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lpedcmasneHbi 0aHHbIe MO 3MUOIo2UU, Namo2eHe3y, KITUHUYECKUM MposiefieHUsiM, QuagHOCMUKe U JIeHeHUro kKamacmpogudeckol
¢popmbl aHmugpocghonunudHozo cuHopoma (KADC). 3abonesaHue xapakmepusyemcsi pa3gumueM MHOXECMBEHHbIX MpomMb0308 pas-
TIUYHBIX Op2aHo8 U OKKTo3uell cocydos mesnkoeo kanubpa. [posoyupyrowum ¢hakmopoM pacrnpocmpaHeHHoU MUKposacKynonamuu,
akmueayuu 3HOomerusi U MaccugHoe20 8bibpoca LUMOKUHO8, XxapakmepHbix 0551 KA®C, 8 akywepckoli npakmuke s8r1siemcsi msixe-
TbI 2ecmo3 u UHgheKkyusi (nHesMoHus, cencuc). 1o MHeHU agmopos, MOXHO 2080pUMb O K/104e8ol poriu 2eHemu4eckol mpom6o-
unuu 8 dekomreHcayuu cucmemMsl 2eMocmasa, 4mo KUuHUYecKu rposiensemcs passumuem KA®C, a namozaeHemu4yecku 060CHO-
eaHHol npedcmaensiemcsi meparusi ¢ UCrob308aHUeM aHmMUKoagysiHmos, nnasmoghepesa, 8HymMpUBEHHO20 UMMYHO2/100ynuHa.
PaHHs5 namoaeHemuyeckasi ipomusompombomudeckas u npomueosocnanumernbHas mepariusi, Kak 80 epeMsi 6epeMeHHocmu, mak
U MUHUMYM 8 medeHue 6 Hedesnb rocne podoes ro3eonum npedomsepamums pa3gumue caMo20 2pPO3HO020 OC/IoXHeHUss ADC — eeo
Kamacmpocgbudeckoli ¢hopMel.

Knroyeenle crioea: aHmugocghonunudHbIl CUHOPOM, 2eMOCmas, 2ecimos, UH(heKyus, 2eHemuyeckasi mpomboghusiusi, namozeHe-
muyeckasi mepanusi.
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Questions of pathogenesis and prophylaxy
of catastrophic antiphospholipid syndrome in
obstetrics practice

The article presens data on etiology, pathogenesis, clinical symptoms, diagnostics and treatment of the catastrophic form
antiphospholipid syndrome (CFAS). Disease is characterized by development of plural thromboses of various bodies and occlusion
vessels of fine calibre. The provoking factor widespread microvasculopaty, activation endothelium and massive emission citokins,
characteristic for CFAS, in obstetrics practice is heavy gestosis and an infection ( pneumonia, sepsis). In opinion of authors, it is possible
to speak about a key role genetic trombophylia in decompensation systems of hemostasis that is clinically shown by development
CFAS, and pathogenetic proved therapy with use of anticoagulants, plasmoferesis, intravenous immunoglobulins is represented. Early
pathogenetic antitrombotic and anti-inflammatory therapy as during pregnancy, and the minimum within 6 weeks after sorts, will allow
to prevent development of the most terrible complication AS — its catastrophic form.

Keywords: antiphospholipid syndrome, hemostasis, gestosis, infection, genetic trombophylia, pathogenetic therapy.

KaTtactpoduueckun aHtucgpochonunmaHbin cuHgpom (KASC,
cnHapoMm AllepcoHa) siBnsieTcst Hanbonee Tsxxenowm opmor aHTu-
dochonunugHoro cuHgpoma (APC). OH nposBNaeTca MHOXe-
CTBEHHBIMU TPOMBO3aMU KMIHEHHO BaXKHbIX OPraHOB U pPa3BUTH-
€M cuMHOpoma nonuopraHHon HegoctatodHocTu (MOH) Ha doHe
BbICOKOro TUTpa aHTudochonunuaHbix aHtuten (APA) [1]. Stot
CUHAPOM HOCUT UMS AlepcoHa, koTopbivi B 1992 r. BnepBble BBEN

