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AHTU®OCOPOIUIINTIHBIE AHTUTEIA,
X IIATOTEHETHYECKOE

U TUATHOCTUYECKOE 3HAYEHUE
ITPU AKYIIIEPCKOM ITATOJIOTUHA

buyanze B.0., Xuzpoesa [].X., Makauyapuns H.A., EropoBa E.C.,

bavimypagosa C.M., Mawukosa T 4.

T'b0Y BI10 «I1epsbiiit MTMY nmenn WM. Cevernosa» Mun3gpaBa P®, Mocksa

Pestome: anmugbochomnuniuorvie anmumenda oka3ol-
810N MHO202PAHHOE 6/IUAHUC HA CUCINEM) 2eMOC-
masa, no8peNcoas 6ce e20 3aujuImHbLe 36eHbs: IH00-
menuansHblll bapvep, PYyHKYUI0 ecmecmeerHolx
AHMUKOAZYIAHMOB, IHO02eHHbILE PUODUHOU3

U aKmusupys mpomooyumapHoe 36eHo 2eMocmasd
U nPoOKoazYIAHMHbLe Paxmopsl. Conemariue
npOMPOMOOMUHECKUX U HEMPOMOOIMUMECKUX
ahhexmos, 6K1104a1 AKMUBAUUIO JIOKABHO20
BOCNANUMENBHO20 OMBEMA, BIUAHUE Ha MPOdO0-
JACM U XAPAKMEPUCTIUKU IMOPUOHA, NPUBOOAIMN K
passumuro xapaxmepHoil KauHu4eckol Kapmurol
— YoMy CReKmpy mpoMOOMUMECKUX OCIONCHEHUL
8 ApMePUaNLHBLEX, BEHOZHBIX COCYOAX, 8 CUCINEME
MUKDOUUDKYAAUUL 110 MUNY AHZUONANMUL,

a maxdce K penpooyKmueHoim nOmepam i maxice-
JUBIM NO3OHUM AKYULCDCKUM OCTIONCHEHUAM, MAKUM
KaK 2eCmMo3 U NPesKAamcus, pemoniaueHmapHas
HeO0CMamouHOCMb, 3A0ePICKA POCMaA NI00A.

Knioueswie cnosa: anmugpochonuniuonsiil CUHOPOM,
aAumuPoCcHOIUNUOHBLE AHMUMENA, OCTIONCHEHUS
oepemenrocmu, kamacmpoguvecruit ADC.

ccliefoBaHma B 0651acT aHTUdoconunuaHoro
cungpoma (AD®C) 3apoannnck B Havane XX Beka.
Moa aHTMdOCHONUNUAHLIM CUHAPOMOM B Hac-
TOSILLIEE BPEMS MOHUMALOT CUMNTOMOKOMMNEKC, COYETat0-
WA ONpeaeneHHble KIMHUYECKNEe NPU3HaKW 1 nabopa-
TOPHbIE aHHbIe, — HaNU4ne aHTUGOCHONUNUAHBIX aHTN-
Tes1 (AQA) B COYETaHWUU C apTepuanbHbIMU U BEHO3HbIMM

Crncok cokparyeHmni

TpomM603amn, CUHLPOMOM MOTEPU MIoAa, MUMMYHHOR
TPOMOOLMTOMNEHNEA W/ HEBPOIOrMYECKUMI PACcCTPON-
cteamu [1,2].

WcenepoBaHns B obnactm ADC 3apoamnuch  eLle
B Hadyane XX B. B 1906 r. Wasserman ¢ Konneramu paspa-
60Tann MeTof CepPosIOrM4ecKomn ANarHoCTUKN cudununca,
OCHOBAHHbI Ha (OUKCMPOBAHMI KOMMJIEMEHTA MpPK1 B3au-
MOJe/iCTBMN ayTOAHTUTEN 3 CbIBOPOTKN 60JIbHBIX CUAU-
NNCOM U «CUPUINTUYECKOTO AHTUTEHA», BbIAENSAEMOrO
13 OpraHoB XmnBOTHbIX. B 1941 r. Pangborn nokasarn, 4to
XUMWNYECKOI OCHOBOWN 3TO peakLmum ABNAeTCH Kapamonu-
MUH, COLEPXALLMACA B CMUPTOBOM 3KCTPAKTE Obl4bero
cepaLa 1 UCnonb3yemblil B Ka4ECTBE aHTUreHa B peakLum
Baccepmana. onoxuTenbHble pesynbTatbl 3TOM0 TecTa
OblIn 06HAPYXKEHbI 1 Y NALUMEHTOB C ayTOMMMYHHbIMN,
BOCMANMNTENbHLIMU 1 TEMATONIOrMYECKUMU 3a60NeBaHN-
amn, HO 6e3 MNPU3HAKOB CUUIUTUHECKON WHGEKLMN
(moXHomonoxuTenbHas peakums Baccepmana).

B 1965 r. Alarcon-Segovia n Osmundson onucanu
HEOObIYHYI0 KJIMHWYECKY) CUMMTOMATWKY, CBSI3aHHYO
¢ nepudeprnyeckummn cocyamctbiMmn nposieneHuamn CKB.
Ctona BXOAWNN BEHO3HbIE W apTepuarnbHble TPOMOO3bI,
CeT4aToe JIMBEA0 W JIOKHOMONIOXKNTENbHbIE CEPOJIOrnyec-
Kne TeCTbl Ha CUUIUC. ITW KITMHUYECKNE NPOSBIIeHUS
1 chopmMmUpoBann 0CHOBY aHTUGOCHONUNUAHOIO CUHLI-
poMa, KOTOPbIA Obl1 OKOHYaTeNbHO onpefeneH Hughes
B 1987 r.[9].

B 70-x rr. Feinstein u Rapaport BBefin TEPMUH «BOMYa-
HOYHbIN AHTUKOATYNAHT» A8 0003HAYEHMA 3TOrO Hecrne-
UM UYECKOTO LIMPKYNIMPYIOLLEro B Miasme WHrméutopa

AT Il — antutpom6uH lI; aKJM — aHTukapauonunuu; ADGA — aHTudocchonunuasble aHtutena; AOC — aHTudocdonunuaHblii cuaapom; BA — Bonya-
HOYHbIIA aHTUKoArynsaHT; [T — renapuH-nHAyUMpoBaHHas TpomboumtoneHns; ABC — cMHAPOM — CUHAPOM AUCCEMUHUPOBAHHOIO BHYTPUCOCYANC-
Toro cseptbiBaHns; KADC — karacTpodmyeckuii aHTMoCchonmMnuaHbIA cuHAPoM; OJIHI — OKMCANEHHbIE MMMONPOTEMHbI HU3KOW MAOTHOCTH;
OPAOC - ocTpblil pecnupatopHbin auctpecc-cunapom; MOHPTT — npexaeBpemMeHHas OTCOAKAa HOPMANbHO PACMONOXEHHOW MNaLeHTb;
CKB — cuctemHas kpacHasi BonvaHka; CCBO — cuHapom cucteMHoro BocnanutensHoro oteeta; ®J1 — cpochonunua; OC — dhocaTuannceput;
APC - aktuBupoBaHHblil npoteuH C; EPCR — aHpoTenuansHblid peuentop npotenHa C; PAI-1 — uHrubutop aktmeatopa nnasmuHoreHa-1;
PC — npoteunH C; PS — npotenH S; TF — TKaHeBblit hakTop; TFPI — uHrmbutop nytn TKaHeBoro aktopa; t-PA — akTneaTop nnasMuHoreHa TKaHeBoro
tuna; TM — tpom6omogynun; VWF — haktop choH Bunnebpatga; p2-GPI — B2-rankonpotenH 1.
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

KOarynsuuu, He CBA3aHHOIO C TEHAEHLUNER K KPOBOTEYe-
HUKO 1 06HAPYXMBAEMOr0 NMPEUMYLLECTBEHHO Y NaLyeH-
TOB C CUCTEMHON KpacHoi BonyaHkoii (CKB). Bnepsbie
CBA3b MexX[y TPom6030M ry60KUX BEH, MPUBbIYHBIM
HeBblHaLIMBaHUeM 1 BA 6bina oTmedeHa Soulier u Boffa
B 1980 r. B koHLe 70-X 1 Ha4ane 80-x Ir. ObINo 0NydNKO-
BaHO MHOTO CTaTeil ¢ OnMcaHueM MaumeHToB ¢ NOA06GHON
KITMHUYECKOW CUMNTOMATUKON, HO 663 KIUHUYECKUX
u ceponorudeckux nposeneHnii CKB. [Insg 0603Ha4eHns
3TOW HOBOW (hOPMbI NATONOrUK ObINT NPEANOXEH TEPMUH
«nepBuYHbIin ADC».

YyutbiBas 10, 410 ADA o06HapyxwuBawTtca y 2-6%
[OHOPOB KpOBW (T.e. Cpean 3[0POBOTO HACeNeHUs)

1y 30-40% naunentos ¢ CKB, npo6nema ADC ssnsertcs
OZHOW N3 BOXHENLINX B MeANLMHE [2].

InarnocTtuyeckune kputepun A®C

B 1999 r. B Gannopo 6bin1 NpeasioXeHbl AnarHocTu-
yeckne kputepuu ADGC. OgHAKO B AanbHeLeM MosiBu-
NOCb MHOrO paboT, NOCBALLEHHbIX KNMHUYECKUM 1 nabo-
paTopHbIM MPOSBIIEHUAM CUHAPOMA, B CBA3M C Y4EM Ha
XI MexxgyHapoaHom KoHrpecce no A®A (2005) cnoxwus-
wecsa B Cannopo kputepun auarHocTukn ADC 6Obinn
nepecmotpeHbl [13] (cm. Taén. 1).

CnenyeT 0TMeTUTb, 4TO Komuccus no ADA BbICTynaeT
NPOTWUB UCMOMb30BaHNA TEPMUHA «BTOPUYHbIA>» ADC.

Knuunyeckue Kkputepum
1. CocyaucTblit TpOM-
603?

cocyaa

OnuH 1 60nee KNMHUYECKIX ANN30A0B° apTepuanbHOro, BEHO3HOr0 TPOMGO30B N TPOMG03a MEeNKMX CocynoB*
B J1060M Oprae unu TkaHu. Tpom603 LOSKeH 6bITb NOATBEPXAEH 06bEKTUBHBIMI UCCNeA0BaHMAMI. [Nns rucTo-
NOTNYECKOro NOATBEPXKAEHMS TPOMB03a He AOMKHO BbITb BbIPAXKEHHbIX BOCNANMUTENbHbIX U3MEHEHWNIA B CTEHKE

2. MNaronorus 6epemeH-
HOCTH

a) 0aHa 1 6onee HeOOBACHMMbIE CMEPTI MOPONOrMYECKN HOPMALHOTO NoAa (Mo AaHHbIM Y3 unu natonoroa-
HaTOMUYeCKOro ncenefoBaHus) B cpokax 10 n 6onee Hefl. 6epeMeHHOCTY;

6) 04HM 1 60Nee NPexaeBpeMeHHble PoAbl 40 34 Hed. 6epeMEHHOCTM, NPOTEKAKLLEN C TAXENbIM reCTO30M MK
TSXKENoii heTonnalueHTapHo HeA0CTAaTOYHOCTBH®, C POXKAEHMEM MOPEONOrMYeCKN HOPMAbHOrO NNOAA;

B) TpU 1 60nee HeOObSCHUMbIX NOCE0BaTENbHbIX NPEPbIBaHNIA 6epEMEHHOCTI B cpokax 0 10 Hefienb ¢ UCKHO-
YeHNEM aHAaTOMUYECKMX U TOPMOHATbHbIX MPUYMH, @ TaKXKe XPOMOCOMHbIX aHOManiA cO CTOPOHbI OTLA 11 MaTepu

JlabopatopHbie
Kputepumn®
Bonyano4HbIn
aHTuKoarynsut (BA)

AHTUKapANONUNUHOBBIE
aHtutena (AKA)

AHTUTENA
K B2-rMnuKonpoTenHy

O6Hapyx1BaeTcs B Nna3me B ABYX K 60nee cnyyasnx ¢ 12-HeaenbHbIM NPOMeXyTKOM. BA onpeaensieTcs B c00T-
BETCTBMW C pekoMeHaaunamm cybkomuteta no BA MexxayHapogHoro O6uiectaa no Tpom603y 1 remocTasy
dhoconunnazaBUCUMbIX aHTUTEN.

Hann4ne nzotunos IgG w/unu IgM B cpefHUX Uim BbICOKNUX TUTpax (T.e. 6onee 40 GPL” unn MPL, unu 6onee
99 nepueHTUKN) B CbIBOPOTKE UMK Na3Me B ABYX W 60Jee cny4asx, ¢ MHTepBanomM He MeHee 12 Hed. Onpegernexue
AKA f0MKHO 0CYLLECTBAATLCA C MOMOLLBK METOAA TBEPAO(A3HOr0 MMMYHO(EPMEHTHOrO aHanusa (ELISA).

Hann4ne aHtuten Kk B2-rnukonpotenHy n3otunos IgG n/unu IgM (B TUTpax, npesbillaOLLmMX 99 NepLeHTIIIb)
B CbIBOPOTKE WK nna3me B ABYX 1 60nee Cryyasx, c MHTepBanom He meHee 12 Hed. Onpenenexne aHTuten
[O/KHO OCYLLECTBAATLCA C MOMOLLbIO METOAA TBEPLO(A3HOr0 MMMYHO(epMeHTHOro aHannaa (ELISA).

Ta6muua 1. [Tepecmorpennsie auarnoctudeckue kpurepun ADC (uar€o3 aHTHHOCHOTUIHAHOTO CHHAPOMA YCTAaHABINBACTCSI TIPH
HAJMYUH KaK MHHHEMYM OJTHOTO KIIMHHYECKOTO U OJIHOTO M3 1abopaTopHOro Kpurepusi)®.

t Tuaenos ADC ModICHO CHAMb, eCiu RONOACUMENbHbIE AADOPAMOPHBLE MECblL U KIUHUYECKUe NPOSGIeHUs. HAOTI0OAIOMCS. PA30eNbHO

6 meuenue menee 12 neo. unu bonee 5 nem.

2 Couemanue naciedCmeeHnblx uill NPUOOPEMeHHbIX (PaKmopos pucka mpombo3a — He o600 OIS UCKIIOUEHUS. NAYUCHINO8

u3 uccreoosanuti no ADC. Tem ne menee, makue nayueHnvl OOINCHbL ObIMb PA30eNeHbl HA 08e NOOZPYINbL 8 3A8UCUMOCHIU ON'

@) Hanuuus u 0) Omcymemeus OONOAHUMENbHLIX hakmopos pucka mpombosa. K pakmopam pucka mpombo306 OMHOCAMCA . 803pAcni
(cmapwe 55 nem onst myorcuun u cmapuie 65 nem Ons scenwun), Hanuuue 1OOLIX PAKMOPOE PUCKA CePOSUHO-COCYOUCTBIX 3AD0NEEANULL
(eunepmensus, caxapmviii duabem, nogviueHue yposHs TUNONPOMEUHOE HUSKOU NIOMHOCIU, CHUMCEHUU TUNONPOMEUHOB BbICOKOLL
NIOMHOCMU, KYPEHUe, OMALOUWEHHbII CEeMEUHbII AHAMHE3 8 OMHOUEHUU CEPOEUHO-COCYOUCTIBIX 3aD0Ne8aHULL, UHOEKC MACChl mend

>30 xelm?, Murkpoansbymurypust, ckopocms Kiybouxosotl gurbmpayuu — menee 60 malmun), 2enemuueckas mpombodunus, npuem
OPANHBIX KOHMPAYENMUE08, HePPOMUYECKUtl CUHOPOM, 310KAYECMEEHHbLE 3a001e8aHUs, ONUMENbHAS UMMOOUNU3AYUS, XUPYPeUUECKUE

emewamenvcemed.

3 Tpombomuueckuii InU300 8 AHAMHE3e MOJICEM CYUMAMbCS KIUHUYECKUM KpUmepueMm, ipu YCaoGuL, Ymo mpomoo3s noomeepiicoer
COOMBEMCMBYOUUMU OUASHOCHIUYECKUMU MEMOOAMU U NPU OMCYMCMEUU OpYeUXx npudun mpomoosa.

4 [losepxnocmubie 6eHO3HbLE MPOMOO3bI HE GKAIOUEHDI 6 KIUHUYECKUE KDUMEPUU.

¥ Obwenpunsimole npusHAKU NAAYEHMAPHOU HeDOCMAMOYHOCIU 6KIIoYaiom 6 cebs: 1) apeakmugnviil necmpeccosulil mecm npu
KapOUOMOHUMOPUPOBAHUL NL0OA, CEUOEMENbCMEYIOWULL 0 2UNOKCUL N100A; 2) HAPYUleHUs KPOBOMOKA, BbIABNSAEMbLE

npu donniepoepaduu — Omcymcemeue KOHeUHO20 OUACMOIUYECKO20 KPOBOMOKA 8 NYNOYHOU apmepuu — Maxice Ceudemenbcmsyent
0 eunokcuu n1ooa; 3) Manogooue, m.e. UHOEKC amMHuomuyeckol xcuokocmu <5 cm; 4) macca nnoda npu posicoenuu, Cocmasisiowas
menee 10 nepyenmunu 011 0annozo cecmayuonHo20 603pacma.

8 Hccnedosamenu nacmosmensio pekomendyiom kaaccugpuyuposanms nayuenmog ¢ AOC co2nacho cnedyiouum Kame2opusim:

| — nanuuue 6onee 0onozo nabopamopnozo kpumepust (1o6as komounayus), lla — naruuue monvro BA, 1Ib — nanuuue monvko AKA,
llc — nanuyue monvko anmumen k b2-ruxonpomeurny.

" Ooun mpl sxeusanenmen 1 me 19G. Obwenpunamo pesyiomamol ananuza oyeHusamy Kax «evicokonosumusnuiey» (6oree 60 mpl
EJllmn unu 6onee 80 GPL), «cpeonenosumusnvie» (20-80 GPL wiu 20-60 mpl EJ/mn) uru «nuskonosumuenvie» (menee 20 GPL wiu
mpl E/flmn). Pesynomamot menee 10 GPL wiu mpl E[Imn pacemampusaiomes kak ompuyamenshvie.
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970 CBA3AHO C T€M, YTO GOMbLUMHCTBO NALMEHTOB C TaK
Ha3blBaeMbIM «BTOPUYHbIM» ADGC cTpaaatoT CKB. HesicHo,
agnatoTca nun AOC u CKB agyms otaenbHbiMi 3a60neBa-
HUAMW, NPUCYTCTBYHOLLMMIA Y OQHOTO M TOTO XKe NaLNeHTa,
unn CKB saBnsetca doHom ansa passutus ADG, unm xe
A®C n CKB npeactaBnsatoT co60/ f1Ba 3fIeMeHTa 0JHOr0
U TOro e npouecca. Takum 06pa3omM, B3aUMOCBS3b
mexay CKB, A®C n BON4YaHO4YHO-NOAOOHBIM CUHAPOMOM
TpebyeT AanbHenLnx nccnefoBaHunil. 1o MHeHWo ucene-

. MepBuyHbIi ADC
[I. BropuyHbiit AOC
A. Ha ghoHe ayTouMMyHHbIX 3a60/1€BaHNI
1) CucTemHbIX:
— CMCTEMHOIA KpaCHOI BOJTYaHKM
— PEBMATONAHOr0 apTpuTa
— cuHapoma LerpeHa
— CUCTEMHOI CKNepoaepmuu
— BACKYNIUTOB:
Y3e/IKOBOr0 nonuapTepumra
TUraHTCKO-KNETOYHOT0 apTepuinTa/peBMaTinyieckoi
nonuMuanriuu
apTepunTa Takasacy
6onesHn bexyera
— HeandppepeHumpyembix 3a6onesaHmnin coeguHu-
TENbHON TKaHU
2) OpraHocneumguyHsbIX:
— caxapHoro ama6era
— 60ne3Hn KpoHa
b) Ha ¢hoHe 3110ka4eCcTBEHHBIX OMyX0en
1) ConnaHblx:
- TMoma
— KapunHoMa (Nerkux, novek, AN4HNKOB, LLEKY
MaTKu, NpeacTaTe/ibHOM XXenesbl)
2) [emaTonornyeckux:
— numdoma
— neiikemus
— MakpornobynuHemus BanbaeHctpema
— MuenonponudepatBHble 3a601eBaHUs
B) JlekapcTBeHHO-NHAYUMPOBaHHbI ADC
— (heHOTNA3UHbI
— NpOKanHamug
— XN0pOTHasna
— 3TOCYKCUMML
— OpanbHble KOHTPALenTuBbI
— anba-NutepdepoH
— (heHnTONH
— XVHWH, XNHNLNH
— rnapanasuH
) VHgekuymoHHo-onocpesoBaHHbI APC
— cugomnuc
- BIY
— Manspus
/) Ha coHe apyrux coctossHmii
— KOHEeYHas CTagus NoYe4Hol HeLoCTaTO4HOCTH
lIl. Opyrue Bapuantsl AOC
A) CeporeratnsHbiii ADC
b) Karactpogpnyeckuii AQC
B) Tpom6oTuyecknit LUTOpM
I) MonuopraxHas He[OCTaTO4HOCTh
) pyrne MukpoaHrnonatuyeckne cuHapoMbl
— TPOMOOTINYECKas TPOMOOLMTONEHNYECKas nypnypa
— FeMOJIMTUKO-YPEMUYECKIA CUHAPOM
— HELLP-cuHapom
E) ABC-cuHppom
2K) CuHzApOM BOSTYaHOYHbI AHTUKOAryNISHT-0M0CPEA0BaH-
HOWE rUMonpoTpOMONHeMum

Tabauna 2. Knaccuduxarus ADC.

josartenen, 0605166 BaXHbIM SBMSIETCS AMArHOCTMKA
conytcteytowen CKB  (unn  fpyroro 3aBoeBaHms),
a He pasgeneHne ADC Ha «MepBUYHbIA» 1 «BTOPUYHDINA>.

