJOB. YKA3aHHDIIA IIOAXOZ ITI03BOJLIET OCYILE-
CTBUTDH NPO(PUIAKTUKY IOTEPH IIOAA U TPOMOOTHYECKUX
OCJIOKHEHUI, 06eCTIeunTh 60IIee 4/IEKBATHOE PA3BUTHE I1/I1A-
LIEHTBI, IPOBECTU NPOMUIAKTUKY PA3BUTHA BHYTPUYTPOOHOI
3QIEPAKKU PA3BUTUA IUIOJA, 4 TAKXKE TIPESOTBPATUTD PA3BU-
THE CAMOT'0 I'PO3HOI0 OCno)HeHNI ADC — karactpoduyec-
Kor (popmsl ADC.
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