B KNMUHMYeckyto npaktuky TepmmH KADC [2]. Xota KAPC paszsu-
BaeTcsi MeHee 4yeM Yy 1% u3 Bcex naumeHToB ¢ APC, oH siBnsieTcs
YrpOXaroLLMM KN3HWU COCTOSIHUEM U TPEDYET HEOTNOXHOM Tepanmu.
IletanbHocTb npu KAPC pgocturaet 50% [3]. HecmoTpsa Ha TO,
410 U3yyeHuto KADGC B nocnegHue rofbl yaensercs npucranbHoe
BHMMaHwue, Yacto KA®C He gnarHocTupyetcs, 1, CrneaoBaTenbHo,
He NPUMEHSIITCS pekoMeHayeMble MeToabl Tepanuu. Begyuiei
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3ajayel B HacTosiLLee BpeEMSI CTAHOBUTCSI U3yYeHUe STMOMOorum
1 naToreHesa 3TOro COCTOSIHUS.

OuardHoctuka KA®C. Bonblioe 3Ha4YyeHne ans NOoHMMaHus na-
ToreHesa KADC asunock ydpexaerue B 2000 r. Ha EBponenckom
dopyme no AGA n ADPC mexayHapogHoro peructpa KADC, ko-
TopbIn goctyneH ceobogHo B NHTepHeTe (http://www.med.ub.es/
MIMMUN/FORUM/CAPS.HTM). Ha utonb 2006 r. pernctp cogep-
Xan nHgpopmauumio o 271 naumenTte, nepeHecumnx KAPC.

[ns obneryeHuns amarHoctmkm KAOC 1 BO3MOXHOCTM Kak MOXHO
6onee paHHero Hayana Tepanuu Bo3HWKNa HeobxoanuMOCTb CTaH-
[apTusmpoBaTtb AnarHoctudeckue kputepum KASC.

Knunuyeckune npossneHmna KA®C. KA®C B 50% cnydaes
pasBuBaeTcs Ha oHe nepsBuyHoro APC, y 14% naumeHToB —
BTOPUYHO Npu cucTeMHoun kpacHomn BonyaHke CKB, a 'y 3% — Ha
¢oHe gpyrux 3aboneBaHuin COeAMHUTENBHON TKaHW (peBmaro-
MOHbLIA apTpUT, CKIIEPOAEPMUS, CUCTEMHBIN HEKPOTU3UPYHOLLUIA
BackynuT). KA®C pasBuBaeTcsa Kak Yy XEHLMH, TaK U MYX4MH,
1 XOTS Y XEeHLUMH OH HabniogaeTcs B 2 pasa valle, Te4eHue 1 nc-
Xodbl XyXe y My>x4uH. CpegHuii BO3pacT nauMeHTOB COCTaBNsieT
37 net (0T 7 go 76 net). B 45% cnyyaes KA®C aBnseTcs nepsbiM
nposiBreHvemM 3abonesaHusi.