Knaccutukayun A®C

BONbLWMWHCTBO UCCrefoBaTeNieil BCE XK€ BblAENsoT
nepsuyHbIA 1 BTOPUYHbLIA ADC. O nepsuyHom ADC roso-
PAT NPU HANUYUM KNMHUYECKNX NPU3HAKOB 3a60neBaHms
W OTCYTCTBMM CWUMMTOMOB Pa3NuyHbIX 3aboneBaHuMii
COEAMHNTENBHON TKaHu, BKNtovas CKB, peBMaToMaHbIi
apTpuT, ayTOMMMYHHYKO TPOMOOLMTONEHUYECKYD Nyp-
nypy. AOC Ha poHe 3a60feBaHMA COEAUHUTENbHOIA
TKaHU, Pa3nuyHbiX ayTOUMMYHHbIX 3a60MeBaHNIi, 3n0Ka-
YECTBEHHbIX OMYXO0/en, MHPEKLMNOHHO- U NEKAPCTBEHHO-
06YCNOBNEHHbINA cuuTaeTcs BTopuyHbiM ADC.

Knaccudpukaums ADGC npenctasneHa B Tabnuue 2.
Kputepun andpdpepeHunanbHOn JUArHOCTUKKA NepBUY-
Horo A®C n ADC Ha choHe CKB npefctaBneHbl B TabnuLe
3 [15]. Hanu4une no60ro n3 nepeyncieHHbIX Kputeprnes
NCKNtoYaeT anarHo3 nepsuyHoro AQC. [Ans ucknoveHus
CKB Heob6xoaumo HabnoaeHne B Te4eHne 5 net u 6onee
nocne MaHugecTaumn nepebIX KAUHWUYECKUX NpPOsiB-
NeHWiA.

KartacTpopuyecknii aHTMDOCHONUNUIAHBIA CUHAPOM
(KADC) sBnsieTcs Hanbosnee THXKENo (opmoin aHTMAOC-
thonunuaHoro cuHapoma. OH NPOSBASAETCH MHOXECTBEH-
HbIMU TPOMO03aMU XKU3HEHHO BAXKHbIX OPraHOB 1 pPa3Bu-
TWeM MOJSIMOPraHHONM HeLOCTATOYHOCTU HA (DOHE BbICO-
KOr0 TUTPa aHTUMOCHONNNNIAHLIX aHTUTEN. ITOT CUHA-
POM HOCUT UMS cuHApPOMa ALLiepcoHa, KoTopbii B 1992 T.
BMEPBbIe BBEN B KNMHWUYECKYHD NPaKTUKy TepMuH KADC
[2,19]. XoT KADC passnBaeTcs MeHee 4em y 1% 13 Bcex
nauneHToB ¢ ADC, OH ABNAETCA YrPOXAIOLMM XKUSHU
COCTOSIHMEM W TPeByeT HEOTNIOXKHOM Tepanun. HecmoTps
Ha neyeHue, netanbHocTb npu KA®G pocturaet 50%.
CerogHs KA®C paccmatpuBaeTcs ¢ NO3ULMUA CMHAPOMA
cuctemHoro socnanutensHoro otseta (CCBO) n xapakre-
pu3yeTcsd  pasBUTWEM  CUCTEMHOW  3HAOTENMANbHON
ANCYHKLUMN, CUCTEMHBIM BbIGPOCOM MPOBOCMANMUTESb-
HbIX LWTOKWHOB, aKTWBALMEN NPOLECCOB Koarynsuuu

CbINb Ha LieKax

[nckonaHas cbinb

$13BbI NONIOCTM pTa U POTOINOTKM, 32 UCKNIOYEHNEM N3bA3BNEHNS
1 nepdopatm HoCOBOW Neperopoakm

BbIpaXeHHbIN apTput

[1neBpuT Npn OTCYTCTBMW NPU3HAKOB 3IMOOMMN NIErO4YHON apTe-
pUN UNK NEBOXKENY04KOBOW CEPAEYHON HEOCTATOHHOCT
[MepnkapanT npu OTCYTCTBMM MPU3HAKOB MH(apKTa MUOKapaa
Unn ypemun

[Tepcuctupytowas npotenHypus 6onee 0,5 r/cyT. B pesynbrare
TUCTONOMNYECKMX NOATBEPXKAEHHOM0 MMMYHOKOMMIEKCHOIO
rnomMepynoHedpura

Jlumcponenus meree 1,000/mkn

AHTUTENa K HatuBHoO [HK, BbIABNEHHbIE METOLOM PafuonUM-
MYHHOr0 aHanu3a unu Crithidia ontoopecueHLue

TuTp aHTUAaepHbIX aHTUTEN 60nee 1:320

Jle4eHune NekapCTBEHHbIMY Npenaparamu, 4acTo CnoCo6CTBYHO-
LMy 06pa3osaHno AGA

Taomuua 3. Kpurepun st nuddepeHimranbHONl TUarHOCTHKH
nepsuyroro A®C u A®C Ha pone CKB [9].
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

n dopmuposaHnem [BC-cungpoma. [log BAusiHUEM
aHTUADOCEONUNNAHBIX AHTUTEN MPOMCX0ANT (HOPMUPO-
BaHWe NPOKOarynsHTHOrO 1 NPOBOCMANUTENIbHOIO NOTEH-
Lmana, Ha hoHe KOTOPOro noj AencTBUEM [ONOMHUTESTb-
HbIX MPOBOLMPYIOLMX (DAKTOPOB (MHGIEKLUs, TpaBma,
XVNPYPruyeckoe BMeLLATeNbCTBO, NPUEM OpasibHbIX KOHT-
pauenTtnBoB) passusaetcs KADC, To ecTb peanusyercs
LEKOMMeHcauus CUCTEMbl  remocTasa, 3anyckaercs
CUCTEMHBbIA BOCMANIUTENbHbIA OTBET U (OpMuMpyeTcs
NONMOpPraHHas HeaoCTaTO4HOCTb.

Knuuunyeckue npossnenus AGC

AHTdboCcONNMAHBIA CUHAPOM MO NpaBy Ha3blBAKOT
CUHAPOMOM-XamesieoHoM.  [lpu  yyacTun  pasnuyHbIX
MOJEKYNAPHBIX MEXaHW3MOB M B3aUMOJENCTBUIA pa3Bu-
BAETCA LLeJIbliA CNEKTP KIIMHUYECKNX NMPOSABIEHUIA.

AHTUOCHONMNNIHBIA CUHAPOM ABIAETCA CUCTEM-
HbIM 3a00JIeBAHMEM W MOXET MNPOABAATLCA OAHUM
WA OLHOBPEMEHHO HECKOSIbKUMMW  KITMHUYECKUMU
NpWU3HaKamMn co CTOPOHbI PA3NINYHbIX CUCTEM OpPraHoB
— BMJIOTb A0 PA3BMTUA TaK Ha3blBAEMOMN KaTacTpopu-
yeckon opmbl ADC, xapakTepuaytlLlencs 0CTpoi
NOSIMOPraHHON HEeAOCTAaTO4YHOCTHI, HaMOMMHaKLel
TakoByto npu [OBC-cuHgpome ¢ pasButuem 0CTPOro
pecnmpaTtopHoOro AUCTPecC-CUHAPOMA, MOPAXEHUEM
UHC (nHcynbT, cTynop, Ae3opueHTauus), WHGapK-
Tamu MUOKapha W racTpOWHTECTUHANbHbIX OPraHos,
HaAMN04e4HNKOBOM HEAOCTaTOYHOCTbIO W MpP. Y4uTbl-
Bas, 470 A®C 3aHUMaeT NepBoe MecTo CPeaun NpuvnH
TPOM6030B, 3NnU30[bl TPOMOO30B Ha (DOHE npuema
OpaNibHbIX KOHTPAUenTuBOB, B MOC/EONEpPaLNOHHOM
nepuoge, Npn UMMOGMIN3aLNM U SpYrux npegpacno-
narawwmnx Maktopax, a TakXe peuuauMBupyroLine
TPOMOO3bl M TPOMOO3IMOONUN U MHOXKECTBEHHOCTb
MECT MOPaXeHUs [O/MKHbI HACTOPOXMWTb Bpaya-
KIIMHWLWCTA B OTHOLIEHWM BO3MOXHOIO Hanuynus
A®C. He meHee apkum npossnennem AD®C asnsawTcs
Heyfda4u, CBA3aHHbIE C Tepanuen HeNnPSAMbIMU aHTUKO-
arynsHTamu nocne Tpom603a, KOTOPbIe NPOABAOTCA
peTpom603amMu.

OcHOBHble KnuHuyeckue npossnedns AD®GC nepeyuc-
NeHbl B Tabnuue 4.

[anee 6onee noapo6HO 06CYXAAtOTCA MOCEACTBUSA
ADC, wumelowme Haubonee BaXHOE KIIMHWUYECKOe
3Ha4eHue.

BONbLWWHCTBO WUCCNEA0BAHUA MO TUMY CIYy4an-KOHT-
pONb, NPOBEAEHHbIE CPean NOXWUMbIX NoAen, 06Hapy-
XUIN NPAMYI0 B3auMOCBA3b LupKynsauumu ADA ¢ passu-
TNEM MLLIEMUYECKOr0 UHCYNbTA. bbllo 06HapPY)XeHO NoBbI-
weHne Tutpa AQA B KpOBW MaLMEHTOB 4epe3 7 [Hel
1 Jaxe 4yepes 6 4 nocne TpomM603a, XOTS 3TOF0 BPEMEHN
HEe0CTATOYHO ANS HapacTaHus TuTpa aHTuten. CpeaHunii
Bo3pactT A®A - accouumupoBaHHOM Lepe6panbHON
WLLEMUMN — HA HECKOJTbKO IeCATKOB JIET MeHbLLIE BO3pacTa
TUNWUYHON LiepebpanbHON ULLEMUYECKO B MOMYNALWM.
HeT faHHbIX 0 TOM, BIIMSIET JIN TSHKECTb TPOMGO3IMOONU-
YECKUX OCMOXHEHUA Ha TUTP aHTUKAPAWOSIUMUHOBbIX
aHtuten [6].

UHC

Xopest

MurpeHb

Mcnxo3

Anunencus

TpaH3UTOPHbIE ULLEMUYECKIE aTaKI/UHCYIbTbI
Mmnonepdyyaus

HelipoceHcopHas noteps cnyxa

lMonepeyHas Muenonarus

KOrHWTMBHbIE paccTpoiicTBa
[TceBgoonyxonb mo3sra

Tpom603bI LiepebdpanbHbIX BeH/apTepuit
Tpom603bI COCYLOB CETHATKM

CrHAPOM NOLO6HBIA PacCessHHOMY CKNepo3y

[acTponHTeCTNHANbHbIE

[Te4eHOYHbIN HEeKPo3

HekanbKynesHblii X0NeumcTuT

Cunapom bappa-Knapn (Tpom603 Ne4eHOUHbIX BEH)
/HTECTMHANbHAS nwemns

Cocyauctsie

Atepocknepos

bonesHu knanaHos cepaua

OcCTpblit MHapKT MMOKapaa

HeynayHble pe3ynbTaTbl aHTMONNACTUAKM

[lnactonuyeckune HapyLueHns. BHyTpucepae4Hbln TpoM603
Kapanomunonatus

bonesHb broprepa (06nuUTepMpYOLLNA TPOMOOAHTMNT)

KoxHble

Cetyatoe nueego (Livedo reticularis)
KoXHble 13bA3BIIEHUS

MofHOrTeBbIE rEMOpparumn

[ToBEPXHOCTHbIE TPOMOBONEOUTHI
[ncranbHas KoXHas uilemms (akpounaHos)
[aHrpeHono06HbIE MOBPEXAEHUS KOXM
Hekpo3 Koxu

KocTHble
ABaCKyNAPHbI 0OCTEOHEKPO3
Hekpo3 KocTHOro mosra

lToye4Hbie

TmomepynsapHbIA TPOM603

CTeHO3 No4eyHoit apTepum
[ToyeyHass HeJOCTaTOYHOCTb
Tpom603 NoYeYHOI BEHbI/apTepum

JleroyHbie

JlerouHbiin am60nM3m

JleroyHas runepTeHsuns

OcTpblit pecnupartopHblil guctpecc-cuuapom (OPAC)

SHAOKpUHHBIE
Hapno4eyHukKoBas Hej0CTaTOYHOCTb
TMnonutyuTapuam

lemaronorn4eckme

TpomboumToneHus

AyTOMMMYHHas FeMONUTNYECKas aHeMuS
JleiikoneHns

AkyLepckmne

[MpuBbIYHOE HEBbIHALLMBAHNE

[ecTosbl

BHyTpuyTpo6Has 3afepxxka pa3suTua nnoma
HELLP-cuHapom

HeynadHble nonbiTkin 3KO 1 NCKYCCTBEHHOTO 0CEMEHEHUS
MocnepoaoBbIii NNEBPOMYNbMOHANbHbIA CUHAPOM

Karactpogpuqeckmit AQC

MynbTuopraHHas HeoCTaTo4HOCTb

Taomuua 4. OcHoBHBIC KIIMHIYECKHE TposiBieHust ADC.
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HefnaBHO ObinO 3aBeplUeHO nepBoe MPOCMNEKTUBHOE
uccnefosaHue, Kacawleecsd ponu A®A B pasBuTuu
NOBTOPHbIX Miemuyeckux nHcynbtoB (APASS) [1]. OHo
6b1n0 Ha4ato B 1993 r. u ouUEHMBANO PUCK peumnanBa
VIHCYNbBTOB U APYrvX TPOMO03MOOSIMHECKNX OCMIOXHEHNIA
B TEYEHWe [BYX JIeT Y MauueHTOB, NEepPeHecLUnX ULLeMu-
YECKUIA UHCYNLT W NOJTyYaBLUNX B KA4€CTBE Tepanun ninéo
acnupuH (325 mr B cyt.), nu6o Bapdapud (MHO0=2,2).
Pesynbrarel nccnenoBaHus CBUAETENbCTBYIOT 06 OAMHA-
KOBOW 3(P(PEKTUBHOCTY Tepanuu acnupuHoOM U Bapgapu-
HOM Yy nauuneHToB ¢ A®DA, rnepeHecLnxX MLWemMnUYecKnii
WHCYNbT. B nccnemoBaHum He UCMonb3oBannuch 6Gonee
BbICOKME [03bl BapapuHa ¢ 60MbLunm 3HaveHnem MHO,
XOTS, BO3MOXHO, OHW 6bInu 6bl 601166 3 EKTUBHBI ANS
npounakTukn  peunansos  ADA-accoLMUPOBaHHbIX
VIHCYbTOB.

KorHutusHble HapyweHus npu A®GC moryT Bapbupo-
BaTb OT JIETKUX PACCTPOMACTB A0 COCYAMCTON JeMeHLMN.
XoTs cneunduryeckas posib aHTUPOCHONUNNAHBIX aHTN-
TeJl OCTaeTCcs HEsCHOW, TeM He MeHee, 04eBMAHO, YTO
60MbLUMHCTBO KOFHUTUBHbIX HapyLieHui npu ADC sBns-
t0TCS pe3ynbratom Tpom60o3a.

MpuMeHeHWe  [OMJEpOBCKON  3Xokapauorpaduu
NO3BOMAWUIIO BbIABUTb  BbICOKYK) 4acTOTy NaToiornu
CEepAeyHbIX KnanaHoB Yy nauueHToB, cTpagatowimx CKB
¢ umpkynauuein A®A, no cpaBHeHuto ¢ 60nbHbIMKU CKB
6e3 unpkynauumn ADA. Todtn y 89% 60onbHbIX ¢ CKB
11 3260/1€BaHNAMMN KI1anaHoB CepAua bl 06HapyeHbl
A®A, no cpaBHeHMo ¢ 44% O6ONbHLIX 6€3 MopaXKeHun
KnanaHoB. 3xoKapanorpauyeckue ncenefoBaHns 06Ha-
PYXWUIN NATONOTMO CepLEeYHbIX KNanaHoB MoYTW Y 04HON
TpeTn 60sbHbIX NepnyHbIM ADC. OCHOBHbIMU U3MEHE-
HUAMMN ObINN YTOJILLEHIE KIanaHoB, BereTaLum 1 Knanat-
Hasa peryprutaums.

Cnyyam WHbapkTa MuoKapaa B Trpynne >KeHLLMH
B Bo3pacTe 0T 35 10 44 net, ctpagatoLux CKB, pa3smBa-
toTcsa B 50 pas yalLe, No CPaBHEHWIO C KOHTPOJIbHOW rpyn-
noi. WHdapkt muokapaa npu CKB 06bl4HO CBfi3aH
C aTepockepo3oM, BO3HUKAIOLLLEM B pe3yrbTaTe AnnTenb-
HOr0 NpuemMa CTepouaoB, TUNepINNUAEMIAN, TUMEPTEH3NN
11 Backynuta. K aTum Knaccu4yeckum MexaHuamam cnegyer
[0006aBUTL LMPKYNAUMI0 aHTUAPOCHONUNNEHBIX AHTUTEN
KaK BO3MOXHbI (DAKTOP PasBUTUA MHAPKTa MUOKapLa.
Hanuyue BbICOKOTO TUTPA aHTUKAPAWUOSMMUHOBLIX aHTU-
TeJs1 B HAaCTOsALLee BpeMs NMpU3HAeTCs B Ka4eCcTBe He3aBu-
CUMOro hakTopa pucka nHdgapkra MuokapAa. BoisisfieHa
KOppenauus Mexay YPOBHEM aHTUKApAMONUMMHOBbIX
AHTUTENT W aHTUTEN K OKWUCNEHHbIM TNUMONPOTENHAM
HU3Kon nnoTtHocTn (JIMHIT). Bo3aMoXHO, 3TOT MexaHu3m
ABNAETCA OTBETCTBEHHbIM 32 PAa3BUTUE 3HAOTENNANbHON
ANCHYHKLMW 1 NPOrPeccrUpoBaHie aTepockeposa.

0653aTenbHbIA CKPUHUHT HAa aHTUOCONMNNIHbIE
AHTUTENA Y NALMEHTOB C UH(APKTOM MUOKapaa LOSHKEH
ObITb BbIMOMHEH B CNeAyOWmMX cnyyasx: 1) ecnv naumeHT
mMonoxe 45 net; 2) ecnn B aHaMHE3e UMEKTCA Chydau
BEHO3HOr0 WK apTepuanbHOro Tpom603a unm NpPKBbIY-
HOTO HeBblHALLMBAHUS; 3) Y NALUNEHTOB C OTATOLLEHHbIM
CEMeNHbIM aHAMHE30M B OTHOLLEHWUM ayTOUMMYHHbIX

3a6oneBaHuit, 0c06eHHO CKB; 4) npu Hann4nm oKKo3nn
BEH TPaAHCMaHTaTa, HaCTyNuUBLUEA paHee YeM Yepes rof
nocre onepaluu UM OKKITHO3MK, HECMOTPS Ha Tepanuio
BapaprHOM UNK acnupuHOM; 5) Npn PEOKKN03umn apTe-
puin nocne ycnewHo NPOBEAEHHOW aHr1onNacTuku umn
PEOKK/O3MN, HECMOTPSA Ha Tepanui BapapuHoM nau
acnupuHomMm.

IM60NNS NIEroyYHbIX COCYAOB W MHGAPKT J1Erkoro
ABNIAIOTCA Hanbonee 4acTbIMU NErOYHbIMK NPOSABIIEHM-
amu ADC (BcTpeyatotes y 17-33%) M MOTyT 6bIfib NEPBbIM
nposiBfieHnem 3a6onesanns. Boicokas 4acTota nofo6HbIX
NPOSBNEHUA 0O6bACHAETCA YaCTbIMU PELUAMBUPYIOLLIMMU
Tpomb03amn rny6okux BeH y naumeHtoB ¢ ADGC, 4T0
NpU6NN3NTENBLHO B TPETU CIIy4aeB OC/IOXKHAETCA 3MO0-
Nnei B NIET0YHbIE COCYbI M MHKDAPKTOM Sierkoro. [pyrumu
NCTOYHMKAMM  TPOMOO3IMOBONMU  MOrYT ObITb  TAKXKE
HWKHAS MONMas BeHa W MoYeyHas apTepus, Beretauuu
TPUKYCMIZANBHOTO KnarnaHa, a TakXe NpPaBOCTOPOHHUE
BHYTpUCEpAe4Hble TpoMObI. [TocnefHee 06CTOATENBCTBO
Tpe6yeT CUCTEeMATUYECKOro NpPoBeAeHNs 3X0Kapamorpa-
thum y 60nbHbIX ¢ ADC 1 neroyYHbIM am605IM3MOM. Hanu-
yue BblCOKUX TUTPOB AKA unu BA y naumeHToB ¢ «uauno-
naTn4eckum» BEHO3HbIM TPOMOOIMOONU3MOM  3HAYU-
TefIbHO MOBbLILIAGT PUCK PeLMaUBUPYIOLLMX TPOMBO30B
1 TPOMBO3MOOSINIA. J1ero4Hblil aM60NN3M ABNSETCA BEOy-
e MPUYNHOM JIEr04HOM TUNEPTEH3UN Y MauUeHTOB
¢ ADC.

Cetyaroe nuseno (livedo reticularis) aBnaeTca Hanbo-
nee YactbiM KOXHbIM npossneHnem A®C (BCTpeyaetcs
npuénnanTenbHo y 25% naunentos ¢ ADC) n npeacTas-
nset co60il HeobblYHOE MPOSABNEHME CTa3a B KOXHbIX
cocyfax, XapakTepuayloLleecsd OTAeNbHbIMU y4acTKamu
umaHo3a. CertyaTbli xapakTep JuBeLO COOTBETCTBYET
06nacTi aHacTOMO30B MeX[y ABYMS KOHycamu apTepuo-
NAPHBbIX BETBEM, 3a CHET KOTOPbIX B HOPME MPOMCXOAMT
KPOBOCHAOXXEHIE KOXKM. ITI KOXHbIE MPOABAEHMS 4acTO
COYeTalTCq C PeuuauBupytoWUMK  apTepuanbHbIMK
I BEHO3HbIMW TpOMOGO3amu, NaTONOrMen KnanaHos
1 LLlepebpOoBaACKYNAPHLIMY TPOMO03aMK C COMYTCTBYHOLLIEI
9CCeHLManbHOM runepteH3nen (cuiapom CHefioHa).

Moykn ABNAOTCA OAHUMW U3 OCHOBHbLIX OpraHoB-
muweHen ana ADA, 410, N0-BMOMMOMY, CBA3AHO C TEM,
4TO MOYKM, KaK 1 MO3T, Ype3Bbl4aiHo 6oraTbl dhoconu-
nugamu. TpomM603 COCYA0B NoYek, 06ycroBneHHbIn ADA,
MOXXET MPUBOAUTb K PA3NUYHbIM KIIMHNYECKUM NPOsiBIe-
HUAM: CWUCTEMHOW TUMEepTEeH3NN pPasfiN4HOW CTEmneHun
TSXKECTW, NPOTEMHYPWUM, remMaTtypun, TPOMOOTUYECKON
MWUKPOAHIrMonaTum, B T.4. acCOLMUPOBAHHON C 6epemMeH-
HOCTb0, MPOrPecCupyHoLLEei No4eYHON HEJOCTAaTO4YHOCTH,
TpebyloLLeil NpoBeeHNs reMonanmnsa.

Y naunenToB ¢ AOC onucaHo pa3BuTUe TSHXKENO unn
3/10Ka4eCTBEHHOW TUNEePTeH3NN B OTCYTCTBME Nponnde-
paTWBHOIO rMoMepynoHepuTa. MMCToNOrMYecK HabM-
[aMCb ULIEMUS TTIOMEpPYIT, BHYTPUNOYeYHble apTepuasib-
Hble WNKU apTepUoNApHbIe TPOMOOTUYECKME MOPAXEHUSs
unn OuoPO3 MHTUMbI. CX0X1E MOPAXKEHNSA ObITN ONKCAHbI
npum Hedponatun y OGepemeHHbIX. [ucToNornyeckoe
nccnenoBaHme Nokasano Hanuyue omépuHoOBbLIX TPOMGOB
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AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

B [TIOMEpY/APHbIX Kanuanapax, apTepruonax u Mexxaone-
BbIX apTepusx. INEKTPOHHOE MUKPOCKOMNYeCKoe Uccne-
[0BaHMe NOATBEPANIO0 HANlN4Me TPOMOOTUYECKOR MIKPO-
aHruonaTuu.

Han6onee xapaktepHbiM nposisneHuem ADC cnyxut
akyllepckasi nartosiorus: npuBbIHHOE HEBbIHALLMBAHME,
Heya4u aKcTpakopnopanbHoro onnogoTeopeHuns (3IK0),
recTo3bl, BK/OYas MNPEIKNAMNCUIO W 3KNAMMCULO,
nuaueHTapHas  HeLOCTaTOMHOCTb,  BHYTPUYTPOOGHAs
3ajepXKa pocTta nnofa, npexneBpeMeHHas OTCNOMKa
HOpPMasbHO pacnonoXeHHomn nnaveHtsl (MOHPI).

B nocnegHue rofbl B MUPOBOW NuUTepaType U Meau-
LMHCKOI NpakTuKe Ans 0603Ha4YeHUs PenpomyKTUBHbIX
NoTepb aKTUBHO UCMOMb3YETCA TEPMUH «CUHAPOM NOTEpU
nnoga», KOTopbliA ABMSETCA 60/ee LWUPOKUM MOHATAEM
11 BK/KOYaeT B cebs:

— OAMH unun 6onee CamMmoNPOKU3BONbHbIX BbIKUIbILIEN
Ha cpoke 10 HeA. 1 6onee (BKMOYaa Hepa3BMBalo-
LLYHCA 6EPEMEHHOCTD);

— MepTBOPOX[EHNE;

— HeoHaTasnbHas CMepTb, Kak 0CNOXHEHNE NPeXaes-
PeMeHHbIX POAOB, TAXKENOro recto3a U niaLeH-
TapHOW HeJ0CTaTO4HOCTHY;

— Tpu unn 60nee CamonpoM3BOJIbHbIX BbIKMIbILIEN
Ha NPeamMOBPUOHNYECKOW WNKU paHHeid IMOPUOHU-
YECKOIA CTaMm, KOraa UCKITHYEeHbl aHaTOMUYECKME,
FEHEeTUYECKNE U TOPMOHANTbHbIE MPUYNHBI HEBbIHA-
LUNBAHMS.

YactoTta cuHgpoma notepu nnopga npu A®C gocturaet
50-75% [8,9]. MpepbiBaHne 6ePEMEHHOCTN MOXET UMETb
MECTO B J1106ble CPOKN 6EPEMEHHOCTU, U BbIKMbILL 334ac-
TYI0 OCTAeTCA eAMHCTBEHHbIM CUMMTOMOM Y MauWeHTOB
¢ nepsuyHbiM ADC. Onsa ADC xapakTtepeH No6on Tun
CUHAPOMA NOTEPW MN0AA, BKIOYAA NPeAMMNNaHTaLmoH-
Hble MoTepu.

Tpom6oTnyeckuit wTopm W aHTUdhochonMNNaHbIA
CUHAPOM

[Tocne oTKpbITMS KaTacTpOgM4ecKoro aHTudocdonm-
nuaHoro cuuapoma R.A. Asherson Havanacb apa akTuB-
HOro W3y4eHns 3ToM Haubonee Tsxenon copmbl ADC.
C coBpemeHHbIX nosuuun B noHstme KADC BknYawoT
[19]: pa3BuUTHE MHOXECTBEHHbIX TPOM6030B 32 KOPOTKUIA
nepuoj BpeMeHn (MeHee 0HOW HeZenu), pa3sBuTue nosu-
OpraHHom HeJoCTaTO4HOCTM, TPOMOO3bI B MEJSIKUX COCY-
nax, pa3sutine CCBO, BbICOKMIA PUCK aTUMUYHBIX TPOMOO-
30B (KOCTHOrO MO3ra, OpraHoB pPenpoayKTUBHOM
cucTembl), nabopatopHble npusHaku ADGC. Paccmatpumsas
KAOC ¢ no3uumii cuHOpOMa CWUCTEMHOrO OTBETa Ha
BOCMasieHMe, CTAHOBUTCA TMOHATHbIM  KOJIOCCAlIbHOE
CXOJICTBO KNuHMYeckux npossneHun KAD®C u cencuca.
Pa3Bu1BaOLLIMIACA CUHAPOM CUCTEMHOI0 OTBETA Ha BOCMNa-
NeHne MpUBOANUT K (DOPMUPOBAHUIO PACNpOCTPAHEHHON
TPOMOOTUYECKOI BacKyronaTuu, 470, B CBOK O4epefb,
0ObACHAET LUMPOKUA CMEKTP KIIMHUYECKUX MPOSABIIEHWNI
KADC, 06ycnoBneHHbIX NOBPEXAeHNEM TKaHel 1 pa3su-
TWeM MOJSIMOPTaHHOW HeA0CTAaTOMHOCTU, BKIOYAA Hapy-
LweHne doyHkuum noyek, OPLC, passutue LepebpanbHbIX

HapYLUEHUA («OCTPbIA LepebpanbHbIl ANCTPECC-CUHA-
POM»), CHUXKEHWE COKPATUTESIbHOM aKTUBHOCTU MUOKapaa
1 Pa3BUTME KATEXOMAMUH-PEDPAKTEPHON TUMNOTEH3MUN.
Takum o6pa3om, CCBO He 0CTaBASET OPraHN3My LLUAHCOB,
nopaxas BCe 3alUUTHble MexaHW3Mbl, 00YCnoBNNBast
6s10Kaly MUKPOLMPKYIATOPHOIO pycna 1 pa3suTme Mynb-
TWOPraHHOM HeJoCTaTOYHOCTH.

B nocnepHee Bpems Bce 60/bLUE BHUMAHUS YAENAETCS
13y4yeHnto ponn KAD®C B naToreHe3e akyLepckux 0Crnox-
HeHUA. Takue TUMUYHO aKyLIepcKue OCNOXKHEHUS Kak
akKnamncus, HELLP-cungpom, npexaespemMeHHas
OTC/IOMKA HOPMAsbHO PACMOM0XEHHOI MaLeHTbl MOryT
obITh  nposiBneHuaMn KA®DC. Takum o6pasom, KADC
ABNIAETCA ropasfo 60s1ee pacnpoCTPaHEHHbIM SBIIEHUEM,
HEXenw 6bIN0 NPUHATO CHUTATL 40 CUX Nop. Kpome Toro,
aknamncusi, HELLP-cungpom, TOHPI moryt passu-
BaTbCA W NPU HanUyum Apyrux OeddekToB remMocTasa,
B 4acTHOCTM, npu myTaumn FV Leiden u gecouuute PS.
CoyeTaHune nNpmobpeTeHHO! TpoMBOdmMNIUKM, 06YCNOBNEH-
Hol ADC, ¢ reHeTuyeckumn gedektamm remocrasa
CYLLECTBEHHO YCyrybnsetT Te4eHue NaTonoruveckoro
npouecca 1 MNPUBOLUT K PA3BUTUIO TPOMOOTUYECKMX
OCNOXHEHMA. BO3MOXHO, CO4YeTaHue HacreACTBEHHbIX
Tpom6ochunuin n AOC coszaaeT 61aronpuUATHbIA POH, Npu
KOTOPOM MNpK  ONMpPeAeNieHHbIX YCNOBWUAX BO3MOXHA
JeKOMNeHcaLus cucTemMbl remocrasa u passutue KADC.

KADC xapakTepuayeTcsi MyMbTUOPraHHbIM MOpaXe-
HUEM W BOB/IEYEHNEM BCEX OPraHoB W CUCTEM C PasBu-
TWEM NONMOPraHHOW HeJ0CTaTOMHOCTU. Bo Bpems 6Gepe-
MEHHOCTM NOABJIAETCA HOBbIA YPE3Bbl4ANHO BAXKHbIN KaK
Ana marepu, Tak 1 g nnofja oprax — nyauexta. Mopdo-
JINTUYECK MHOXXECTBEHHbIE MUKPOTPOMO03bl 11 UHGap-
KTbl MALEHTbI BbISBNAKTCA MPU MHOTUX AKYLLIEPCKUX
OCNOXHEHUAX, BKMYas rectodbl, HELLP-cuHgpom,
[BC-cnHapom, 06YCNOBMEHHbIN Pa3NUYHbIMKN  NPUYK-
HamMK, B T.4. N aKyLUEPCKUMU KPOBOTEHEHMAMU U CENTH-
4EeCKUMMN OCNTIOXXHEHMAMU. Ha CerofHsALWHUA [eHb 3Ha4e-
HUE FeHeTnYeckux hopm Tpombopunum n AOC B natore-
He3e aKyLIePCKNX OCNOXXHEHWIA ABNSAETCSA 06LLenpu3HaH-
HbIM, 60Jiee TOro, akyLIepCKUe OCNOXHEHUA ABNAOTCH
OOHUM U3 AmarHoctuyeckux kputepmes ADC. B cBssn
C 9TUM Y NAUMEHTOK C aKyLEpPCKUMM OCNIOXHEHUAMY
KpaiHe BXXHO NPOBECTY UccneaoBaHmne Ha Hanuyne ADA.
9710 NOMOXXeT BOBpeMs pacno3Hatb KADC, cBOeBPEMEHHO
Hayatb Tepanuio U 136exarb NPOrpeccupoBaHMa 3Toro
NOTEHLMANBHO J1eTa/IbHOr0 OCNOXHEHUS.

MHTepecHo, yTo Bnepsble OBC-cuHApoM 6bin onncaH
McKay (1965) y 38-neTHeit xeHwmHbl ¢ CKB. [aHHble
aHaMHe3a 3TOM 6OSIbHOW (Hanu4ue Xopew, NnopaxeHue
MUTPaNbHOTO  KfanaHa, MNpKBbIYHOE HEBbIHALIMBAHME
OepeMeHHOCTI) CBUAETENbCTBYIOT B MOb3Y BTOPUYHOIO
A®C. Yepe3 HeCKONbKO AHEN NOCAe XONeuucTaKTOMUm
Y OKEHLLMHbl Pa3BUANCH MPU3HAKW MYMbTUOPraHHOoM
HEeLOCTaTO4HOCTM (MOYevHas, CepAeyHas HefoCTaTou-
HocTb, OP[IC, nuxopajka) B COYETaHUN C HU3KUM YPOB-
HemM (OUOPUHOreHa, TPOMOOLMTONEHNEN U YBENUYEHNEM
MB (no nabopatopHbIM AaHHbIM). lonuopraHHas Hefo-
CTaTO4HOCTb CTana NpUYUHOM NeTanbHOro MCX0Aa Yepes
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HeZLento Nnocre onepaTMBHONO BMeLLaTenbCTBa. [1pu naro-
NOr0aHAaTOMMYECKOM  UCCNE0BaHWM  0BHAPYXWIUCH
TunuyHble ans KAD®C nposiBneHns Tpom603a MUKPOCOCY-
auctoro pycna. Takum o6pasom, McKay Ha6nopan
pazsutne KA®C n ogHoBpemeHHo cuHapom OBC, ogHako
B T0 Bpems 0 cyulectBoBaHun KADC He 6b11o M3BECTHO.

OpHol u3 cambix 60nblinx 3aragok KA®G aensercs
pasBUTUE MUKPOTPOMO030B, TOrda Kak Ans Knaccuyec-
koro A®C xapakTepHbl B OCHOBHOM MaKpOTPOM6O3bl.
CornacHo Kitchens C.S. (1998), maccusHoe Tpom60o06pa-
30BaHuWe BJIeYeT 32 CO60I NporpeccupoBaqme Tpom603a,
KOTOpOEe aBTOP Ha3Ban «TPOMOOTUHECKUM LUTOPMOM>
[11,14]. B ocHOBe 3TOro SIBNEHUS NIEXUT NPOrpeccupyo-
Was aktuBauna 06pa3oBaHMss TPOMOWUHA, YrHeTeHue
mbpuHonusa 3a cyet PAI-1, noTpebneHune aHTuUKoary-
NAHTHbIX (hakTopoB: PC, PS, AT lll, pa3Butue MaccrueHOro
TKAHEBOr0 NOBPEXAEHMS, BbIGPOCA LIUTOKIHOB, Pa3BuTie
OBC-cuHapoma, CMCTEMHOr0 OTBETa Ha BOCManeHue
11 NOJIMOPraHHOM HeJoCTaTOMHOCTM (CM. puc. 1).

Mbl cynTaem, yto npusHaku [OBC-cuHgpoma moryt
pa3BuUBaTbLCA NPAKTMYECKM BO BCex cnyvasx KADC, 4to
06YCNOB/IEHO OO6LUMMMW MATOrEHETUYECKUMN MEXaHU3-
MamMm 3TUX cocTosiHWIA. Tak, B ocHoBe KADC v [IBC-cuna-
poMa NeXWUT YHUBEPCA/bHbIA NMAaTONIOrMYecKnii NPoLece
— CMHIPOM CMCTEMHOrO BOCMANUTENbHOIO OTBETA.
Mpu KA®C 1 npu OBC-CUHAPOME BbISIBASKTCA CXOLHbIE
npoBOLMpYOLWMe hakTopbl (MH(eKLMA, Tpasma, 6epe-
MEHHOCTb), HabJilaeTca pasBUTME 3HAOTENNANbHON
ANCGYHKLUMK, BbIGPOC NPOBOCMANUTESNIbHbIX LUTOKMHOB
11 aKTMBALIMS KOArynauum.

CoBceMm HelaBHO ObiN OnucaH DeHOMeH TPOMOOTHYEC-
KOro LUTopma, KoTopbin no aHanorun ¢ KAQC xapaktepu-
3yeTC MHOXECTBEHHbIMU TpOMO03ami, pa3BUBAtOLLN-
MUCS B TEYEHME KOPOTKOro nepuoga spemeHu. OaHako
Nnpu 3TOM U3BECTHbIE B HACTOALLEE BPEMS (POPMbI TPOM-
600mnum BbIABNAIOTCA He Beerga [14].

KpuTepum AMArHoCTMKM Takoro BapuaHta Tpom6oTy-
4eCKOro LUTOPMA BKJTHOYHAIOT:

[Ba U 60see 3NN300B BEHO3HbIX/apTepuanbHbIX
TpomM603a/MUKpOAHrMonaTni;

aTUMNYHYIO N10KaNN3aLmo TpomM6030B;
pedopakTepHOCTb TPOMOO30B K  CTaHAAPTHOM
Tepanuu.

Mpu 3TOM Hambonee 4acTbIM TPUITEPOM TPOMOBOTUYEC-
KOro LUTOpMa ABNAeTCA 6epemMeHHOCTb. GornacHo Hatleil
KOHLIEMUMM NPUYNHONA BO3HUKHOBEHUS 3TOM0 COCTOSHUS
CNy)XXaT TsXeNble POPMbl MYNbTUTEHHON TPOMOOUINN
(OBe 1 6oree roMo3nroTHble POPMbI BbICOKOTPOMOOTEH-
HbIX MyTaLWi) OAHOBPEMEHHO C MOBbILIEHHbIMU YPOBHAMY
KOoghakTopoB. [1/11 CBOEBPEMEHHOI AMArHOCTUKM HeobX0-
ANMO uccnenosatb ypoBeHb ADA y Bcex nauueHTos ¢ [BC-
CWUHIPOMOM, 0COGEHHO Y MALNEHTOB, Y KOTOPbIX TPOM603bI
Pa3BUBAIOTCA MPU OTCYTCTBMW SBHOTO MPOBOLMPYIOLLEro
(hakTopa, Npu peunanBmpyoLLmx Tpom603ax, npy TPOM60-
TUHECKUMX OCIIOXXHEHUAX BO BPeMS 6EPEMEHHOCTH, BKIIHO-
4as TSHKENYH aKyLIepCKy NaTonoruto, B T.4. Npu Npeak-
Namncun, aHTeHatasbHOW rmbenu nnofa, MnoLo3pPeHun
Ha AMOOJINI0 OKOONNOAHBIMU BOAAMMN.

MatoreHes A®C

MatoreHe3 Tpom60308 nNpn ADC elle HeAOCTaTO4HO
n3y4eH, nockonbky A®A camu no cebe CTONb reTepo-
TEeHHbI, YTO 11 MEXaHM3Mbl UX y4acTUA B NaTOreHese TPOM-
600NINYECKOr0 COCTOAHUA MOTYT ObITb Pa3NUYHbIMMU.
A®A HapywatoT 6anaHc cucteMbl remMocTasa, BnNAs Ha
pasfinYHble ero CTYNeHU: akTUBMUPYS KOArynauuo n Tpom-
6ouuTapHoe 3BeH0, 610KUPYs PUOPUHONNI 1 aHTUKOATY-
NAHTHYIO CUCTEMY, BbI3bIBasi AHAOTENUANbHYIO OUCHYHK-
LIMI0 1 aKTMBUPYS MPOLLECChI BOCMANEHMS.

AHTudpocchonunuaHble  aHTUTENa  NpPeacTaBnsAloT
COOO0M CEMeICTBO reTepOreHHbIX ayTo- U aniouMMyHHbIX
UMMYHOrNo6ynnHoB: 1gG, IgM u IgA [18].

Tpasma, nHdekus, 6epeMeHHOCTh, reHeTHdeckre U nprobpereHubie (ADC) TpomGoduiin

[ToBpexnenue Tkanei

BrI6pOC IPOBOCTIAATEIBHBIX
urokusoB (11-1, 11-6, TNF-a)
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ADA KnnHunueckoe 3HaueHue

AHTUKapanonunuHel IgM, 1gG, IgA Tpomb03bl, aKyLLEePCKMEe OC/IONKHEHUS,

3Ha4YyeHune CNopHO

AHTUK-6eTa 2 rankonpoTeuH | IgM, 1gG Tpomb603bl, aKyLLIEPCKUE OCNONKHEHUSA

[ ]
0
g
=
(]
<
b
=
S

AHTU-aHHEKCUH V CuHgpom notepu nnoaa

AT K NpoTPOMBUHY Tpomb603bl

KnuHunyeckoe 3HayeHune npoAaosxaet ndyvyartbca Ansa

aHTUTen K:
doccaTnanncepuHy
doctaTnannataHonammHy
MpotenHy C, npoTenHy S, Tpombomoaynuny, t-PA, TpomOuHy
Mna3muHy, KoMnnekcy TPOMOUH-aHTUTPOMOUH
dakTopy Xl, XII
KomnoHeHTy komnnemeHTa C4, dpaktopy H
JinBn

AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

PI/ICyHOK 2. MHOFOO6pa31/Ie aHTI/ICbOC(i)OIII/IHI/I,HHBIX AHTHUTCII U UX KIIMHUYCCKOC 3HAYCHUC.