Mpn KA®C 3a KOpOoTKUiA NPOMEXYTOK BpeMeHn (B TeyeHne 1
HeA.) NPOMCXOAUT Pa3BUTUE MHOXECTBEHHbIX TPOMGO30B pas-
JIMYHBIX OpraHoB. B npoTMBononoXxHoCTb HekaTtacTpodnyeckomy
A®PC HabniogaeTcss MHOXECTBEHHAs OKKI03Usi COCYA0B MENKOro
Kanubpa (xoTa MOryT BOBfiekaTbCsa U bonee KpynHble cocyabl).
Mommmo KADC crmHapom TpomBOoTUYECKOM MUKpOaHrnonaTum xa-
pakTepeH aAns TpoMBoTUYECKON TPOMBOLIMTONEHNYECKOW Mypnypbl,
remMonuTuko-ypemuyeckoro cuHgpoma, BC-cungpoma n HELLP-
cnHgpoma. Ona KA®C Hanbonee xapakTepHbl NoYedHble, Neroy-
Hble, LepebparnbHble U racTPOMHTECTUHANbHbIE TPoMB03bl. YacTo
BCTpeyatoTca atunuyHble Ana A®C Tpomb0o3bl: HaaNo4YeYHNKOBbIE,
ceneseHoYHbIe, TECTUKYNSPHbIE, SUYHUKOBBIE, KOXHbIE, TPOMGO3bI
nogxenyaovHomn xenesbl, NpeacTaTenibHON Xernesabl; TPOM603bl
MOryT nexaTb B OCHOBe pa3BuUTUsi 6eckaMeHHOro XoneuncTuTa,
S13B XKenyaouHo-kuweyHoro Tpakta (PKKT). Hekpo3 kocTHOro mosra
ABNSIETCA PeaKUM OCMOXHEHWEM, KOTOPOE OMNMUCaHO Y NaLVeHTOoB
€ MeTacTaTudeckumu onyxonsmu, IBC-cuHapomom, pa3smBLIMMCS
nocne pagvo- Unn XuMmoTepanuu, y naunmeHToB ¢ CENTUYECKUM
LLOKOM. Tenepb 3TOT CNMCOK NMOMOMHEH eLle U COOBLLEHNSIMU O pas-
BUTUWN HEKpo3a KOoCcTHoro mo3ara npu KA®C. Y HebonbLuoro ymicna
naumneHToB ¢ KAPC pasBuBatoTca TpomMOb03bl KpYMHbIX COCYL0B (BEH
HIDKHUX KOHEYHOCTEN, TPOMBO3bl KOPOHaPHbLIX U LepebparnbHbIX
apTepun), T. €. NPOSIBMEHMS, XapakTepHble Ans knaccuyeckoro APC
(Tabn.1). XapaktepeH peuname TPOMOO30B HECMOTPS HA afeKBaT-
HYI0 @aHTUKOArynsiHTHYI Tepanuio.

B pesynbrate TpomMGOTUYECKOW MUKPOBACKynonaTum pas3suBa-
eTcst cuHgpom octpoiri NMOH. KnuHuyeckun aTo MOXeT NposBRATbLCA
HapylweHusmu LIHC, Bkntoyasi ctynop, Ae3opueHTaumio, napanu-
4n, pa3BUTMEM HaANOYEYHMKOBON HegocTaTouHocTH (y 13%), Obl-
XaTenbHOW HEAOCTAaTOMHOCTW, pa3BUTMEM UHaPKTOB MUoKapaa
(y 25%) v XKKT. XapaktepHbim cumntomom KAPC asnsertcsa pas-
BUTUE OCTPOro pecnupaTopHoro gucrpecc-cuHapoma (OPOC)
(B 25% cnyyaeB). O6HapyxeHne AD®A B GpoHxoanbBeoNspHoON
XMOKOCTW NOATBEPXOAET ero ayTouMmyHHyto npupoay [5]. Mpak-
Tnyeckn y 80% naumeHToB nopaxaroTcs Novku C pa3BUTUEM MO-
YeYHOW MMKpOaHr1monaTum 1 OKKNo3ne Menkux cocydos. Yacto
(8 60% cny4aeB) BbISABNSIOTCH M CUMATOMbI TOPaXKEHWNS FONOBHOTO
MO3ra (MHCYINbLT, TPaH3UTOPHbIE ULIEeMUYEeCcKMe aTaku, Cyaoporu,
Koma), ogHako MUKPOTPOoMB03bl COCY0B FOMOBHOMO MO3ra MOryT
pa3BuBaTbCA U ropasgo Yalle, YeM 3TO AMarHOCTUPYETCst, U MOryT
OblTb NpuYnHON pasBuTuA aHuedanonatum npu KAPC. bonee
Yem y nonosuHbl nauneHToB ¢ KA®C HabniogaeTca nopaxeHue
cepaua. B 6onblwmHCTBE CryYaeB OHO NPOSIBRSIETCS pPa3BUTUEM
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aopTanbHOW U MUTPanbHOW HEJOCTaTOYHOCTU, KOTOpPbIe MOIMU
cchopmupoBatbes paHee Ha poHe CKB unu APC.