Buabl ADA:
1. BONYaHOYHbI aHTUKOATYNIAHT.
2. AHTUKapAWONUMMUHBI.
3. AHTMTENA K aHMOHHbIM (hocdonunmaam:
— aHTMOCHaATUINIICEPUH;
— aHtuTena K oocaTuHoi KUCNOoTe;
— aHTMOoCHaTUANINHOZMUTOT;
— aTHuocaTuaUNrnnuLepon.
4. AHTWTENa K HelWTpanbHbIM hocdonnunuaam, aHTu-
dhochaTnannaTaHoNamMumH.
icnonb3oBaHne  BbICOKOYYBCTBMTENbHLIX  TECTOB
LOEMOHCTPUPYET Hanu4ne aHTUTEN K BbILEYNOMSAHYTbIM
thocchonunupam y  3HaYUTENbHOW 4acTh  3[0POBbIX
noaein. MoxxHo npeanonoxuTtb, 4To Hanudue ADA aBns-
eTCH YHUBEPCANIbHbIM OTBETOM OpraH1n3ma Ha pasnnyHble
KNUHWUYECKNE COCTOAHUSA, KOTOPbIE 06YCII0BEHbI UHMEK-
LMeit, ayTOUMMYHHbIMU, 3M0Ka4eCTBEHHbIMYU 3a60JeBa-
HUAMW, MEANKAMEHTO3HbIMI BO3AEACTBUAMU, A TAKKE
BO3/E/CTBMEM 3KONOrMYeCcKuxX pakTopoB (anfiepreHHole,
pagnaumoHHble 1 np.). OTMEYeHo, YTO Y MHOMUX NHOAei
Hanun4une AQA HOCMT TPAH3UTOPHbIA XapakTep 1 He NposiB-
NAETCA KNMHUYECKM.
PasHoo6pa3ne A®A 04eHb BENWKO, KpOMe TOro,
B nocnejHee Bpems Gbiny OTKPbITbl aHTUTENA K HOBbIM
KohakTopam, KIWHUYECKOE 3HA4eHWe KOTOpPbIX eLle
NPeLCTOUT YCTAHOBUTb. B TO Xe Bpems KIWHUYECKOoe U
ANAarHOCTUHECKOE 3Ha4YeHWe [PYrux KnaccoB aHTMTen
0CMNapmBaETCH, KaK B Clyyae C aHTUKapanonunuHamm [18]
(cm. puc. 2).
®ocornuuepunipl ABAATCA OCHOBHbIM COCTaBHbIM
KOMTMOHEHTOM KNeTO4HbIX MeMOpPaH, OHW B 3HAYUTENbHO
KOHLIEHTpALWUX ONpeaenstoTcs B KENe3UCTbIX TKaHSX,
nnasme, >XENTOYHOM MeLUKE UK Apyrux TKaHax. OHu
cocTaBnaoT 0o 40% nunuaos MemopaH pUTPOLIMTOB U
6onee 95% NUNULOB BHYTPEHHE MeMOpaHbl MUTOXOHA-
puin. [ns Bcex dhocdornuLepruaoB XapakTepHo, YTo 0Ha
4acCTb UX MONEKYNbI PE3KO rMapodobHa, a Apyras ruapo-
(bunbHa, YTO NO3BOJIAET UM HAXOAMTLCA HA FPaHM pasgena

BOAHOW 1 HeBOAHOW (ha3. CylecTBYeT HECKOMbKO
nojknaccos gooccornuLepuios.

Yallie BCero B opraHu3me >XXMBOTHbIX W BbICLIMX pacTe-
HWIA BCTPeYaroTCcHd «HelTpanbHble ocdonunuibl» —
hochatuannxonnHel 1 ochaTnanIaTaHoNaAMMNHbI.

Kapauonunuu  (amdocdatnaunrnulepon) ssnsercs
[BOMHbIM DOCKONUNMAOM, MPUCYTCTBYET HA BHYTPEHHEN
MOBEPXHOCT MWUTOXOHAPWIA, roe coctasnsetr no 20%
0T Bcex nunuaoB. CBo6ogHas ocdatugHas KucnoTa
BCTPEYAETCA B OTHOCWUTESIbHO HEBOMbLUMX KOMNYecTBax
M0 CPaBHEHMIO ¢ apyrumm OJ1.

®ocarngunceputbl (PC) 1 docdaTuanInHOUTONbI
(PU) oTHOCATCS K rpynne «0TPULATENIbHO 3apPSXKEHHbIX»
(aHMOHHbIX) @J1. B cocTaBe MOMAPHONA «TOMOBKM» OHW
COOTBETCTBEHHO COAepXaT OTPULATESIbHO 3apsSXKEHHbIe
OCTaTKWM aMUHOKMCIOTbI CEPMHA 1 LIMKNNYECKOro CrnupTa
1HO3UTONA.

@ochaTUaAMNUHO3UTON HaWaeH B MO3re, JIEerkux,
nedeHn. @ocarnamncepudsl (®C) pacnpocTpaHeHb!
MeHee LMPOKO, HO UMEHHO UM OTBOAMTCS 0JHA N3 OCHOB-
HbIX POJieil B peann3aLmin natonormnyeckoro ayToMMmyHm-
Teta npu A®C. ®C pacnonaraetcs BO BHYTPEHHEM COe
niasmartn4eckoil MemopaHbl KIeTku. Takoe pacrnonoxe-
HMe 06ecneymBaeTcs (PepMeHTOM aMuHodocdoNunna-
TpaHcnokason (dnunnasoit). HopmanbHbie MemMOpaHbl
KIETOK UMEOT 4YeTKyt0 (DOCHONUMUIHYIO aCUMMETPULO.
BHewHniA cnoii 6orat xonuH-chocdponunuaamn, torga
KaK BHYTPEHHUN — amuHodpoconunuaamu. MNepemette-
HMe 60bLLOr0 Konnyectsa OC B HAPYXXHbIA CNOE MeMO-
PaHbl BO3HWKAET 04EHb PEAKO 1 UMEET BAXKHOE 3HAYEHNe.
Tak, akctepHanuaaums ®C npoucxoguT B CTaperoLLnX
apuTpouuTax, 3To MO3BOMAET Makpoaram pacno3Harb
UX U gharoumtpoBath. JiumMdountsl N apyrue KNetku,
NoABepratLLnecs anonTosy, TakKe 3KCTepHanu3upyoT
®C, KoTOpble ABNAOTCA 0MNO3HABATENbHLIM MECTOM MpU
yoaneHuu Knetok. Ha muo6nacrax npu (popmupoBaHum
MWOTYOYN yBenuyuBaetcs konuyectso ®C Ha noBepx-
HOCTU. 3TOT NPOLIECC NPEALIECTBYET MEXKIIETOYHOMY
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CMUSHUI0O MMO6NIACcTOB. TpOMOOUMTBI NPU  aKTMBaLUK
akcnoHupyoT ®C, co3fasas mMaTpuly ans akTuBusaLuu
npoTpomM6uHasbl W peakuun cBepTbiBaHMs. Bo Bcex
cnyyasnx ®C aKCNOHNPYIOTCSA HA MOBEPXHOCTM KNETOUHbIX
MeMOpaH KNeToK, KOTOpbIe NOANEXaT pa3pyLLIeHuto, 6o
PEUHTEPHANM3aLMS NPOUCXOANT 0YEHb BbICTPO.

C mcnonb3oBaHMeM MOHOKNOHanNbHbIX AT K ®JT 661510
MoKasaHo, 410 Tpodhobnact npu auddepeHLnaumnn
1 UHBA3WU B SKCTPALIENIONAPHbIA MaTPUKC TAKXKEe 3KCMO-
HupyeT ®OC. Tak Kak CNusiHME KNEeTOK U POCT CUHLMTUSA
NpoAo/KAeTCA MOYTM  BCHO  GEPEMEHHOCTb,  KIETKU
Tpodgpobnacta, BO3MOXHO, SABNAKTCA E€AWHCTBEHHbLIMM
KNeTKamn B OpraHW3Mme 4efoBeka, CTOMb ANNTENbHO
9KCMOHMPYIOLLMMI HA CBOEN NOBEPXHOCTM OTPULATENBLHO
3apskeHHble OJ1.

B 90-x rogax 6b110 NOKa3aHO, 4TO NPUYMHOA TPOMBO-
30B npn ADC sBnsaeTcs He npaMoe B3aumoaenctane ADA
C OTPULATENbHO 3apPSXKEHHbIMU WU HEMTPaNibHbIMU
doconunuaamu, Kak cquTanoch paHee, a 6en0k-0noc-
pefoBaHHOe. B KkadyectBe Takmx 6enK0B-KOG)aKTOPOB
yaule BCEro BbICTynaeT 6Genok nnasmbl  KpOBU:
B2-rnukonpoTenH | (B2-GPl), KOTOpbIA, CBA3bIBAsCH
¢ hocdonunupamu, o6pasyet UCTUHHLIA AHTUrEH [Ns
A®A, a TaKxxe NpoTPOMOUH.

Momumo P2-GPl n npoTpombuHa uMeeTcs eLle
MHOXECTBO 6€NKOB-KO(DAKTOPOB, SBMASIOLMXCH MULLIE-
Hammn ans AQA (cm. Taés. 5).

B psize cnyyaes BOSMOXHO 1 NPsAMOE B3aMMOeACTBIE
A®A ¢ doconunugamu, 4TO yYalle UMeeT MecTo npu
nHpexumn. Mpu atom ADA npencrasneHs! IgM.

®eHOMEH BOJIYAHOYHOro aHTukoarynsuTa. B 1972 r.
Feinstein n Rapaport BBenn TEPMUH «BONTYAHOYHBIN aHTK-
KoarynsHT» Ans 0603Ha4eHNs HeCeLnpuIecKoro LMpKy-
nupylowero B niasme  UHrMGuTOpa - Koarynauuu,
He CBA3AHHOIO C TEHEHLMEN K KDOBOTEYEHIO 1 BNEPBbIe
06HapyxeHHOro y naumeHtoB ¢ CKB. G COBpEMEHHbIX
Mo3nLniAi B OCHOBE (peHOMeHa BA nexuT umpkynauus
aHtuTen K p2-GPI knaccos 1gG unu IgM 1 aHTMNPOTPOM-
OUHOBLIX aHTUTEN. AHTUTENA, CBA3bIBASCH C aHTUdoCdO-
NUNUAHBIMKA - MOBEPXHOCTAMM, NPENnATCTBYOT B3aUMO-

OcHoBHble | ipyrne aHTHreHbl
aHTHreHbI
B2-GPI lMpotenH C

Mpotpom6uH | MpoTtenH S

TkaHeBOW akTMBaTOp NnasmuHoreHa (t-PA)
AHHEKCUHBbI

Tpombomogynut

OKnCneHHble NMNONPOTENHbI HU3KOW NAOTHOCTH
®aktop XII

dakTop X

®akTop XI

®akrtop VII/VIla

[TpekannukpenH

BbICOKO- M HN3KOMOMNEKYNAPHbLIA KWHUHOTEH

H 1 C4b KOMNOHEHTLI KOMMIEMeHTa
JHpoTennanbHbIi peuentop npotenHa G (EPCR)

Ta6auna 5. AHTUTCHHbIC MUIICHH T aHTH(HOCHOTUIHIHBIX
aHTUTEIN: (OCHOTUIUA-CBI3BIBAIONINE TPOTEHHBL.

TF — TkaHeBbIil akTop
PS — mporenn S
APC — akruBupoBaHHBIi ipoTenH C

LencTBUI0 poconnnuiaoB ¢ akTopamu Koarynsumu,
YTO NPUBOAMT K HApPYLIEHUH (DOPMUPOBAHUS NPOTPOM-
OMHA3HOrO KOMMMeKca 1 006pa3oBaHus  TPOMOMHA.
B pesynetare in vitro HabnogaeTcs yanuHeHne CBepTbIBa-
HUS KpoBW (yosvHeHwe AYHTB, Tecta ¢ A40M raftoku
Paccena [dRVVT]). Tem He MeHee, in vivo Habnopaetcs
HE CKJTIOHHOCTb K KPOBOTEYEHNSIM, @ HA060POT, pa3BMBa-
eTCA NPOTPOMO0TUYECKOE COCTOSHME. MexaHn3m pasBu-
TUS aKyLLEPCKUX N TPOMOOTUYECKUX OCIIOXHEHMIA Y NaLn-
eHTOB ¢ BA 10 KOHUa He fceH. [lpeanonaraercs, 4TO
aHTUdoCoNUNUAHbIE aHTUTENa ABNAKTCA NPUHUHON
Pa3BUTMS PE3UCTEHTHOCTM K aKTUBUPOBAHHOMY MPOTEUHY
C, nopaBnseT akTUBHOCTb NPOTeMHOB G U S, CBA3bIBAET
Heo6XoauUMBbIi ANa akTuBauum npotemHa G TpomboMoay-
NAH, HapylwaeT (YHKUMIO MHTUOUTOpPA TKAHEBOrO
(hakTopa nHrnéuTopa TkaHesoro gpaktopa (TFPI). Bce aTo
MPWUBOAMT K HAPYLLEHUIO (DYHKLIMW ECTECTBEHHbIX aHTUKO-
arynsHToOB U CMELLEHWI0 PAaBHOBECUS B CUCTEME Femoc-
Taza B CTOPOHY MNPOTPOMOOTUYECKOr0  COCTOSHUA
(cm. puc. 3).

Oco6eHHO crneayeT OTMETWTb, 4TO onpedeneHue A4TB
MaJio NpUroaHo An1s onpeaeneHus qoeHomeHa BA. Ha cerop-
HALIHWA JEHb, COMMACcHO NOCNeOHUM PeKOMeHAaumsmM no
anarHoctuke A®C, nyywmum MeToaoM Ans BbisiBneHus BA
ABMNAETCA TECT C A40M ragtokm Paccena (dRVVT) [13].

TM — TpomMGOMOTyIHH
PT — nporpombuH

AHTH-TIPOTPOMOHH

\ AnTH-B2-rnukonporent I

Pucynok 3. Auturena Kk npoTpoMOUHy ¥ B2-IuKonpoTenHy |
HapymaoT GOPMUPOBAHUE TPOTPOMOMHAZHOTO KOMILJICKCA.

Dmom mexanuzm nedxcum 8 0CHose eHoMeHa BOTHAHOYHOLO
anmuxoazynanma. Anmumugocgonunudnsie anmumena ooyc-
nagausalom ghopmuposanue pe3ucmeHmHoCmu K akmueupo-
sannomy npomeuny C (APC) 3a cuem HecKoNbKUX MEeXaHU3MOG:
Hapyutenue oopazoeanus MmpoMoura — akKmueamopa npomeuna
C (mpombunoswiii napadoxc), unakmueayus npomeuros C u S,
Hapywerue QyHkyuu mpomoomooyiuna (aHmumena K mpom-
bomooynuny), Hapyuwenue coopku APC na anuonHou gocghonu-
NUOHOU NOBEPXHOCHIU.
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AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

B2GP1 un aHTuTena k P2GP1. B2GP1 Bnepsble 6bin
onmcan B 1961 r. Schultze. Mpu n3y4enun ero gusnono-
FMYECKOW ponu  6bina  06HApYy>eHA  CMOCOOHOCTb
FMNKONPOTenaa CBA3bIBATLCA C OTPULLATENBHO 3apPSHXKEH-
HbIMM Y4aCTKaMN MaKpOMOJSIEKYIT: IMMNONPOTENHOB, TPOM-
60LUTOB, MUTOXOHAPWUIA, renapuHa (Unn renapaH-cynb-
(hata). Kak M3BECTHO, OTpULATENIbHO 3apPSXKEHHbIE
MaKpOMONEKynbl CNOCOBHbI 3anyCcKaTb BHYTPEHHWIA NyTb
CBEPTbIBAHNA KPOBW, B CBA3M C 4eM OblI0 BbICKA3aHO
npennonoxexue o ponn P2GP1 Kak ¢omanonornyeckoro
HeiATpanuaaropa koarynauuu. Kpome toro, B2GP1 nHru-
oupyer A®d-3aBucumyto arperauutd  TpomMOOLUTOB.
Mo3xe 6bIN0 06HAPYXeHO, 4To B2GP1 ABnseTcs cocTas-
HOM 4aCTbl0 XWJIOMUKPOHOB, JUMOMPOTENHOB O4eHb
HU3KOW U BbICOKOW MJIOTHOCTW, OBHApYXXeHa ero posib
B MeTabonuame nWUNUA0B (akTMBauus JNMNONPOTEUH-
nunasbl). B 1968 r. 66111 onucaHbl cilydam HeJocTaToy-
HOCTW B2-GP1, KOTOpbIe HUKAK He MPOSBASANCH KIWHN-
yecku. Takum 06pasom, Guonoruyeckas posib LAHHOIO
MIa3MeHHOro NpOTeMHa ocTaBanach A0 KOHLA He BbISIC-
HeHHol. C 1990 r. B cBA3N ¢ OTKpbITMEM P2-GP1 Kak
KopakTopa A5 ADA, OH BHOBb CTaJT aKTUBHO U3Yy4aTbCs.

B 1990 Galli n coaBT. coobLWMAN, Y4TO OYMULLEHHbIE
aHTUTENA C aHTUKAPANOSIUMNHOBOI aKTUBHOCTbIO CBA3bI-
BaloTCA ¢ (pocaTMANNCEPUHOM WU KapAMOIUMUHOM,
a TakXxe C NMnocomamu, cogepxawumm 3t gocdonm-
NUAabl, TONbKO B NMPUCYTCTBUW MNa3MEHHOr0 Koghaktopa,
KOTOPbIA 1 6bI MaeHTMGMUMPOBaH Kak B2GP1. Xapak-
TEPHO, 4TO Y OOSIbHBIX C CUUNUCOM KOohakTop Ans
cBsi3biBaHna ADA ¢ aTumn dhocchonunuaamn He Tpebo-
Bascs.

XoT1q B cpusnonormyeckux ycnosusx p2-GP1 ceasbia-
eTCA C aHWOHHbIMM (HOCONUNUAHBIMU MeMOpPaHaMu
LOBO/MIbHO Cnabo, npu Hanuyum aHtu-B2GP1-antuten
06pasyeTcs KOMMNIEKC NepekpecTHo CBA3aHHbIX B2GP1 1
AHTUTEJT, KOTOPbI MOXET 06/1a4aTb BbICOKOM CMOCOBHOC-
TbH0 CBA3bIBATLCA C (POCHONUNULHON MEMOPAHO (CM.
puc. 4). 31a BbICOKAs CMOCOOHOCTb K CBA3LIBAHUIO MOXET
CneoBath U3 hakTa 0 TOM, YTO B KOMMNEKCe Nepekpec-
THO CBfA3aHHbIX PB2GP1 M COOTBETCTBYHOLUMX AHTUTEN
cofepxutcs 2 n 6onee p2-GP1 monekyn, 6u- n MynbTn-
BANEHTHO CBA3AHHbLIX C (POCKONMNUAHON MEMOPAHON.
Mpn o06pasoBaHun TaKUX KOMMNEKCOB aPUHHOCTb

-0
J’_

B2-GP1 k docodnunuaam ysenndnsaerca 6osnee 4em
B 100 pa3. Toraa kak MOHOMeEpHbIA $2-GP1 B donanonoru-
YECKWX KOHLEHTpauusx He cnocobeH addeKTUBHO
KOHKYPUpOBaTb C (DAKTOpPaAMK Koarynsuuu uim Apyrumu
hbochonunui-ceA3bIBAOWMMN  NPOTEMHAMKU  (Tuna
aHHeKcKHa V) 3a aHWOHHbIe MemMOpaHHbIe MOBEPXHOCTH,
komnnekc B2-GP1-aHTWTENO MOXET KOHKYpUpOBaTh
BECbMA YCMELIHO. 3TN KOMMNEKChbl YMEHbLLIAIOT KONMYeC-
TBO aHWOHHbIX (hOCONUNUAHBIX NOBEPXHOCTEN, HEO6XO0-
ANMbIX AN 06pa3oBaHKs NPOTPOMOMHA3HOIO KOMMJeKca
in vitro, n, TeM cambIM, [EMOHCTPUPYIOT 3P EKT MHTMOU-
poBaHua  HOCHONMNUA-3aBUCUMBIX  KOAryNALMOHHBIX
peakuwuii in vitro.

CyLLiecTBYET TaKkXXe NPeanosioxeHue, 410 aHTU-B2GP1-
AHTUTENa HanpaseHbl UCKOYNUTENBHO NMPOTUB KOHAOP-
MaLMOHHbIX 3MUTOMNOB, 9KCMPECCMPOBaHHbIX Ha B2GP1
TONbKO TOrAa, KOrga MocniefHWid CBA3aH C aHWOHHOM
hoconunuaHoi MemoepaHon UK Apyron 0TpuLATENbHO
3apPSHKEHHON NOBEPXHOCTbLIO.

MocnegHue uUCCneaoBaHWS MOKasanu, 4TO peLenTo-
pamu Ans CBA3bIBaHWA KOoMnfekcoB [B2GP1-aHTuteno
K B2-GP1 mMoryT 6bITb aHHEKCUH V, Ha 3HAOTeNNaNbHbIX
KneTkax 1 MmoHouuTax u anoER Ha Tpom6ouuTax.

OTKpbITME TOrO hakTa, Y10 anoER MOXET DYHKLMOHU-
poBaTb Kak peLenTop K komniekcam B2-GP1-aHTuteno
K B2-GP1, no3BonsieT 06bACHUTb HEKOTOPbIE HETPOMOO-
Tnyeckne npossneqns AQOC. AnoER oTHocuTCA K cemMeic-
1By peuentopoB JIMHI. Bbiio 06Hapy»XeHo, 4TO 60Jb-
LUMHCTBO, €CMW He BCe PeLenTopbl 3TOr0 CEMeNiCcTBa,
CMOCOGHbI  Urpatb pPoSib  PELEenTopoB K KOMMEKCy
2-GP1-antuteno k B2-GP1. PasnuyHble Tunbl peLento-
poB cemericTea peuentopos JIMHM npucyTCTBYIOT npak-
TUYECKW HA BCEX KNeTkax. Takum 06pa3omM, B3auMoaeiic-
TBUE Kommnekca PB2GP1-aHtuteno k B2-GP1 ¢ Humm
NnpuMBOaMT K adpekTam, cneuuduyHbIM UMEHHO AN
[AHHOr0 TUNa KJ1eToK. BO3M0OXXHO, UMEHHO 3TUM B3amMO-
[EeACTBMEM  MOXHO OOBbACHUTb  HETPOMOOTUYECKME
apdpekTbl ADA, Hanpumep, CBA3aHHbIE C BO3AENCTBUEM
Ha HelipOHbI U ApYrue KNeTKu, 4To TpebyeT fanbHenLwero
n3y4veHns. CyLLecTBYeT NPeAnonoXeHue, 4To Takoe B3au-
mogeiicTeue ¢ AnoER npmBoauTt K cMmeLleHuto 6anaHca
remoctaza B CTPOHY COCTOSIHUS FUMepKoarynsauum.
Y nauueHToB ¢ LMpKynaumen antuten K B2GP1 Habntoga-

<47 AHTH-B2-TimKkonpoTent |

-

B2-rmuxompoTenH |

<+ . .
DochomumuaHEIN cIoi

Pucynok 4. Mexanu3M CBS3bIBaHUS aHTH-B2-TTUKONIpoTerH | ¢ pochOomUmuIHbIM CII0eM.
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etca ocopunmpoBanmne peuentopos AnoER, docdo-
punuposaHne MAPp38, 4TO NpUBOLMT K akTuUBauuu
CUHTE3a TpOMBOKCaHa A2.