KA®C B akywepckon npaktuke. B nepvog c 2001 no 2006 r. mbl
BbIsBUNU 1 obcnenosanu 5 nauneHtok ¢ KA®C. Nposoumpyowmm
dakTopom pa3suTnst KAGC aBunca Tsxkenblii recto3 y 3 naumeHToK
N MHeKuns (MHEBMOHMS, cencuc) y 2 naumeHTok. HecmoTpsi Ha
Tepanuto, KADC 3akoHunncsa gatanbHo y 1 naumneHTKK, y KoTopow
MNMOH passunackb Ha oHe TAXKEeNoro recto3a, OCMOXHEHHOMo OT-
CMONKOW NnavueHTbl. AKyLLEepCKNe OCIOKHEHNS B aHamMHese Obinm
BbIsiBMEHbI y BCex 5 naumeHTok (100%): cuHapom notepw nnoga —
y 4 NaumeHTOK, TSHKeMbIA recTo3 — y 3, NpexxaeBpeMeHHbIe podbl —
y 1 naumeHTkn. Y 2 naumeHToK oTMeYeHbl Tpomboambonuyeckue
OCMNOXHEHMS B aHaMHe3e: TpoMb03 rny6okmx BeH (TIB) HMKHMUX
KOHEYHOCTEeN nocre pogoB y 1 naumeHTkn u peunamempyowmin TIB
C VHTEpBanom B 2 roga Ha hoHe nprema oparnbHbIX KOHTpaLenTu-
BOB y Apyrov nauneHTkn. KA®C 6bin nabopatopHo nogTeepxaeH
y BCeX NauMeHToK. BonuaHouHbI aHTukoarynsHT (BA) BbisiBneH
y 1 naumeHTkn (20%), APA obHapyxeHbl y 2 naumeHTok (40%),
anTn-B,-GPl — y 3 nauueHnTok (60%). ¥ Bcex naumeHTok 6bino
nposefeHo obcneaoBaHNe Ha NpeaMeET HanMuMs reHeTUYEeCcKnX
dopm TpomBopunuun. NeHetrndeckne opmbel TpomboUNIMM Obinn
BbliBMeHbl ¥ Bcex 5 naumeHTok (100%). OBHapyxeHbl: reTeposn-
rotHasi popma MyTaummn meTuneHTeTparngpadonarpenykrassl —
MTHFR C677T (20%), reTeposurotHas gopma nonmmopdunsma
reHa 675 4G/5G PAI-1 (40%), reTeposurotHas copma nonmmop-
dumama - 455G/AreHa B-pubpuHoreHa (40%), romosnroTHas doopma
nonumopdusama I/D B reHe t-PA (20%), a Takke reTepo3nroTHble
hopMbl NONMUMOPEU3MOB FEHOB aHIMOTEH3MHNPEBPaLLaoLLEero
depmenTa (AMd) I/D (40%), TpombouumTtapHoro peuentopa GPla
807C/T (80%), aHrnoteHanHoreHa 704C/T (20%). MynbTureHHble
dopmbl Tpombodunun BeisiBneHsbl B 60% cny4vaes.

Mbl npegcTaBnsem KNMHUYECKUIA criyvanm BeaeHus 6epemen-
HOCTW, POLOB 1 NOCNEPOAOBOro Nepuoaa y naumMeHTKN ¢ nepeHe-
ceHHbIM paHee KA®C. B MmpoBow nutepaType Mbl HE BCTPETUNN
onucaHnsa 6epemMeHHOCTH Y XeHWWH, nepeHecwnx KA®C, tem
6onee elle He 6bInK pa3paboTaHbl pekoMeHAaLUn No BeAeHWo
recTaLMOHHOro npouecca y NauneHToK ¢ nepeHeceHHbIM KAPC.

MaumneHTka C., 23 roga obpatunach 3a KOHCynbTaumen B Hally
knuHuky 19.05.2005 npu cpoke 6epemeHHocTn 10 Hea.