AKTUBHO U3Y4aeTCs KAWHUYECKOE 3HAYeHWe aHTu-
B2-GP1. AHTn-B2-GP1 sBnstoTcs 60nee cneunduyHbIMN,
4eM aHTUKAPAWUONUNWHLI, B OTHOLUEHWUW PAa3BUTUSA TPOM-
6030B. B KNMHMYecKnx ucCnefoBaHUAX YCTaHOBJIEHa
BaXHas pofib aHTU-B2-GP1 B natoreHese apTepuanbHbix
TPOM6030B (MH(apKTa MUOKAPLA, MHCYNbTA). [10406HbIE
pesyneratbl CTannm CTUMYNOM K W3YYEHWO PONK aHTu-
B2-GP1 B natoreHe3e aTepockJiepo3a 1 aTepoTpom603a.
Mpennonaraercs, 4to0 aHTU-p2-GP1 obrnagawT cnocoob-
HOCTbIO CBA3bIBATLCA C OKUCNeHHbIMU JITTHIT (oJ1MHIT).
[Tono6Hoe B3aMMOLENCTBUE MOXET UMETb (DU3NONOTU-
Yyeckoe 3HadveHue: B2GP1, cBA3bIBasA BbICOKOATEPOreH-
Hble, HecTabunbHble JIMHM, o6nagawowme BbICOKUM
NPOBOCMANUTENbHbLIM NOTEHLMANIOM, CNOCO6CTBYS YCKO-
PEHUI0 KITMPEHCA 4acTWL OKWUCIIEHHbIX JIMMOMNPOTENHOB.
OfHako B yCoBMAX MOCTOSAHHOM akTUBALMW OKCUAATMB-
HOro cTpecca, kotopas Habniogaetcs npu CKB n A®C,
9TOT MEXaHW3M MOXET MOoTepsATb (PU3N0Nornyeckoe
3Ha4eHne u cTatb MpOaTepOreHHbIM. AHTUTENA K KOMM-
nekcy B2GP1-oJ1MHI B3aumopencTBytoT ¢ Fcg-peuento-
paMu Makpoaros 1 CTUMYSIMPYIOT HAKOMEeHWe NG0B
B Makpodparax 1 o6pa3oBaHue aTepPOCKIIEPOTUYECKOIA
6nswkn. MiHTepecHo, 4to y naunentos ¢ AOG u ¢ aptepu-
anbHbIMN TPOM603aMi B aHaMHe3e aHTu-B2GP1 K oJTMHI
BbISAB/IAKOTCA 3HAYMTENbHO Yalle (B 38%), 4eM y naumeH-
T0B ¢ ADC ¢ BEHO3HbIMM TPOMO0O3aMu B aHAMHE3E.
B nocrnegHee BpemMs B NatoreHe3e TPOMOOTUYECKMX
oCcnoXxHeHnin npu ADC BbisBeHa ponb aHTU-B2GP1 He
TonbKO Knaccos IgG u IgM, Ho n knacca IgA [4]. Takum

o6pa3om, y nauueHToB ¢ nopo3peHuem Ha ADC npu
0TCYTCTBUN BA, aHTUKapAnonunuHoB, aHTn-p2GP1 knac-
coB IgG v IgM uenecoobpasHo onpeaeneHune aHTu-p2GP1
knacca IgA (cm. puc. 9).

B ycnosusx ADC B npucyTcTBUKM aHTUTeN K 6eTa2-
IMUKONPOTENHY | NPOUCXOAUT YBeNMYeHue ero agouH-
HOCTM K OTpMLATeNbHO 3apsKeHHbIM dhocdonunuaam
6onee yem B 100 pa3. B pe3ynbrate ero 6anaHc aHTUKoa-
TYNAHTHOW akTuBHOCTU B2-GPl cmelsaetcs B Nonb3y
NpoOTPOMOOTUYECKON  (hyHKUMM  KomnyiekcoB — ADA
¢ B2-GPI, 4TO NPMBOANT K MHIMOUPOBAHUIO MYTW NpOTe-
nHa G, aKTUBaUMW KOarynsuum BCneacTBUe YBeNNYeHus
9KCMpeccun TKaHeBOro goaktopa u yCuneHns aaresnBHou
CMOCOBHOCTM TPOMOOLIUTOB.

AHTUIPOTPOMOUHOBbLIE aHTuTena. B 1959 r. Locliger
onwucan cnyyai, korga BA-akTUBHOCTb Obifia 605ee Bblpa-
)KEHa B CMeELUAHHOI nya3me, YeM B COOCTBEHHO Mia3me
nauueHta. YpoBeHb NpOTPOMOMHA B njasme nauneHTa
ObINT HU3KMIA. FKCNEepPUMEHT aacopbunm Nnasmbl NaLneHTa
¢ BaSO, npuesen uccnefosatens K MbICAW O TOM, YTO
NPOTPOMOMH ABNAETCA HEO6X0AUMbIM KOHAKTOPOM ANs
akcnpeccun BA-akTuBHOCTW. ges 0 TOM, YTO NPOTPOM-
OvH 1 dhoconunuabl (N TONBKO NPOTPOMOMH) ABNSA-
OTCA MULLIEHAMU ANA «aHTUOCHONMNUAHBIX» aHTUTEN,
TeM He MeHee, 0o 1990 r. He Haxoamna LWNWPOKOro 0406-
PEHNS, NOKa HEe MOSBWUIIOCH HECKOJIbKO OLHOBPEMEHHbIX
COOOLLEHNIA 0 TOM, YTO AHTUTEA MOTYT 6bITb HANpPaBJIEHbI
npotus p2-GP1.

AHTUNPOTPOMOUHOBLIE AHTUTENA ABNAKTCA  APYroil
60J1bLUON rPYNNon aHTMGOCHONUNNAHBIX aHTUTEN 1 06HA-
pyxusatotcd y 50-90% ADA-HeratvBHbIX MALMEHTOB.

CnocobHocTb 6eTa2 -GPl K B3aMMoencTBUAM:
Qochonunuabl, SHOOTENUI, TPOMOOLIMTBI, arnoNTO3Hble Tenbla,
okucneHHble JITTHM (oJ1MHM)

MpoTpomboTryeckas

ponb komnnekca AQA -
Gera2 -GPI :

aKkTMBaumA npotenHa C

akcnpeccna  TF

T agresus TPomMoboLnToB
(3Kcnpeccun peLenTopoB K
AnoE Tvna 2 Ha TpomboumTax
1 noBbllweHne apPprHHOCTA
TPOMOOLWTOB K KonnareHy 3a
cuHTe3a TXA2)

'V‘khi

YBennuyenne

AHTUTENa K
6eta2 -GPI :

b

adPuHHOCTN

AHTVKOArynaHTHas
ponb: 6eta2 -GPI :

CBA3blBaHME OTPULL.

3apsKEeHHbIX MeMbpaHHbIx OJT,

AKTVBUPYIOLNX KOArynaLuno
TTeHasHaﬂ 1 NPOTPOM6MHa3Ha

aKTMBHOCTb

aktmBaumsa FXIl n aktuBHOCTb FXI

AL® -3aBrcuMmasn arperauyus
TTpOM6OL|I/ITOB

Hewntpanusauyuma oJ1MHM

6eTa2 -GPI

K OTpUYLIATeNIbHO 3apAXXeHHbIM
mMembpaHHbIX DC  >100 pas.
N3meHeHue cBoicTB 6eTa2 -GPI

Pucynok 5. [Tarorenetndeckoe 3HaueHue 6eta2-rukonporenHa l.

B ycnosusx ADC 6 npucymemeuu anmumen k bema2-enuxonpomeury | npoucxooum ygenuuenue e2o agpuHHoCmu K OmMpuyameibHo
sapsceHnviM hocgorunudam bonee yem 6 100 pas. B pesynomame ezo bananc anmuxoazyiaumuou akmusnocmu 32-GPl cmewaemces
6 noav3y npompombomuyeckoul hyuxyuu komniekcos ALA ¢ 2-GPl, umo npusooum xk uneubuposaruro nymu npomeuna C, akmusayuu
KOA2YIAYUY 6CLe0CMBUE Y8ETUYEHUs IKCIPECCUU MKAHEB020 aKmopa u YCUuneHus d02e3usHol CHOCOOHOCIU MPOMOOYUMO8.
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PucyHnoxk 6. AuTHTENa K IPOTPOMOMHY 00Pa30BBIBAIOT C MPOTPOMONHOM TPUMOJIEKYIISPHBIN KOMIUIEKC Ha (hOoCHOIUIHIHOMN

MeMOpaHHOH MOBEPXHOCTH.

AHTUNPOTPOMOKHOBbLIE AHTWUTENA COCTABNAKT 6OMbLLYIO
4acTb aHTUTeS, 06beAMHseMblX 06LiMM Ha3BaHuem BA
y 60nbHbIX ¢ ADC. MexaHu3m BA-aKTUBHOCTH, BEPOSITHO,
nogobeH mexaHuamy ans b2-GPl-aHtuten. AHTuTena,
NepPeKPeCcTHO CBA3aHHbIE C MPOTPOMOUHOM (AHTUMPOTPOM-
OMHOBblE AHTWUTENA CBA3bLIBAKTCA C NMPOTPOMOMHOM Mpu
nomotyn F(ab)2 dparmeHta ¢ 06pa3oBaHMeM TPUMOJIEKY-
NAPHOIO KOMMeKca), 0611afaoT 60SbLLOA CBA3bIBAOLLEN
CMOCO6HOCTbIO MO OTHOLLUEHWIO K AHWOHHBIM (pocdhonu-
NUAHLIM MeMOPaHaM, BbITECHSAS OCTalIbHble KOArynsaLUmnoH-
Hble (pakTopbl U POCKHONNUNUA-CBA3bIBAIOLLNE NPOTEUHBI
(aHHekcuH V, anHekcuH [l v np.). Kpome TOro, BO3MOXHO,
YTO TaKWe aHTUTEeNIa MOTYT HanpAMYyo B3aMMOLEeNCTBOBATb
C NPOTPOMOUHA3HBIM KOMMIEKCOM WK NPAMO TOPMO3UTb
aKTUBALMIO MPOTPOMOUHA B 3TMX Komnnekcax. B 1991 r.
Bevers E. n coast. nokasanu, 4to cpeHomeH BA moxet
ObITb CBSA3aH C HANWYMEM AHTUTEN K KOMMMEKCY NPOTPOM-
OHH/aHTUDOCGONMNNABI; KPOME TOTO, aHTUNPOTPOMOUHO-
Bble aHTWUTENa TOPMO3AT akTMBaLMio daktopa X, Kotopas
OCYLLIECTBNSAETCA NPU  B3aMMOAENACTBMM  MOCNEAHEro
¢ paktopamn Va u Vllla n kotopas Heobxoauma [ans
npeBpaLLeHns nNpoTPpoMOuUHa B TPOMOMH. Y 60NbLIMHCTBA
NauMeHToB  (PEHOMEH BOMYAHOYHOr0  AHTUKOArynsHTa
006ycnoBneH Hanuyuem aHtuten K b2-GPI n aHTukapanonu-
NHOB. B T0 e Bpems y 15% nauneHToB (DeHOMEH BoJYa-
HOYHOrO aHTUKOAryNAHTA CBA3AH C LIMPKYNALMENA aHTUNpo-
TPOMOUMHOBbIX aHTuTeN [18].

ANUTOMbI, KOTOPbIE Y3HAKOT AHTUNPOTPOMOUHOBbIE
aHTUTENA, eLLe He 10 KOHLA U3y4eHsbl. [10Ka3aHo CBA3bIBa-
HUE AHTUNPOTPOMOMHOBBLIX AHTUTENT C MPOTPOMOMHOM,
npetpoméuHom 1 (Kap6OKCUNMPBOAHHBIM TepPMUHANb-
HbIM CErMEHTOM MpOTPOMOUHA), anbda-TPOMOUHOM,
(bparmeHtom 1 (dpparmMeHT pacnafa npoTpomMonHa),
OAHAKO B3aUMOJENCTBNS aHTUNPOTPOMOMHOBBIX AHTUTEN
C TPOMOUHOM, UMMOBUN3UPOBAHHBIM B COCTaBE TPOMOA,
06Hapy>eHo He 6blio. BeposaTHO, 3TO CBMAETENLCTBYET
B MNONb3Yy MOSU-/ONUTOKNOHANBHOIO MPOMCXOXAEHUS
AHTUNPOTPOMOMHOBLIX aHTUTEeN. B CBA3WM C Tem, 4TO
N-KoHLeBass 0651aCTb MOJIEKYMbl NPOTPOMOMHA FOMOJIO-
MMYHA y4acTKam MOJeKYbl APYrux BUTamuH-K 3aBucu-
MbIX (DAKTOPOB, BKJTKO4As aHTUKOATY/IAHTHbIE NPOTEnHbI G
1 S, aHTUTEeNa K NPOTPOMOMHY MOTYT TaKXXe NepeKpecTHO
pearnuposarb C 3TUMU (hakToOpOM.

B 80-e rr. npownoro cronetus npeanpuHUManoch
MHOXECTBO UCCNeA0BaHNA 415 NPOSCHEHNS NaToreHesa
TUNONPOTPOMOUHEMUM Y NALMEHTOB ¢ BA. bbifo ycTaHoB-
NIEHO, YTO rMNONPOTPOMOMHEMUS ABMAETCA PE3yNbTaToM
YCKOPEHHOr0 KNMpeHca npoTpoMOUH-aHTUNPOTPOMOUHO-
BbIX KOMMJIEKCOB W3 LMPKYNAuuM. XOTs 60SbLUMHCTBO
AHTUNPOTPOMOUHOBBLIX AYTOAHTWTESN, BEPOSITHO, SBNS-
I0TCA HU3KOAMMUHHBIMI, Y HEOOSTbLUON TPYNMbI NALWEH-
TOB A MCCNefoBaTenen 06HapyXnsanu BbICOKOAUH-
Hble aHTUNPOTPOMOMHOBbLIE AHTUTENA. Takue NaLmeHTbl
C BbICOKOA((OUHHBIMN aHTUTENAMK, B OTANYNE OT Naum-
BHTOB C HU3KO-adphnHHbIMKU aHTUTENaMu n ADC, nmenn
CKOpee TeHAEHLMIO K KPOBOTEYEHUAM, HEXENN K TPOM60-
3am. 370 [JOBOJIbHO UHTEPECHas CUTYaLus, KOraa ayToaH-
TUTENa C OAWMHAKOBOW CNEeLMMUYHOCTbIO, HO C Pa3HON
AMDUHHOCTLI0O MOTYT UMETb Pa3nuyHble KNUHWUYECKNE
AP deKThbI.

MexaHn3m pasButus TPOMO0O30B 1 OCNTOXKHEHUN 6epe-
MEHHOCTM Y NaLMEHTOB C aHTUNPOTPOMOUHOBbLIMU aHTK-
TenaMu 0CTaeTcd [0 KOHUA He ACHbIM. [0KasaHo, 4To
AHTUNPOTPOMOUHOBbIE aHTWTENA YBENUYMBAIOT MPOAYK-
UMK TpOMOMHA HA MOBEPXHOCTW SHAOTeNMsA. Takol
3(pdbekT, BO3MOXHO, O0OYCNOBNEH UMMOBUNNU3ALMEN
MpoTpoM6MHA Ha HOCHONMNIUAHON NOBEPXHOCTU MeMO-
paH noj AelicTBUEM aHTUTEN K MPOTPOMOUHY (CM. puc. 6).
Takum 06pa3om, aHTNPOTPOMOMHOBLIE aHTUTENa C
BA-aKkTMBHOCTbIO MOryT 06/1a4aTb NPOTPOMOOTUYECKIMN
CBOMCTBaMW. B nocrnegHux uccrenoBaHnsax Ob110 Moka-
3aHO0, YTO KONMYeCTBO aHTuTen K B2GP1 1 npoTpomouHy
He BCEerja KOppesmpyeT ¢ BEpPOATHOCTbI TPOMBOTUYEC-
KNX OCNOXXHEeHWI. bonee Toro, aHTUTeNa K NpOTPOMOMHY
ObiN OOHAPY>XeHbl Yy COBEPLLUEHHO 3[0POBbIX JHOIEN.
B cBA3M C 3TUM ObINIO NPEANONIOXKEHO, YTO CyLLECTBYeT
(bpakuna TaK HasblBaEMbIX «AKTUBHbIX» AHTUTEN, KOTO-
pble 1 ONpeaensoT puck TpomM6030B. [Ana noateepxae-
HUS 3TOI rMnoTe3bl 6bIn UCCIIeA0BaHbl 06pasLbl Nnasmbl
198 nauneHToB C ayTOUMMYHHbIMU 326051€BAHUSIMUA.
ccnenoBaHme nokasano, 4To TONbKO aHTuTena K 2GP1
¢ BA-aKTMBHOCTbIO NMPMBOJAT K BLICOKOMY PUCKY TPOM60-
TUYeCKNX OCNoXHeHwiA. Cea3n antuten K P2GP1 6e3
BA-aKTUBHOCTM C TPOMOOTUYECKUMM OCNOXHEHNAMN
OTMEYEHO He 6b110. TakXKe He Obla BbisIBNEHA No00Has
CBA3b MO OTHOLUEHWO K MPOTPOMOWHOBBLIM aHTUTENAM.
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Pucynok 7. MexaHu3M pa3pyIieHNs] aHHEKCHHOBOTO IuTa B ycioBusx ADC.

Ha 0CHOBaHMM 3TUX AaHHbIX ANS ONPeAeneHus pucka
TPOM6030B Hanbonee LenecoobpasHbIM ABISETCS ONpe-
neneHne Kak BA, Tak u aHtuten k B2GP1 metogom ELISA.

AHTUTENA K aHHekcuHy V. B nocnefHee Bpems OfiHa
13 BeayLmx ponen B natoreHe3e AMC 0TBOAUTCS aHHEK-
cuHy V. AHHekcuH V o6nagaet MOLUHbIMU aHTUKOAry-
NAHTHBIMW CMOCOBHOCTAMM iN Vitro, 0CHOBAHHbIMU Ha
BbICOKON adp(UHHOCTU K aHMOHHbIM ¢hocchonunuaam.
AHHEKCUH V (hopMuUpyeT rpo3abs Ha «HEe3aLUNLLEHHbIX>
hochonunupax, T.e. 06pa3yeT MNPOTEKTUBHLIA LWNT
Ha (hOCONMNUIHON NMOBEPXHOCTU, KOTOPbIA 6NOKUPYET
CMOCOBHOCTL (hOCONUNIUA0B K peakLusim Koarynsauum.
Tpom6ochunua npu ADC asnsetca crefcTBueM yMeHb-
LIEHNA aHHEeKCMHA-V Ha anukanbHOW MOBEPXHOCTU
nnaLeHTapHoro Tpogpobnacra n CoOCyaucTbIX IHAOTENN-
aNnbHbIX KNETOK, KOraa 3T KNeTku BCTYnatT B KOHTAKT
C TEKyLlen KpoBbt. AHHEKCUH-V BbITecHsieTcs ADA,
BbICOKAsi aPPUHHOCTb KOTOPbIX SBNAGTCA CNEACTBUEM
thopmupoBaHus 6UBANEHTHbIX KOMNEKCOB ¢ B2GP1 Ha
MOBEPXHOCTK (pocdoNUNUAHON MeMbpaHbl. AHTUTENa
BNIMAIOT HA (DOPMUPOBAHME LLMTA N 0OHAXKAIOT HA OKpY-
XKatoler  MOBEPXHOCTU  MOBBILWEHHOE  KOMUYECTBO

BonyaHoOUHbIN

dHTUKOArynAaHT
Tpom603bl ry6okux BeH, TINTA
BeHo3Hble TpoM603bl
ApYroi nokanusaumm

MHCYNbT, TPAH3UTOPHAA
MLEeMMYECKas aTaka

MHpapKT mmMoKapaa

Lpyrve aptepuanbHble
Tpomb03bl

ApTepuranbHble 1 BEHO3Hble
Tpomb603bl Yy O4HOrO NauueHTa

AHTU-6eTa2-
MoBepXHOCTHbI Tpombodnebut FAMKONPOTEUH |

hochonunnaos, roToBbIX Ha4yaTb KOArynsUWOHHbIE
peakunun. AGA-onocpeLoBaHHOE YCU1eHNe CBA3bIBAHUSA
NpOTPOMOMHA C TPOPO6NACTOM B NMPUCYTCTBUAM aHHEK-
CUHa V, BEPOATHO, NPOUCXOANT Takxe NoA06HbIM 06pa-
30Mm [16].

Pa3pyLueHne aHHeKCMHOBOTO WmuTta B ycnosusx AD®C
ABNAETCA MNPUYMHOA TPOMOO30B W PENpOAYKTUBHBIX
noTepb. 3TM MEXaHM3Mbl MOXHO ONUcaTb CleaytLnM
o6pas3om. [lpn akTMBauUMKU U MOBPEXAEHWUU SHAOTENUS
N TPOMOOLMTOB aKTMBUPYETCA 3KCMPECCUS AHWOHHbIX
thocponunupos. C y4acTKOM NMOBPeXAeHNs CBA3bIBAETCA
aHHeKcuH V, npegoTtepalian koarynsuuio. MoHOMepHbIN
2-GPI o6nagaet MeHbLUen aOMHHOCTBIO MO CPaBHEHMIO
C aHHekcuHom V. B ycnosusax A®C cHaqana npoucxogut
o6paTtumoe cBa3biBaHue MoHoMepoB $2-GPI ¢ dhocdonm-
nupamu. B pesynbrare akcnpeccupyetcs anuton G40-R43
2-GPI, 4To, B CBOIO 04epefb, BIeYeT 3a c060i KOHOP-
MaunoHHble U3MeHeHus B Monekyne B2-GPl. Tenepb
ogHa Mmonekyna P2-GPl npuobpeTtaeT Crnoco6HOCTb
CBA3bIBATbCA C [ABYMS aHTUreHamu. 310 NPUBOAUT
K NOBbIWEHNIO aduHHOCTU B2-GPl K dpocchonunupam,
BbITECHEHWIO aHHeKcKHa V 1 akTuBaumu Koarynauum [16]
(cm. puc. 7).

AHTH-
KapAuOoNUNUHbI
Tpomb603bl ry60oKMX
BeH, TI/1A
MHcynbT,
TPaH3UTOpHas

Tpom6o3b| nwemmyecKana ataka
rny6oKMX BEH [pyrue apTepuanbHble
NHcynbT Tpom6b03bl

ApTepuanbHble n
BEHO3Hble TPOMbO03bl Y
O4HOro NaumneHTa

PucyHok 8. B3aumocBsi3b pa3Hbix BUI0B ADA ¢ TpomGoTHueckuMu ocnoxaerunsimMu (P<0,05).
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

MexaHnsmbl — natoreHetndeckux  aghghexkros  ADA.
HepeLueHHbIM 0CTaeTCA BOMPOC, NOYEMY Y OLHUX NaLMUEH-
TOB BbIfiBNSAETCA UMpKynauus ADA 6e3 Kakux-nmbo
KNUHWUYECKNX MPOSBNEHUA, B TO BPEMS Kak Yy ApYyrux
Pa3BMBAETCA ApKas KNUHUYECKAA KapTUHA C peLnanBupy-
OLUMN TPOMBO3aMI U aKYLLEPCKUMU OCTIOXHEHNAMM,
NoYemMy y OfJHUX 60JIbHbIX Pa3BUBAKTCSH BEHO3HbIE TPOM-
603bl, @ Yy Apyrux — TpoM603bl U 3MOB0ONNKU B apTepuanb-
HOM pycne. CyLiecTBYIOT NPeAnonoXeHus 0 TOM, 4TO
KNnuHn4eckas kaptuHa npu AQGC onpefensaerca knaccamu
LMPKYNNPYIOLLNX QHTUTEN U UX COYETaHNAMM (CM. puc. 8).

lMpu paccmMoTpeHuUK natoreHe3a TPOMO0O30B B YCIOBUSX
ADC cTaHOBMTCS MOHATHbIM, 4T0 ADA BIMAIOT Ha BCe
MEXaHW3Mbl PErynsauun CBepTbiBaHUA KPOBW, MOMHOCTbIO
CMeLLas 6anaHc B Nob3y NPOKOAryNAHTHOIO NoTeHuKUana
(cm. puc. 9). VX BNUsSHME pacnpOCTPAHAETCS Ha BCE 3BEHbS
CUCTEMbl FemocTasa, BKIoYas (DYHKLMIO eCTECTBEHHbIX
AHTUKOAryNAHTOB, PErynauuio (UOPUHONA, MepPBUYHbIN
11 BTOPUYHBIA reMoCTas, 3aliUTHble CBONCTBA SHLOTENNA.
Mpu atom acpcpekTbl ADA XapakTepusytoTcs nieinoTpon-
HOCTbIO, Peanu3ylocb 3a CYET BAWSIHWUA Ha pa3fNyHble
KOMMOHEHTbI CUCTEMbI CBEPTHIBAHUA KPOBW.

OfHako npexae 4em [AeTaibHO PaccMOTPETb Mexa-
HU3Mbl BIMAHUA ADA Ha pasnnyHble 3BEHbS CUCTEMbI
remMocrasa, Mbl CHMTaeM HeOOXOAMMbIM BKpaTLe 0CTaHO-
BWUTbCS HAa BONPOCAX PErynsawuyum CBepPThIBALLEA CUCTEMBI
KPOBW B HOPME.

HopmarnbHoe hyHKUMOHUPOBAHNE CUCTEMbI TeMOC-
7a3a. OYHKLMS CUCTEMbI TEMOCTa3a B HOpPMe 06ecneynBa-
eTCA 32 CHET CNAXXEHHOro B3aUMOLENCTBUA HECKONIbKNX
CWUCTEM: NNIAa3MEHHbIX (DAKTOPOB CBEPTbIBAHWA KPOBW,
€CTECTBEHHbIX AHTUKOArynsHTOB, Npo- U aHTU(UBPUHO-
NNTUKOB, SHOOTENMAnbHOro 6apbepa U KNeToK KpoBw,
npexze Bcero, TpOM60OLMTOB.

[MoBpeXXAeHHbIA 3HOOTENIUA IKCNPECCUPYET TKAHeBbIN
thaktop (TF), KOTOPbIA ABASETCA MOLLHbIM MHALMATOPOM
KOarynauum n perynsaTopom BOCnanuTenbHoro oteeta. TF,

[lepBMYHbIN remocTas:
CybaHgoTenwnit

dakTop BunnebpaHaa
ADAMTS 13

TpombouuTbl

PAF f
EcTecTBeHHblE ‘

NMopasnexHne

AdHTUKOAlynAHTDbI:

TFPI

TpombomoaynuH
AHTUTPOMUH lI
AKTUBMPOBAHHbIN NpoTenH C
MpotenH C

MpotenH S

MpotenH Z ?

AHHeKcuH V
beTta2-rnnkonpoTeuH |

AKTUBaumA

o6pasysa komnnekc ¢ paktopom Vlla, y4acTByeT B akTuBa-
LN KaK BHELLUHEro, TaK U KOHTaKTHOr0 NyTK Koarynsuuu.
Komnnekc TF — Vlla moxeT akTuBupoBatb ¢paktop X no
OBYM  MexaHw3mam. HenocpeAcTBeHHas —akTusauus
thaktopa X ¢ nomoubto komnnekca TF — Vlla HocuT Ha3Ba-
HUE KNACCUYeCKOro MyTW, TOTAA Kak afibTepHATUBHbIA
MyTb BK/KOYAET NPEBPALLEHNE CBA3AHHOTO C 3HA0TENNEM
thaktopa IX B 1Xa, koTopbIit B npucyTcTBUK dhakTopa Vlllia
1 Ca?* npespaulaet hakTop X B Xa. Takum 06pa3om, y4ac-
TBYS B akTUBaLun haktopa IX, TF noTeHUMpyeT BHYTPEH-
HUA NyTb CBEPTbIBaHUA KpoBu. dakTop Xa, 06pasylo-
LMACSH Yepe3 BHELIHWIA N BHYTPEHHWIA MYyTW, COBMECTHO
¢ hakTopom Va, CBA3aHHbLIM C MOBEPXHOCTbIO TPOMOOLM-
TOB 1 (hochaTuanIcepuHom TPOMOOLMTAPHbIX MEMOPaH,
B npucytcteun Ga?* chopMupyeT aKTUBHYHO MPOTPOMON-
Hasy, koTopas ob6ecrne4ymBaeT 06pa3oBaHue TpomOUHA
(chakTopa lla). Tpom6uH, B CBOK 04epenp, Npespallaet
(bnbpuHOreH B PMOPUMH, @ TaKXXe aKTUBMPYET (DAKTOPLI
VIl n V. ®akrop Vllla coBMeCTHO ¢ (hakTopom [Xa 3Hauu-
TeNbHO YBENUYMBAET KOJIMYECTBO (DAKTOpa Xa Mo mexa-
HU3MY MOJSIOXKUTENTbHO 06paTHOM cBA3W, a hakTop Va
Cnoco6CTBYeT 06pa30BaHNI0 aKTUBHOW NPOTPOMOMHASbI,
4TO NMPUBOAUT K MHOTOKPATHOI amnanukaunm peakuum
o6pa3oBaHus TpomOUHA. B CBOK 04epelb, TPOMOUH
ABMIAETCA MOLLUHbIM aKTUBATOPOM TpOMOOLMTOB. [epBo-
HayanbHas aare3ns TPOMOOLMTOB NPU yHacTum hakTopa
Bunnebpanpa aHaoTenns u TpOMOOUMUTAPHBIX PeLenTo-
poB Ib cTUMynMpyeT akTMBaLMiO PeLenTOPHbLIX U3MEHe-
HUA. 3TO NPUBOANT K (DOPMIUPOBAHUID NPOYHON aaresnn
TPOMOOLMTOB K CYO3HAOTENNANBHOMY MATPUKCY, Npexze
BCEro, 3a CYeT CBA3bIBAHWUA TPOMOOLMTAPHbLIX PELenTo-
pos lIb/llla ¢ konnareHoM 1 nocneaytoLLen aerpaHynauum
TPOMOOUUTOB C BbICBOOOXIEHNEM LENOro Ccrekrpa
MpOTPOMOBOTUYECKNX DaKTOPOB.

B Hopme npeobnagaet npoUOPUHONMUTIYECKAS
AKTWBHOCTb. 3TO CBS3AHO C 3KCMPECCHeil Ha MOBEPXHOCTY
9HAOTENNS aKTUBATOPOB MNAa3MUHOreHa TKAHEBOro U
ypoKuHasHoro tuna (t-PA, u-PA), a Takxe 1x peLenTopos

BTOpWYHbIN remocTas:
FVII

TeHa3HbIN KOMMAEKC
MpOoTPOMBUHA3HbIM KOMMIEKC

f Tpom6UH

‘ DPUNOPUHONUTUKU:

MnasmunHoreH
MnasmuH
t-PA

u-PA

Pucynoxk 9. CiocooHOCTE ADA MOJHOCTBIO Pa3pyIIaTh MEXaHU3MBI PETYISIIIMU KHUIKOTO COCTOSIHHSI KPOBH.
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(t-PAR, u-PAR). AkTnBartopbl NiasMUHOTeHa ABMAKTCA
CEPUHOBLIMM NPOTea3amu 1 KaTanu3npyoT NpespaLleHme
NNa3MUHOreHa B NIa3MUH.

K OCHOBHbIM €CTECTBEHHbIM aHTMKOAryfsiHTHaM OTHO-
carca: aHtutpomo6ud 1l (AT 1I1), nHrud6uTop TKaHeBoro
thakrtopa (TFPI), aHTukoarynaHTHbIA nyTs PC. AT Il 06Ha-
PYXEH B Nna3me KPOBU, a TAKXXE HA MUKPOCOCYAUCTOM
SHAOTENNN, FAe OH CBA3AH C aHWOHHbIMU TMINKO3aMMWHOT-
NINKAHaMK, Hanpumep, ¢ renapuH- 1 renapaxcynbgaramu,
KOTOpbI€e BbICTYNAKT B ponu katanuaatopa AT IlI. FenapuH
BbI3blBAET KOH(DOPMALMOHHbIE W3MEHEHUS MOJEKyIlbl
AT Ill, nosbiwaet cpoacteo AT lIl k hakTopam cBepTbIBa-
HUS KPOBW 11 B HECKONbKO ThICAY Pa3 YBENNYNBAET CTENEHb
WX UHrMGMUMK. B npucyTCTBMM renapuHa CTaHOBUTCH
3Ha4YMMbIM 6rokupytollee BnusHue AT [l Ha dhakTop Xl
11 KanmnKpemH.

TFPI (Tissue Factor Pathway Inhibitor) asnaertcs nuru-
OUTOPOM NyTW TKAaHEBOro (haktopa (MHrMBUTOPOM
BHELLUHEro nyTW cBepTbiBaHUA Kposu). TFPI asnsertcs
BOXHEMLWMM nHrnéutopom komnnekca Villa - TF, a Takxe
(P EeKTUBHBIM MHTUOUTOPOM W PErynsaTopom Karabo-
nnama akropa Xa.

JHLOTENNIA NpeacTaBnfeT co60i OCHOBHYH MOBEPX-
HOCTb, e npoucxoant aktueauma nytu PC. 310T nyTb
ABNAETCA BAXHEALLIMM KOMMNOHEHTOM aHTUKOArynstHTHO
CMUCTEMbI OpraHnu3mMa u BKITKO4aeT B CBOW COCTaB TPOMO6O-
mogynu (TM), PC n PS, aHaoTenuanbHble peuentopsbl
PC n EPCR.

BaXHenwnm aHTMKOAryNaHTHIM (DAaKTOPOM fABJIAETCA
TM. OH npefcTaBnsieT co60i TpaHCMeMOPaHHbIN NPOTENH,
NIOKANIM30BaHHbIA HA MOBEPXHOCTU 3HAOTENIMOLUTOB;
BbICTYNaeT B KayeCTBE BbICOKOAhC(OMHHOIO peLentopa
TPOMOUHA, W3MEHSET KOH(OPMALUID NOCNEeJHero u
CHKAET ero npoKoarynsHTHble CBOWCTBA. AHTUKOAry-
NAHTHaA yHKumMs TM peannayetcs 3a CYeT CreayHoLmx
MeXaHu3MOoB: 1) nHakTuBauuu TpOMOMUHA U YMEHbLLIEHUS
COZlep>KaHus ero akTMBHOI )OpMbI B Na3me; 2) obecne-
YeHUs SHAOLMTO3a TPOMOUHA; 3) NOBbILLEHUS BOCTPUIM-
YMBOCTW CBA3aHHOr0 ¢ TM TpomOuHa K uHrnémuum AT III;
4) VHMUMALWN aHTUKOArynsHTHOroO nyT PC ¢ nOMOLLbI0
komnnekca TM — TpOMOUH.

Komnekc TM — TpoM6MH cnoco6CcTBYeT 06pa3oBaHuio
APC 13 nna3meHHOro npeawecTseHHnka — npotenHa C.
AxtuHocTb PG 1 APC noBbILIAETCA NPU UX CBA3bIBAHWN
CO cneuncuyeckMMi peuenTopamm Ha 3HAOTENUN —
EPCR.

APC sBnsieTci CepuHOBOW NpoTea3on, o6nagaroLlei
AHTUTPOMOOTUYECKUMI N NPOTUBOBOCNANNTENbHBIMM
cBolicTBamu; uHrnémpyet dakrtopbl Va n Villa nytem
NpoTe0nN3a, OrpaHnNynBas TeM CambIM FeHepaLmio AByX
KITHO4EBbIX 3H3UMOB NMPOLEcca Koarynsauum — haktopa Xa
u Tpom6uHa. [ns mHrubuposaHua dakropos Va un Vllla
nocpeactsom APC TpebyeTcs Hanuume Koghaktopa — PS.
MocneaHuit npeacTasnseT co60M BUTaMUH K-3aBUCHUMbIiA
[MINKONPOTEMH MNa3Mbl, HO He ABAAETCA 3MMOIEHOM.
PS o6napaer psaoM BaKHbIX CBOWCTB: 1) yBenuympaer
acpcpuHHocTb cBA3n EPCR ¢ PC/APC; 2) B HECKOMbKO pas
MOBbILLAET CTeneHb WHaKTUBaumu caktopos Va u Vllla
nog gencrenem APC; 3) npenoTtspalliaeT KOMMIeKcoo6-
pa30BaHKe KoarynauMoHHbIX 3H3UMOB C hakTopamm Va
n Vllla. Okono 60% PS nna3ambl HaX0AWTCS B CBA3aHHOM
cocTosHum ¢ C4b-ceasbiBatowmm npotemHom (C4Bp) —
NPOTENHOM OCTPOI (hasbl U OTPULATENbHBIM PErynsaTo-
pom nyTn komnnemeHTa. C4Bp HeilTpanusyeT aHTukoary-
NAHTHYI0 aKTUBHOCTb NPOTEMHA S, CNOCOBCTBYS PA3BUTMIO
NPOLECCOB BOCNANEHNS 1 KOArynsuuu.

Ponb 9HpoTENIMS B NAaTOreHe3e TPoMOoguInM npu
A®C. 3HAOTENUA WUrpaeT BaXKHYK pOSib B Perynsuuu
CUCTEMbI remocTasa (cm. Tabn. 6).

B cBA3M C 3TMM BO3HMKNA runotesa O TOM, 4TO OH
MOXET ABNATLCA MULLEeHbto ansa ADA. B akcnepumeHTax
ObII0  O0TMeYeHo, YTO BA-nonoxutenbHas nnasma
cnoco6Ha nofaBnAaTb NPOAYKLMIO NPOCTALMKANHA 3HA0-
TenuanbHbIMK KneTkamu (3K), a TakxKe BbI3blBaTh AucHa-
NAaHC MexXAy 9HAOTeNMabHbIM NpocTarnaHaMHom 12
(Pgl2) n TpombouMTapHbIM TpOMOOKCaHOM A2 (TxA2).
bonee Toro, 6onbluas YacTb UCCNEAOBAHWIA NOKa3ana,
410 ADA cBa3biBaeTcs ¢ IK. AHTuTeno-3K onocpenoBaH-
HOe MoBpexaeHue n aktusauma 3K MAeHTMHOULMPOBAHDI
KaK 3Ha4MTeSIbHbIA MOTEHLUUUPYIOLNIA (PaKTOP, KOTOPbII
MOXXET y4acTBOBaTb B NaTtoreHe3e TPOMO030B Y NaLMeH-

MexaHn3mbl

AHTUKOArynauMoHHbIN adhchexT

pokoarynauuoHHbIi ekt

BospeincTeue Ha nnasmartuyeckune akropsl
TFPI
Tpom6omoaynuH

AKTUBaLMSA TPOMOOLIMTOB lMpocTaunknmH
NO

Al®-aza

dubpuHoNM3 tPA
uPA

Perynauus cocyanctoro ToHyca NO
lMpocTaunkmH

[mukozamuHornukan/ATII

O6pasoBaHue cBa3eii ang daktopos IX/IXa, X/Xa, XII,
KannnkpewHa

KneTouHblIin hakTop

PeuenTopbl ans TpobuHa, npotenHa C/APC

®akTop hoH-Bunnebpaxaa
PAF

dubpuHoreH

®akTops! V, Xl

PAI-1, PAI-2
WHruéutop npotenHa C

URAR, nna3mMnHoreH, aHHekcuH | TAFI

TpomboKcaH

AHpoTENNH-1

Ta6auna 6. MexaHu3mbl, 00eCHeUINBAIOIINE IPO- U AHTUKOATYSIIHOHHYI0 aKTHBHOCTD YHIOTEIHSL.
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

T0B ¢ AQA. [peBpalleHne HOPManbHOro aHTUTPOMBOTH-
YeCKOro CcTaTyca 9SHAOTENUs B MPOTPOMOOTUYECKWMIA
CTaTyC MOXET SBUTbCA MEPBUYHbIM MAaTON3NONOTNYEC-
KM MOMEHTOM B NPUO6PETEHHOM runepKoarynsuiOHHOM
coctosiHum npu ADC. HekoTopble AaHHble CBWUAETENb-
CTBYIOT 0 TOM, 470 aKkTuBaL s IK ADGA npoucxoanT nytem
MOBbIWEHUS  3KCMPECCUM  SHAOTENUANbHOKNETOYHbIX
MOJIEKYN aare3ui. B 10 ke Bpems MonieKynspHas aaresns
cnoco6Ha cama o cebe akTMBUPOBATb JIENKOLNTLI, aKTK-
BMPOBAHHbIE MOHOLMUTbI TaKXe CMnoCO6HbI MpPOSABNATH
NpoKoarynsHTHyl0 aktueHocTb. Del Papa N. (1995)
nepBbIM NpoAeMOHCTpUpoBan, 41o A®A unn aHti b2GP1
aHTUTENa MOBbLILIAKT 3KCMPECCUI0 MONEKYN afresuu,
11 3TOT AP EKT HanpAMYyto 3aBUCUT OT CBA3bIBaHNS ¢ ADA
u MN-1a, ¢ unaykuwmeii -6 BMecTe ¢ NnpoayLmMpoBaHueM
1-1b, KOTOPBINA, C APYrOA CTOPOHbI, NOBbILIAET KCMPEC-
CWI0 MOMEKyYN afre3un.

OCHOBHbIMI MexaH3Mamun naToreHesa Tpombodunmi
npn ADOC, cBA3aHHbIMI C NOBPEXAEHUEM (DYHKLNN JHI0-
TENUs, ABNSKTCA CNEAYHLLME:

1. lMopasneHne CUHTE3a IJHAOTENNANIbHBIMU  KIeT-
Kamu npocTaunkinHa — Hanbosee MOLLIHOIO ecTec-
TBEHHOI0 WHrMGMTOpa arperaumu TPOMOBOLUTOB
1 Ba3oaunararopa.

2. CHWXeHWe akTUBHOCTN aHTUTpOMOUHA Il

3. TloBpexzaeHne MemMOpaH 3HAOTENNANbHBLIX KI1ETOK
C  3KCNO3WUMEN  aHWOHHbIX  hoconunnaoB
1 UHAYKUMSA CUHTe3a TKaHeBoro dpaktopa (TF), 4to
MPUBOAMNT K 3anyCKy BHYTPEHHEro NyTu CBEPTbIBA-
HUS  KPOBWU. AKTMBMUPOBAHHbIE 3HAOTENINOLMUTI
9KCMOHMPYIOT B 6OMbLIMX KONMYECTBaX (PaKTOp
o Bunnebpanga n (PUOPOHEKTUH, YTO TaKXe
YBE/TMYMBAET CBEPTHIBAOLLMIA NOTEHLIMAN KPOBN.

4. 06pa3oBaHne aHTUIHAOTENNANTbHbIX AHTUTENN.