N3 aHamMHe3a 13BECTHO, YTO MaLUMEHTKY C OHOCTU GecnokosT
ronoBHble 60MK, Pe3NCTEHTHbIE K CNa3MONMTMKaM U aHanbreTMkam.
OceHbto 2003 . BO3HMKNM 3MM304bl PE3KOr0 CHWXEHUSA NamsTH,
nepexogsiine HapyLleHusi 3peHust, cygoporu; B aekabpe 2003 r. Ha
KOXe pyK, HOT, rpyau, XMBOTa NOSIBUIIOCh ceTyaToe nueedo. B ato
Xe BpeMsi pa3Bunach KnmHnyeckast kaptuHa TI'B npaBow ronexu:
B60ne3HeHHOCTb 1 OTek B 06nacTu npasow ronieHun. bbinn nonyyeHsl
oTpuvuaTerbHble pe3ynbraTbl TECTOB Ha Hanuuve BA ¢ sgom ragioku
Paccena v aHTMKapAMONMNMHOBbLIE aHTUTENA, OAHAKO B BbICOKOM
TUTpe Bbinn BbiABNeHb aHTUTena K IgG k B,-rmukonpotentHy | (90
En/mn npu Hopme meHee 10 Eg/mn). Ha ocHOBaHUM KnuHMYeckon
KapTuHbl nopaxeHus LIHC, TI'B npaBow ronenn, Hanuuns nueeao
1 Ha OCHOBaHUK nabopaTopHbIX KpUTEPUEB (BBICOKME TUTPbI aHTU-
Ten K B,-rmukonpoteunHy |) 6bin noctaeneH anarHos A®C. Mpo-
BefeHa Tepanusi C NPUMEHEHWEM aHTUKOArynsiHToB U aHTuarpe-
raHToB.

B aHBape 2004 r. BHE3anHO BO3HMKIO pe3KOe yMeHbLUeHne
KonuyecTBa Mouu, passunacbk rematypusi. lMosiBunace 6onesHeH-
HOCTb B 061aCTV HOCOBOW NEPErOPOAKM, HOCOBbLIE KPOBOTEYEHMUS.
BbIn AnarHOCTMPOBaH acenTU4ecknin HeKpo3 ronosku GeapeHHON
kocTu. OTMeYeHO ycuneHne ronoBHbIX 6onen, annMsoabl Ae3opu-
eHTauum, pe3koe CHUXKeHUe NamsiTu.

Kpome TOro, NposiBNEHUsIMN CUCTEMHOIO BackKynuTta y AaHHON
nauMeHTKU SIBUNocb pa3BuTue cuHapomMa PeiiHo, Tpombo3a cocy-
[0B rMasHoro AHa 1 CrnnsncToi 060noYkn Hoca, MopaXeHUst KOXK
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B BuAe nueeno. Takum o6pa3om, y naumeHTkn Ha poHe nepBuy-
Horo A®C B TeYeHWe HeCKONbKMX AHeWn pa3Bunach KiuvHuyeckas
KapTMHa MHOXeCTBEHHbIX TPOMB030B C (hOPMUPOBAHNEM MYIb-
TUOpraHHOM HeJOCTaTOYHOCTU, BKMoYatowen nopaxerHve LIHC,
nosiBreHve OCTPOM MOYEYHON HEeAOCTAaTOYHOCTU W remaTtypuu
BCNEACTBME TPOMBOTUYECKMIA MUKpOaHrMonaTum, pasButue acen-
TUYECKOro Hekpo3a ronosku 6eapeHHoi kocTu. B aaHHoM cnyyae
MOXHO roBopuTb 0 pa3sutum KA®C y naumeHTKn ¢ nepBUYHbIM
ADPC. Kputepuamu gnarHosza KADC sasunocb passutue NOH 3a
KOPOTKUI MPOMEXYTOK BpeMeHu (<1 Hed.) y NauMeHTKn ¢ paHee
yCTaHOBMNEHHbIM AnarHozom ADC.

MpoBeaeHo neveHmne KOPTUKOCTEPONAAMU BHYTPb B MaKCUMarb-
How pgose 30 mr/cyT. B TedyeHne 1 mec., 2 ceaHca nynbc-Tepanuu
metunpegom no 500 Mr B TeyeHne 3 gHew noapsig B CoYeTaHUu
¢ umknodoccaHom no 800 mMr ogHokpaTHo. HasHaveHa Tepanus:
TpoM60ACC, knekcaH B fo3e 60 mr/cyT. B Te4eHune 6 Hea. ¢ nocne-
AyloLWwmyM nepexogoM Ha BapdhapuH nNpu nogaepxaHum mexayHa-
pPOAHOro HopManuaoBaHHoro otHoweHns (MHO) B npegenax 2-3.