5. ®opmupoBaHue NPOBOCNANIUTENBHOrO DeHoTMNa
aHpotenus. Baaumogencteme ADA ¢ aHAOTENNEM

NPUBOANT K aKTUBALMW SHAOTENNANbHBIX KNETOK,
4TO NPOABNAETCA B YBENNYEHWUN 3KCNPECCN MOTe-
Kyn agresun (E-cenektuHa, ICAM-1, VCAM-1),
NPOAYKUMM  MPOBOCMANUTENbHBIX  LWUTOKMHOB
(TNF-a, IL-Ib, IL-6).

6. TpomO6uHOBbIA napagoke (cm. puc. 10). Ha nepsblid
B3rNA[L, HENPOCTO MOHATb, KakKUM 06pa3oM MHI-
onuns oopmMnpoBaHMs TPOMOBMHA MOXXET NPUBO-
ONTb K TpOM603aM. Tak Ha3bIBaeMbl «TPOMOUHO-
BbIi NapafoKc» CBA3aH C TeM, 4TO TPOMOUH 061a-
[AeT 1 aHTW- N NPOTPOMOOTUYECKMMM CBOMNCTBAMU
B cucTeMe remocTasa. [1py HU3KMX KOHLEHTpaumax
TPOMOUHA NPOSBIIAETCA MPEUMYLLECTBEHHO aKTU-
BaLMs eCTECTBEHHOI0 aHTMKOAry/sHTa — NpoTenHa
C. B 3TOT MOMEHT TPOMOUH — aHTUTPOMOOTUYECKMIA
areHT. Korga copmupyetcsi 60nblile TPOMOMHA,
(bmbpuHoreH npespailaetca B ubpuH, a FVa
n FVilla aktuBupytoTcs: TPOMOWH NPOSABASAET
npoTpombéoTnyeckme ceoinctsa. AMA MHrMOMpyoT
HU3KNE YPOBHM (DOPMUPOBAHUSA TPOMOUMHA, KOTO-
pble HABMIOAAKTCA B HOPME, U CHUDKAET YPOBHU
UMPKYNNPYIOLLIEro aKTUMBMPOBAHHOMO npoTenHa G
(APC). Mocne noBpexpeHUs COCYAMCTON CTEHKU
YPOBHS UMpkynupytoulero APC cTaHOBUTCS Hefo-
CTaTO4HO [N1A MpeaynpeXxxneHns HeKOHTponumpye-
MOro 06paszoBaHus Tpom6a, U reMocTaTU4ecKuii
0anaHc CMeLlaeTcs B NPOTPOMOOTMYECKYH
CTOPOHY.

TopaBreHne aHTUKOAry/IAHTHON CUCTEMbI MpoTenHa C
U NPUOBPETEHHAS! PE3UCTEHTHOCTb K aKTBUPOBAHHOMY
npoteury C B ycnosusx AQC. ADA 06nafatoT cnocobHoc-
TbH0 MHINOMPOBATb CUCTEMY MpoTeMHa G HECKONMbKUMM
nytamu (cm. puc. 11):
1) WHrmbupytoT dhopmupoBaHme TpoM6GMHA, akTuBa-
Topa npotenHa C (TpPOMOUHOBBIA Napafoke).

AHTUTENA K NPOTPOMOUHY HapYyLLIAOT HOPMabHbIN
dbeHomeH TpoMbUHOBOro NapaaoKca

AktnBaums TAPI AHTUDMOPUHO-
Axtuauma FXIII nuTnyeckas
MHrmbnposHane aKTUBHOCTb
YPOKMHa3b!

WHakTvBaumns npotenHa S KonueHTpaums MpotpomboTy-
AktnBaums FIX TpoMBuHa Yyeckas akTUBHOCTb

O6pa3soBaHune pnbpurHa
AkTnBaumst TpomooLUMTOB
AxktuBauma FV n FVIII

AkTuBauUms
3HOOTENManbHbIX KNETOK
AxTtuBaumsa APC

Pucynoxk 10. TpoMOUHOBEII ITapasoxc.

AHTUTPOMOBOTHU-
yecKkas akTUBHOCTb
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IdPekTbl ADA Ha cuctemy npotenHa C
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Pucynoxk 11. ITonaiieHre aHTUKOArYJISHTHOH cuctemsl poterHa C 1 mproOpeTeHHas Pe3UCTEHTHOCTh

K akTHBUpOBaHHOMY npoTenHy C B ycnoBusx ADC.

2) VIHrmbumpyloT akTneaumio npotenHa G Yepes Bius-
HE Ha TPOMOOMOLYNH (aHTUTENa K TPOM60OMOAY-
NMHY);

3) Nurubmpytotr APC akTUBHOCTb (MpMo6GpeTeHHas
pe3uncTeHTHoCTb APC), 4TO MOXET [OCTUraThCS:

— Yepe3 UHrMOMULUMIO COOPKU MPOTENHOB KOMI-
nekca npotenHa G Ha aHMOHHbIX NOBEPXHOCTAX
hocchonunuaHbIx MaTpuL;

— 4yepes Npsmyro HrMouLm APC akTUBHOCTY;

— yepes uHrubuumo kodgaktopos Va n Villa.

4) aHTUTEena BMAKT Ha YpOBHM npotenHa G w/unu
npoTenHa S (Npuo6peTeHHbIN aeduunT).

BnugHne ADA Ha TpoMb6OUMTAPHOE 3BEHO CUCTEMbI
remoctasza. TpomOOLMTONEHNUs,, COMPOBOXAaKoLLIAsACA
arperaumen TpombouUTOB, ABMSETCA OLHUM U3 OCHOBO-
nonaralowmx mexanuamos A®C. MexaHusm pasBuTHS
UMMYHHOIN TpomoouuToneHnu npu A®C MOXHO npeacTa-
BUTb CNefytoLLuM 06pa3om.

Mocne cnaboi akTuBaLmn TPOMOOLUTOB (B pe3ynbrare
YXXe IMEeBLLEro MecTo TpOM603a B aHamMHe3e, npu Bupyc-
HOW W GakTepuasnbHOW MHMEKUUM W npoyee) oTpuua-
TENbHO 3apsKeHHble POCHONUNNIbI IKCNOHUPYIOTCS Ha
MOBEPXHOCTU TPOMBOLNTOB.

doconunna-cea3biBatOLLE NPOTEUHbI, TaKMe Kak,
Hanpumep, b2-GPI, cnabo cBA3bIBAIOTCA C OTPULIATENBHO
3apsHXKeHHbIMU dhocchonunuaamu, npeacTaBieHHbIMU Ha
TPOMOOLUTAPHOA MOBEPXHOCTH, 06pasys aHTUreHHYH
MULLIEHb.

AHTMDOCHONUNNIHBIE aHTUTENA CTABUNU3UPYIOT 3Ty
CBA3b MyTemM 006pa3oBaHWsi KOMIMEKCa C aHTUreHHO
MULLIEHbIO 1 [IONOJSTHATENIbHO NyTeM 06pa3oBaHMs CBA3N
mexay FcgRIl-peuentopom 1 cBoen Fc-4acTbio.

bonbwas 3aHaroctb FcgRIl-peuentopa npueoauT
K TpaHCOyKUMW CWUrHana v akTmeauum TpomOounuTOB

B pesynibrate CUrHan-o6yCrioBlAEHHOR Mo6unusaunum
KarnbLms n3 Ty6YNsApHOA CMCTEMbI B LMTONIA3MY M aKTU-
Bauum chocdhonmnasbl A2, 4TO BELET K 3anyCcKy apaxuio-
HOBOIO Kackaga ¢ 06pa3soBaHMEM 3HAYUTESIbHbIX KONU-
4ecTB TpoMbOokcaHa A2. TXA2 obycnaBnuBaeT pasBuTue
WHTEHCWUBHOM HeobpaTUMON BHYTPWUCOCYAUCTON arpera-
LN TPOMOOLMTOB, BA3OKOHCTPUKLIMK W, CNeJ0BaTeNbHO,
NPUBOANT K HAPYLLIEHUAM B MUKPOLMPKYNALMN.
Hanbonee nHTepecHas runotesa OTHOCUTENbHO aKTUB-
HOCTM b2GP1, cBa3biBaHus ADA ¢ TpombOoLUTAMI 1 aKTU-
BaLUMW TPOMOOUMTOB Oblna npegnoxeHa J. Arnout
1 J. Vermilen. CornacHo aToi runoTese He60nbLLIAS NPea-
BapuTenbHasa akTuBauus TPomM6OUMUTOB, MpoayLupyemas
busnonornyeckumn Unm NaTonornyeckumm CoCTOSHM-
AMU, NPUBOZMT K 3kcnpeccun OJT Ha NOBEPXHOCTU TPOM-
60UMUTOB. ITO — MHULMANBHOE HEOOXOANMOE YCNOBUE )15
[aJIbHeliLLen aKkTuBauyum TpOMOOLMTOB.
Tpom6ouuToneHus npu ADC sBnseTcs, No CBOEK CyTH,
TPOMOOTUYECKO 11 UMMYHHOI N0 MeXaHu3my PasBuUTUS.
MexaHn3Mbl UIMMYHHbBIX TPOMOOLMTONEHNA NPU Pasnmny-
HbIX MATONOTUYECKUX COCTOSAHMUAX BO MHOTOM CXOXW W,
BO3MOXHO, YHMBEpPCAsbHbI: 3TO OTHOCWUTCA, B MEPBYIO
04epesp, K renapuH-mHAyLMPOBAHHOK TPOMOOLMTONEHNN
(TAT 1). OcHOBHO MOMEHT naToreHesa — BO3MOX-
HoCTb B3ammogencteusa FcgRIl-peuentopa Tpom6ouuTa
C Fc-4acTbto aHTUTENA, Y4TO BEAET K TPAHCAYKLUMM CUTHana
W aKTMBaLUMM TPOMBOLMTOB C peakLueli 0CBOOOXAEHUS
n runeparperaunei. OgHako npsmoe B3auMOAencTBUE
FcgRIl-peuentopa ¢ Fc-yacTbio aHTUTENla HEBO3MOXHO:
HEoOX04UM «MOCPEeAHUK», BbICTYNAKOLWMNA B Ka4ecTBe
AHTUrEHHON MULLEHN [N1F aHTUTeNa W JI0Kann30BaHHbINA
Ha NOBEPXHOCTM TpOMOOLMTA. TONbKO NOCNE CBA3W aHTU-
Tena C aHTUreHHON MULLEHbID HA MOBEPXHOCTU TPOM6O-
UMTa CTAHOBUTCA BO3MOXHbIM B3aWMOLENCTBUE MEXAy
FcgRIl-peuentopom TpombouuTa U Fc-4acTbio aHTUTENA.

KUX Lenax.
irbis-1.ru . Copyright © 2014 UapatenncTteo UPBUC. Bce npaBa oxpaHAIOTCA.
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AKYHIEPCTBO « TTHEKOAOTIT' 1A « PETIPOAYKIIM A

Mpn pasnnyHbIX NATONOMMYECKUX COCTOSAHWUAX, COMPO-
BOX[AEMbIX WMMYHHOW TPOMOOUMUTONEHNEN (renapuH-
NHAYUMpOBaHHas TpomboumTonenus, AOG n np.), aHTu-
FEHHble MULLEHW, PABHO KaK W aHTUTENa, PasfnyHbl.
Tak, npu ['NT B Ka4ecTBe aHTUTEHHON MULLIEHM BbICTYNaeT
Komnsiekc renapui-PF4, npn ADC e — KOMMIEKC Mexay
CbIBOPOTOYHbLIM 6esikoM-KodpakTopoM (b2-GP1, npotpom-
OWH, BO3MOXHO, Apyrue 6enku) U oTpuuaTesibHO 3aps-
XKEHHbIMU dhocchonunugamu.

Lepuynt ADAMTS 13: HOBbIe MOJIEKYNISAPHbIE MEXa-
HU3MbI TPOoM60308 B ycrosusx ADOC. 0cobbli UHTEpEC
NpeAcTaBnsfeT W3y4yeHMe ponu aeduuuta npoTeasbl
ADAMTS 13 B reHe3e TPOMOOTUYECKNX 1 BOCMANNTENb-
HbIX OC/TOXXHEHWiA. MicxoaHo ponb aedmuuta ADAMTS 13
Oblna n3y4eHa npu TpoMOOTUHECKON TPOMOOLUTONEHU-
YECKOM Mypnype — YrpoXatolem >KU3HU COCTOSHMN,
KOTOpOe BrepBble 6b110 onncaHo Molukosuuem B 1924 r.
1 XapakTepuayeTcs TPOMOOLMTONEHNEN, MUKPOAHTIONA-
TUYECKOW TeMONUTUYECKO aHemMuel, HeBpONOoruyec-
KAMWU CUMATOMaMW, NUXOPaAKoi 1 HapyleHneM (YHK-
UMM noyek. MNpu OTCYTCTBUM NEYEHUS NETANIbHOCTb NPy
TTN moxet pocturatb 85-100%. lMatoreHe3 TTI 6bin
ycTaHosfeH B 1996 r. 6narogaps otkpbiTuio Furlan n Tsai
npoteasbl, pacliennawoLlen dakrop doH Bunnebpanaa,
u nuwb B 2001 r. 6naroaps reHeTMHECKUM UccnefoBa-
HUAM YOanocb OKOHYaTeNlbHO WAEHTUdUUMPOBATL €e
cTpykTypy [12]. B pesynbrate npoteasa VWF nonyyuna
Ha3BaHne ADAMTS 13 — gnu3eHTerpmH-nogo6Hoi meTan-
nonpoTeasbl ¢ NOCNeA0BaTesibHOCTbi0 13 Mo Tuny TpOM-
6ocnongmnHa 1. ®yHkums ADAMTS 13 cocTonT B pacLien-
NEHNN TuraHtckux mynetumepos VWF, Kotopble o6na-
AA0T BbICOKOA CNOCOOHOCTHIO K CBA3bIBAHUIO C TPOMOO-
uuTamu, CTUMYNALWKM  BHYTPUCOCYAMCTON arperawum
1 (DOPMUPOBAHWNIO TPOMOOB B MUKPOLMPKYNATOPHOM

BapuaHtsl ADAMTS
13, o6ycnaBnuBatowime
NOBbILLIEHHYIO
NMPOTEONUTUYECKYHO
aKTUBHOCTb

pycne. C y4eTOM OrpOMHOW MOBEPXHOCTU 3HAOTENNS
3HAOTENUOLNTbI MOTYT ObiTb OCHOBHbIM MCTOYHUKOM
ADAMTS 13 B nna3me KpoBu. B HacTosLLEee BpeMS U3BEC-
THO 6onee 70 myTtauuin reHa ADAMTS 13, npuBoasLimx
K pa3BUTUIO HacneacTBeHHOM TTI1, a TakXe Lenbld pag
npnobpeTeHHbIX hakTopoB pucka passutus ADAMTS 13,
B 4aCTHOCTM, K TakuM (paktopam OTHOCWUTCS LMPKYNS-
LUMS HENTPaANM3YIOLWMX aHTUAOCHONUNUIAHBIX aHTUTEN.
Mpuyem pasnuynble myTtaumm ADAMTS 13 moryT Kak
06ycnaBnuBaTb €€ MOBbILIEHHYK MPOTEONIUTUYECKYIO
AKTUBHOCTb, 4YTO KAWHUYECKW NPOSIBNAETCH KAPTUHOI
6onesHu BunnebpaHaa, TaK 1 BbI3blBATb AEULMT aKTUB-
HOCTW 93TOro (pepmeHTa, 06YycnaBnuMBas CKMNOHHOCTb
K TpomM603aM, 4TO TaKXe Ha6J0JAeTCs U B YCIIOBMAX
nHrnéuposanns ADAMTS 13 nog peicteuem ADA (cm.
puc. 12).

Jecouumt ADAMTS 13 6bi1 onucaH npu 6epemMeH-
HOCTU, OHKOMOMNYeCKUX 3ab60s1eBaHMAX, Cencuce, B Noc-
neonepawLMoHHOM nepuoae, ayTOMMMYHHbIX 3ab60sieBa-
HUSAIX, renapyuH-MHAYLMPOBAHHON TPOMBOLMTONEHUI, TPOM-
60TNYECKON TPOMOOLMTONEHNYECKON Nypnype, Luppo3se
MeYeHn, Ha OOHE NMPUMEHEHNS TUKNONWANHA, KNONWaor-
pena, XMHWUHa W npu page ApYriX COCTOSHUNIA, CBA3aHHbIX
C MNONUOPraHHbIMI MNOPAKEHNAMM W O0CTPODA30BLIMU
peakumamu [3,12]. Ocobblii MHTEpPeC NpeacTaBnsioT
naHHble 0 ponu aecpuunta ADAMTS 13 npu HELLP-cuna-
pome. KnuHn4eckoe Te4eHue aToro ocroxHenus Il Tpu-
MecTpa 6epeMeHHOCTM 04eHb cxoHo ¢ TTI1. Hulstein J.J.
1 coasT. (2006) nokasanu, 410 y naumeHTok ¢ HELLP
akTuBHocTb ADAMTS 13 6bina 3HAYNTENIbHO HUXKE, YEM B
rpynne CpaBHeHUs, BKIOYABLUEHA XEHLLUMH C (DU3NO0MO0ru-
4eCKON 6epeMEeHHOCTbIO 1 recto3amu. B HacTosLee Bpems
BeAyLLME MUPOBbIE 3KCMEPTbI CYMTALOT, YTO MPU PaA3NNY-
HbIX KPUTUYECKMUX COCTOSHUSAX OCHOBHOE 3Ha4YeHue UMeeT
MMEHHO nprobpeteHHbIn fednumt ADAMTS 13 Ha doHe

Total =37 kb

12 15

Mynstumepbsl WVF

17 20

Mpoteonu3s
Tup1605-meT
1606 B WVF

aKTUBHOCTU

ADAMTS 13 unu
obpasoBaHue
MHrM6UTOpPOB

CesasbiBaHue VWF c GP

KapTtuHa
6one3Hu
BunnebpaHaa

Ib TpomMGouuTOB

M'wneparperauus TpombouuToB

Pucynok 12. ADAMTS 13 — mMosnekyssipHble MEXaHH3MbI TPOMOO03a.

TpomboTnyeckas
TPOMOOLIMTONEHU-
yeckas nypnypa
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Pucynok 13. ADA: «TpoiiHO#i yaap» 1o cUCTeMe reMocTasa: HHrHONpoBaHUe aHTUKOATYISTHTHON CUCTEMBI,

(ubpuHOIM3a U AKTUBALIUS KOATYJISILINH.

maccueHoi uupkynauuu AQA, 410 NPUBOAMNT K PA3BUTUIO
YIrPOXAOLLMX XKU3HU TPOMO030B U NMOSNOPraHHON Heno-
CTATOYHOCTW. Tak, MUKPOTPOMOBOTUYECKNE OCTIOXKHEHUS U
XOPOLIO 3HAKOMas KIMHWULMCTAM KAWHUYECKasn KapTuHa
TSHKENbIX 0CNOXHEHNIA 6epemeHHOCTM, BKNtoYas MOHPIT,
NPe3Knamncuio, MoryT 6biTb 06YCNOBNEHbI LEeDUUMTOM
ADAMTS 13, KoTopblil B 60JIbLUNHCTBE CJTy4aeB HOCUT
BTOPUYHbIA, NPMOBPETEHHbIN XapakTep [5].

Takum o6pasom, ADGA BNUSIOT Ha BCE 3BEHbA CUCTEMbI
remMocTasa, 4Tto MONy4YMI0 Ha3BaHWe «TPOWMHOM ymap».
OmHOBPEMEHHO noaaBnss MUOPUHONNU3 3a CHET UHIMOU-
poBaHus TFPI — BaXHeMLEro WHruouTopa TKAHEBOro
(hakTopa, TKaHeBOro akTBATOPA NNa3MUHOTEHa U (PYHK-
LMW NNa3MuHa, Hapyllas (OYHKLWKO BCEX eCTECTBEHHbIX
AHTMKOArynsHTOB, BKMOYas cuctemy npotenHa G, npote-
nHa S, aHTUTPOMOWNH Ill, aKTUBMPYS KOATyNALMIO U TPOM-
6ouuTapHoe 3BEHO cucTeMbl remocTtada, ADGA aBnsaoTCA
MOLLHBIM NPOTPOMOOTUYECKUM CTUMYNOM (CM. puc. 13).

[laToreHeTn4eckoe 3Ha4eHne aHTugoceoInnuaHbIX
aHTUTET B (DOPMUPOBAHUN aKYLLIEPCKNX OCITOXHEHUN.
[aToreHes NPakTU4ECKN BCEX KIUHUYECKUX MPOABNEHNI
A®C, BKNtOYas aKyLepCKue OCNOXHEHWS, YHUBEpCaneH
11 OCYLLLECTBNISETCA YEPe3 HapYLLUEHUE MUKPOLMPKYNALMN,
remMoctasa 1 maTonormt CcocyaucToi cTeHkn. OpHako
VMEHHO npu 6epemMeHHOCTN BO3HUKAET YHUKaNbHaA,
KOMMJIEKCHO (DYHKLMOHMPYIOLAsA CMCTEMA TPeX 3HAO0Te-
NKanbHbIX NOBEPXHOCTEN — (PETONNALEHTAPHOrO 3HA0TE-
NS, 3HA0TENIMA COCYAO0B MATKu W 3HOOTenns Tpodoo-
nacta. 1 nposBnAaTbCA 3TW HApYLUEHUS MOTYT Ha BCEX
CpoKax 6epeMeHHOCTY, Ha4MHas C MOMEHTA 3a4aTus.

A®A HanpsaMytd WnM  ONOCPeAoBaHO BIMAKT Ha
NPOLECC WMNNAHTALUUKU W  PaHHWe 3SMOPUOHUYECKME
ctaaunn. K 21-my IH10 nocne 0ByNALMN BOPCUHbI TPOO6-
nacta yXe [OCTaTO4HO BacCKyann3upoBaHbl U MOXHO

KOHCTaTMpoBaTb (hakT YCTAHOBJIEHUS MATOYHO-NNALEH-
TapHOr0 KPOBOTOKA. VIMEHHO C 3TOr0 MOMEHTa Ha4yuHa-
eTCA AKTUBHbIA KOHTAKT C MasmMoil Matepu, a 3Ha4uT,
U umpkynupytoLumu AQA.

B npouecce noAarotoBKM K MMMMAHTAUMKU NOL BAUS-
HUEM NPOrecTepoHa B 3HAOMETPUN MPOUCXOANT NOBbILLE-
HUE COJepXKaHMa MHIMBUTOPA aKTUBATOPA NNa3MUHOreHa
1 (PAI-1), TkaHeBoro thaktopa (TF) n CHKeHue akTnea-
TOPOB M/1A3MUHOreHA TKaHEBOIO M YPOKMHA3HOIO TUTMOB,
CHIDKEHUE METannonpoTemMHas Martpukca M Ba30KOHC-
TPUKTOpA SHAOTENMHA 1. 3TM MeXaHWu3Mbl perynsummn
remocrasa,  (ubpuHONM3a,  3KCTPALESUTHONAPHOIO
MaTpuKca 1 COCYAUCTOro TOHyca NnpefoTBpaLLatT obpa-
30BaHMe remopparui npu 1MHBasum Tpocpobnacta.

IMOBPUOH CUHTE3MPYET aKTMBATOPbI NNA3MUHOreHa
TKaHEeBOro 1 YpPOKWHA3HOT0 TUMOB M NpOTeasbl, KOTO-
pble He06X04MMbl AN Pa3pyLeHns dKCTpaLenonap-
HOrO MaTpukca B npouecce uUMNnaHTauum. Bnnas
Ha cuHTe3 PAI-1 n TF (nosbiwas ux akcnpeccuto), AGA
YCUANBAKT NMPOTPOMBOTUYECKME MEXAHN3MbI U [IECUH-
XPOHWU3MPYHOT npoueccsl PuoéprHonu3a u ubépuHoo6-
Pa30BaHMA, YTO MOXXET BECTU K AedeKTam UMMnnaHTa-
LMW U CHUWKEHWUH TNy6UHbl LeunayanbHON WHBA3MN
Tpodhobnacra.

[laHHbIe nocnefHUX 3KCNepuMeHTaNIbHbIX UCCneoBa-
HUA CBUAETENbCTBYIOT O BXKHOM PO CUCTEMbI KOMINE-
MeHTa B reHe3e PenpofdyKTUBHbLIX MOTepb, Pa3BUTUN
BHYTPUYTPOGHOI 3aZiepXKKN pa3suTna nnoga, opmmpo-
BaHWM TKAHEBbIX MOBPEXAEHWA. Y Mblleid MemopaH-
accouuupoBaHHblil 6enok Crry ABNAETCA MHINOMTOPOM
KOMMJIEMEHTA W BbIMNOSIHAET (PYHKLNIO, CXOAHYIO C Yero-
Beyeckumu npoteuHamu DAF n MCP — umHakTuBMpyeT
KOMMOHeHTbl C3 n C4. 3Ha4eHne afeKBaTHOr0 UHrMOKUPO-
BaHMSA CUCTEMbI KOMMIEMEHTA )19 HOPMAJIbHOTO TE4EHUs
6epemMeHHOCTM Oblfla MoKaszaHa B OMbITE C MblaMK,
nvetowmmu  HeakTusHbll red Crry [10]. 9MOPUOHBI
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TxaneBbIe TOBPCIKACHUA

TpomO0IMOOTIIECKIE OCTIOKHEHNUS
Cunzpom norepu miona, BY3PIIT

Pucynok 14. Yyactue cucteMbl KOMIUIEMEHTa B IatoreHese ocioxHeHnid ADC.

¢ reHotunom Cryy-/- norm6anu BHyTpUyTpo6HO B 100%
cnyyaes. B ycnosuax umpkynauum A®A Habntopaetcs
MOCTOSIHHAA aKTWBALMA CUCTEMbl KOMMIEMEHTa, Mexa-
HU3MbI 3aLLNTbl 0Ka3blBAKTCSH HECOCTOSATENbHbIMU, YTO
NPUBOANT K (DOPMUPOBAHMIO BOCMANUTENbHbIX MPOLEC-
COB M TKAHeBOro MOBPEeXAeHUs y nnoja. B onbiTax Ha
MblLax 6bI10 NOKa3aHo, YTO MACCUBHbIA NMEPEHOC Yeso-
Beveckux ADA IgG BbI3bIBAET aKTMBALMIO KOMMNEMEHTA,
TOrA4a Kak npu WHrM6upoBaHUM CUCTEMbI KOMMIEMEHTa
yAaeTca NpeAoTBPaATMTL MOTEPM Myioga W BHYTPUYTPOO-
HYl 3ajepXKy pocta nnoga. bonee Toro, BBeAeHue
MblLLAM WHrMO6UTOPOB KOMNOHeHTa C3 npensTcTBOBaNo
OT/IOXKEHUIO KOMMIIEMEHTa B [euuayanbHOu 0605104Ke
11 MO3BONIANIO NPEAOTBPATUTL AKYLLIEPCKNE OCIIOXHEHMS.
Ponb cuctembl KoMnaeMeHTa B reHe3e penpomyKTUBHbIX
noTepb MOATBEPXAAETCA TaKXKE B  IKCMEPUMEHTE
C MbILIAMKW, UMEKLWMMIU MYTaHTHbIA reH C3: HecmoTps
Ha BBefieHne um ADA, notepb NNoAa Unn 3afiepXXKi pocTa
nioda y Takux XWBOTHbIX He Habnoganock [7,10]. Beay-
LLYI0 POSib B Pa3BUTUM TKAHEBbLIX NOBPEXIAEHWUIA Y Nioaa
MOXET MrpaTb akTuWBaUWs BOCMANUTENbHOTO OTBETA,
KOTOPbI MHOYLMPYETCA B YCIIOBMAX aKTUBALMM JIEKOLM-
TOB MpW B3aMMOAENCTBMM KOMMNoHeHTa C5a co cBouMK
peuentopamn C5aR Ha KNETOYHOW NOBEPXHOCTM. Tak,
nocne seefeHns A®A y norubLmx nNnojoB BbISBNAETCS
MaccuBHas nenkouutapHas WHuibTpauna. bnokaga
peuentopoB C5aR no3Bonfer npefoTBPATUTL OCIIOXHE-
HUS 6EPEMEHHOCTI Y Mblllei npu BeeLeHun ADA.
BO3MOXHbIVi  natoreHes  penpoaykTMBHBIX MOTEpPb
y nauneHtok ¢ AOC MOXHO MpPeACTaBUTb CEAyHoLLM

06pasoM: B NnauegHTapHOM KPOBOTOKE MPONCXOAUT aKTu-
BaLMA CUCTEMbl KomnnemeHTa nopg penctsuem A®DA.
KomnoHeHT C5a cnoco6CTBYET NPUBSIEYEHINIO MOHOLWUTOB,
HENTPOCOUIIOB, TYYHbIX KIETOK, U3 KOTOPbIX BbICBOOOX-
Jaetcsa 60JibLLIOe KOMUYECTBO MeLMaTOPOB BOCMANEHNS,
BKNIOYas XEMOKWHbI, LWUTOKMHbI, MPOTEONNTUYECKME
(bepmeHTbl, CBOGOAHbIE pafukanbl Kucnopoga. lpote-
asbl, CEKPETMPYEMble KNeTKamn BOCManeHns, Henocpen-
CTBEHHO pacLuennsatoT G5 n cnoco6CTBYOT fanbHeMLel
akTuBaLUmu KoMnnemeHTa. B pesynsrarte aTux npoueccos
NPOMCXOAMT aKTUBALMA MPOLECCOB BOCMAneHus, Koary-
NAUAM, W PasBUTME TKAHEBbIX MOBPEXAEHWA MIALEHTbI
ny nnoga (cm. puc. 14).

BecbMa BeCOMbIM (DaKTOPOM MpPEACTaBISAETCSH CHIKE-
HUE YPOBHA UHTepnenknHa-3 (IL-3) y 6epemeHHbIx ¢ ADC.
IL-3 sBNIfieTCA aKTMBHBIM (hakTOpOM pocTa Tpodhobracta,
CNOCO6GCTBYET WMMNAHTALMM U PA3BUTUIO MNALEHTHI,
a TaK)Xe 0Ka3blBAeT PerynartopHoe [encTBue Ha dombpu-
HOJUTUYECKIE NPOLLECChl B 3HAOMETPUN (32 CHET aKTuBa-
UMM YPOKMHA3bI, NpeBpaLLaioLLei niasMUHOreH B Mas-
MUH). ACNMPUH ABNSETCA CUNbHLIM UHAYKTOPOM NPOAYK-
LMN LUUTOKMHOB W, B 0COB6EHHOCTK [L-3, 4TO 4acTU4HO
06bACHAET ero a(P@eKTUBHOCTb B ManbIX [03ax A/
nevyeHus A®C.

BosHukaeT Bonpoc 0 TOM, no4yemy Tpomb6006pa3oBa-
HWE He MPOUCXOLMUT Ha NMPOTSKEHNN BCeil oM3nosornyec-
Ko 6epemeHHOCTI. OTBET Ha 3TOT BONPOC AaeT runoTesa
«@HHEKCUHOBOroO LWimuta». AMA HapyllatT 3TW CBA3N
11 yOanatoT aHHeKCUH V ¢ ropasfo 60sibLUei NOBEPXHOCTH,
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NaToreHes cmHapoma notepu nnoga npu APC

Hetpombotuueckue 3
*KnetouHble nospexaeHuna
*UHAYKUMA anonoTo3a

€KTbl U AePEKTbl N/1IdLUEeHTALUN

*UHrubupoeaHue npoandepaumm (nogasneHve
*3KCMpeccum renapuHcensbiBatowero EGF Ha Tpodobnacte)
*MogaBneHne XOPMOHUUECKOrO rOHAA0TPONMUHA

*HapyweHune nHBasumn Tpopobnacra

(BNMAHME HA MHTErPUHbI U KaarepuHbl)

*HapyweHue gudpdepeHuUMpoBKU sHgOMETPUA

TpomboTuueckue

MmexXaHunu3mbl
*PacnpocTpaHeHHble TPOMb03bl
*MIHpapKTbl NAALEHTDI
*PaspylieHMe aHHeKCUHOBOIo
6apbepa
*AT K 6eTa2-GPI, AT K aHHeKcuHy V
*PesncreHTHOCTb K APC

Pucynok 15. Herpomboruueckne sddexrsr ADA.

4yeM CMOCOGHbI MOKPbITb  CaMu, OCTaBNAS
AN5 CBA3bIBAHUSA C NPOTpOMOUHOM [17].
MoMUMO TPOMOOTUYECKMX MEXaHW3MOB, NaTOreHes
aKyLLepcKux — ocrnoxHeHwin  npu  A®C  06ycrnoBneH
1 HeTpom6boTuyeckumu agpdpekramu ADA (cm. puc. 15):

—  U3MeHaTCA afresvnBHble XapaKTepucTuKku
NpeanMMNIaHTaLMOHOro 3MOPUOHa;

— HapyLaeTcs CIMsHUE CUHLMTNS;

— CHWXaeTcs rnybuHa uHeasum TpodobnacTa;

— MOAABNIAETCA NPOAYKUMUA XOPUOHUYECKOTO roHaLo-
TPONUHA, CTUMYNMPYIOLLEr0 BbIPABOTKY B NiaLeHTe
OTBETCTBEHHOr0 3a NOAAep)XaHue GepemMeHHOCTM
MnaLeHTapHOro nNporecTepoHa.

ITI MEXaHU3MbI TAKXXe NO3BONAOT 06bACHUTD HeyaaY-

Hble MOMbITKA UCKYCCTBEHHOTO OMJI0L0TBOPEHUS U nepe-
cafiku aMOpUOoHa y XeHLnH ¢ ADA.

MecTa

3axinrouyeHue

Takum o6pa3om, aHTMAOCHONUNUAHbIE aHTUTeNa
0Ka3blBAOT MHOrOrPaHHOE BIIUSIHWE HA CUCTEMY reMoc-
Ta3a, NoBpexaas BCE ero 3alUTHbIE 3BEHbS: 3HA0TENN-
aNbHbIN 6apbep, YHKLNIO eCTECTBEHHbIX aHTUKOArysiH-
TOB, 3HAOrEHHbIA (PUOPUHONNS, 11 aKTUBMPYS TPOMOOLIM-

Jureparypa / References:

3. Bianchi V., Robles R., Alberio L., Furlan M.,

JloKanbHOe BocnaneHue
*HapyweHue 6anaHca Th1/Th2
*OTnoXKeHue KomnaemeHTa (C5a aktusupyet TF u
npusaeYyeHne HeMTPoduI0B; HapyLlaeTca
aKkcnpeccua 6enka DAF/CD55, peryavpytoLero
cucTemMy KoMnaemeHTa)
*AKTUBaLUA HEUTPODUIOB, MOHOLUTOB
*funepnpoaykuma TNF-anbda, xeMOKMHOB
*HapyweHue pgerpagaumm XeMOKUHOB
(aeduumT peuentopa D4)

TApPHOE 3BEHO remocTasa W NpoKoarynaHTHbIe (PaKTopbI.
CoyeTaHne nNpOTPOMOOTUYECKUX U HETPOMOOTUYECKUX
9(D(DEKTOB, BKJIHOYAsA aKTMBALMIO JIOKANIbHOrO BOCMAsu-
TENbHOr0 0TBETA, BNUSHNE HA TPOPOONACT 1 XapaKTepuc-
TUKU 3MOPWUOHA, NPUBOAUT K Pa3BUTMIO XapakTepHOM
KNMHUYECKON KAPTUHBI — LIEIOMY CMEKTpy TpOMOOTUYEC-
KNX OCNOXXHEHUA B apTepuasibHblX, BEHO3HbIX COCYAaXx,
B CUCTEME MWKPOLMPKYNALUMM MO TUMY aHruonatum,
a TaKXXe K penpoayKTUBHbIM MOTEPAM 1 TSHKENbIM M03[-
HUM aKyLUEPCKUM OCJTIOXKHEHUAM, TakUM Kak rectos3
W npesknamcus, ertonnaleHTapHas HeLOCTaTOYHOCTb,
3ajepxka pocra nnoga.

VI3yyeHne aHTUDOCHONUNNLHOIO CUHAPOMA HEBO3-
MOXHO 663 MeXAUCLMNIINHAPHOro noaxona. B Hactosi-
lee Bpems K n3ydeHnto AOC npumeneyeHbl KAUHALUCTDI
BCEX CneuuanbHOCTeA. Hactano Bpems NMpUMEHUTb 3TH
3HaHWA NpU TPAKTOBKE PasHO06pasHoii KuHukn ADC,
N3YYEHUN KPUTUYECKUX COCTOSHUA, PELNAMBUPYHOLLIMX
TPOMOO30B M aKyLIEPCKUX OCII0XHEHWA. TONbKO TakKoMm
NOAXOA MOXeT o06ecneynts 60NbWON Lar Brepens
B MOHMMAHWUM natoreHesa 1 pa3paboTkKe BEPHbIX CTpaTe-
TWIA OMArHOCTUKL U Tepanuu camblX TSXKESbIX OCII0XHe-
HUN B KIIMHUYECKOW NpaKTUKe.

ischemic stroke. Rom. J. Intern. Med. 2003;

1.

APASS Investigators. Antiphospholipid
antibodies and subsequent thrombo-occlusive
events in patients with Ischemic Stroke.
JAMA. 2004; 291: 576-584.

Asherson R.A., Cervers R., Piette J.C.,

Shoenfeld Y. The antiphospholipid syndrome Il.

Autoimmune thrombosis. Netherlands. 2002;
457 p.

4.

Lammle B. Von Willebrand factor-cleaving
protease (ADAMTS13) in thrombocytopenic
disorders: a severely deficient activity is
specific for thrombotic thrombocytopenic
purpura. Blood. 2002 Jul 15; 100 (2):

710-3.

Cojocaru I.M., Cojocaru M., Musuroi C.,
Botezat M. Study of anti-cardiolipin and anti-
beta2-glycoprotein | antibodies in patients with

41 (2): 189-204.

. Franchini M., Montagnana M., Targher G., Lippi

G. Reduced von Willebrand factor-cleaving
protease levels in secondary thrombotic
microangiopathies and other diseases. Semin
Thromb Hemost. 2007 Nov; 33 (8): 787-97.

. Galli M., Barbui T. Antiphospholipid antibodies

and thrombosis: strength of association.
Hematol J. 2003; 4 (3): 180-6.

N
S
—_
=
5
<

(0e)
=
N

WUHchopmaumio o penpuHTax MOXXHO Nony4YMTb B pepgakuumn. Ten.: +7 (495) 649-54-95; an. noura: info@irbis-1.ru . Copyright © 2014 Usparenbcteo UPBUC. Bce npaBa oxpaHsAOTCA.

OaHHan MHTepHeT-Bepcua ctaTtbm 6bina ckauaHa ¢ cauta http://www.gyn.su . He npegHa3sHa4YeHO ANA UCNOMb30BAHUA B KOMMEPYECKUX Lienax



http://www.gyn.su
http://www.gyn.su
http://www.gyn.su
http://www.gyn.su
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru

o2

°
0
g
=
[ ]
<
b
=
S

AKYIITEPCTBO « THMHEKOAOI'IA « PEITPOAYKIIUNA

10.

11.

12

Holers V.M., Girardi G., Mo L. et al.
Complement C3 activation is required for
antiphospholipid antibody-induced fetal loss.
J. Exp. Med. 2002 Jan 21; 195 (2): 211-20.
Khamashta M.A., Cuadrado M.J., Mujic F.,
Taub N.A., Hunt B.J., Hughes G.R. The
management of thrombosis in the
antiphospholipid-antibody syndrome.

N. Engl. J. Med. 1995 Apr 13; 332 (15): 993-7.
Khamashta. Hughes Syndrome
Antiphospholipid syndrome. London: Springer-
Verlag. 2006; 15: 181.

Kim Y.U., Kinoshita T, Molina H, Hourcade D,
Seya T, Wagner LM, Holers VM. Mouse
complement regulatory protein Crry/p65 uses
the specific mechanisms of both human decay-
accelerating factor and membrane cofactor
protein. J Exp Med. 1995 Jan 1; 181 (1):
151-9.

Kitchens C S. Thrombotic storm: when
thrombosis begets thrombosis. Amer. J. Med.
1998; 104 (4): 381-5.

. Levy G.G., Nichols W.C., Lian E.C., Foroud T.,

13.

14.

McClintick J.N., McGee B.M., Yang A.Y.,
Siemieniak D.R., Stark K.R., Gruppo R.,
Sarode R., Shurin S.B., Chandrasekaran V.,
Stabler S.P., Sabio H., Bouhassira E.E.,
Upshaw J.D. Jr., Ginsburg D., Tsai H.M.
Mutations in a member of the ADAMTS gene
family cause thrombotic thrombocytopenic
purpura. Nature. 2001 Oct 4; 413 (6855):
488-94.

Miyakis S., Lockshin M.D., Atsumi T., Branch
D.W., Brey R.L., Cervera R., Derksen R.H.,

DE Groot P.G., Koike T., Meroni P.L., Reber G.,
Shoenfeld Y., Tincani A., Vlachoyiannopoulos
P.G., Krilis S.A. International consensus
statement on an update of the classification
criteria for definite antiphospholipid syndrome
(APS). J Thromb Haemost. 2006 Feb; 4 (2):
295-306.

Ortel T., Kitchens C., Pericak-Vance M., Erkan

D., James A., Kulkarni R., Brandao L., Hahn S.,

Vance J. Thrombotic storm: a severe, rapidly
progressive thrombotic disorder. Lupus. 2010;
19 (4): 524.

. Petri M. Update on anti-phospholipid

antibodies in SLE: the Hopkins’ Lupus Cohort.
Lupus. 2010; 19 (4): 419-23.

. Rand J.H., Wu X.X., Quinn A.S., Taatjes D.J.

The annexin A5-mediated pathogenic
mechanism in the antiphospholipid syndrome:
role in pregnancy losses and thrombosis.
Lupus. 2010; 19 (4): 460-9.

. Schulman S., Svenungsson E., Grangvist S.

Anticardiolipin antibodies predict early
recurrence of thromboembolism and death
among patients with venous thromboembolism
following anticoagulant therapy. Duration of
Anticoagulation Study Group. Am. J. Med.
1998 Apr; 104 (4): 332-8.

. Tincani A., Andreoli L., Casu C., Cattaneo R.,

Meroni P. Antiphospholipid antibody profile:
implications for the evaluation and
management of patients. Lupus. 2010; 19 (4):
432-5.

. Vora S.K., Asherson R.A., Erkan D.

Catastrophic antiphospholipid syndrome.
J. Intensive Care Med. 2006; 21: 144-159.

ANTIPHOSPHOLIPID ANTIBODIES, THEIR PATHOGENETIC AND DIAGNOSTIC ISSUES

OBSTETRIC PRACTICE

Bitsadze V.0., Khizroeva D.Kh., Makatsariya N.A.,, Egorova E.S., Baymuradova S.M., Mashkova T.Ya.
First Moscow State Medical Sechenov University of the Ministry of Health Russian Federation

Abstract: not only thrombotic, but also “non-thrombotic” mechanisms of antiphospholipid antibodies are being actively
studied in regard to their impact on the Structure of reproductive losses and other complications of pregnancy.
Non-thrombotic effects of APA include the damage of cells, the induction of apoptosis, the inhibition of proliferation,
the suppression of human chorionic gonadotropin, the interference to the invasion of the trophoblast, and defects
of differentiation of the endometrium. Thrombotic effects are: widespread thrombosis, placental infarction, disruption
of the annexin barrier, and anti-b2GPI and APC resistance.

Key words: antiphospholipid antibodies, antiphospholipid Syndrome, complications of pregnancy, catastrophis

antiphospholipid syndrome.
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