B >xeHCcKOW KOHCynbTauum naumneHTke 6bino NpeanoxeHo npe-
pBaTb 6epemMeHHOCTb B cBA3N ¢ Hanuunem KA®C B aHamHese
¢ passuTuem NOH. OgHako B CBA3W C HACTOWYMBBLIM XenaHnem
naumeHTKn 1 ee Brn3knx coxpaHuTb bepemeHHOCTb 6onbHasa bbina
KOHCYNbTMpOBaHa B HalLeW KIMHWKe, crneunannavpyloweincs Ha
n3y4eHunm npobnem reHeTuvecknx Tpombocpunun, APC, Bknioyast
KA®C.

Mpw o6cnegoBaHunm obpalyano Ha cebst BHUMaHWe NoBblLLEeHne
ypoBHsi D-aumepa, B 6 pa3s npesbiatoLLee HopMarbHbIe 3Ha4YeHUs!
(0,5 mr/n), 4To CBMAETENBCTBOBAMO O YPE3BbIYANHO BbIPAXXEHHOM
COCTOSsIHUM runepkoarynaumm. OTMeYeHo OTCYTCTBME NONOXUTENb-
HoW NpoObl Ha BA 1 HOpManbHbI ypOBEHb aHTUKapAMONMMUHOBBIX
aHTUTen. He 6bIN0 BbISIBNEHO aHTUTEN K aHHEKCUHY V 1 MPOTPOM-
6unHy. O6HapyeHO NOBbILLEeHNE TUTPa aHTUTEN K 3, MUKoNpoTen-
Hy | 8o 16 Eg/mn. Kpome Toro, 6b1510 BbISIBNIEHO NOBbILLEHNE YPOBHSI
romoumctenHa oo 30 mMMonb/n Npy HopMme MeHee 15 mmonb/n.

Mpwn nccneqoBaHMM Ha HanMUune reHeTUYeckux opm Tpombo-
dunun mytauum FV Leiden n nonumopdurama reHa npoTpoMburHa
G20210A BbisiBNEHO He bbino. bbinn obHapyXeHbl reTepo3nrotTHast
dopma myTtaumm MTHFR C6777T, retepo3urotHasa dhopma nonu-
mMopdmama I/D B reHe t-PA, reteposurotHas popma nonumopduama
B reHe PAI-1 (675 4G/5G), B reHe B-comnbpuHoreHa (-455G/A) n B
reHe dpaktopa Xll, a Takke B reHe rnmkonpotenHa Gp-llla Tpom6o-
umnToB (1565 T/C).

Bbin noctaeneH guarHos. bepemeHHocTb 10 Heq. Ha hoHe oTA-
roweHHoro aHamHe3sa (katactpoduyeckasa gopma APC c NMOH
1N HEKPO30M rofioBKM 6epeHHON KOCTK), codeTaHHas hopma Tpom-
©60dmnumm (covetaHme NpMobpeTeHHOM 1 HacneaCTBEHHON hOpMbI
TpomMBomnun), rMneproMmoLMCTEMHEMUS.

Bbino npuHsaTO pelleHne oueHUTb 3PPEKTUBHOCTL aHTMKOA-
ryNsHTHOW, aHTUOKCUAAHTHOW U BUTaMuHoTepanuu B | TpumecTtpe
6epemeHHoCTW. Bbina HasHaveHa Tepanusi: onueBast kKucnoTa
(4 mr/cyT), marHe B6, w-3 nonmHeHachbILWEeHHbIe XUPHbIE KMCIO-
Thl, KNEKcaH nog KoHTponeM ypoBHs D-gumepa. HauanbHasi no3a
KnekcaHa coctasuna 60 Mr/cyT., a MakcumanbHas CyTouHasi 4o3a
knekcaHa — 90 mr/cyT. OpdeKTUBHOCTE Tepanun oLeHnBanu no
ypoBHto D-grmMepa 1 cocTosiHUSt MaTo4HO-NMaLeHTapHOro KPOBOTO-
Ka nytem gonnneporpaduu. Yxe yepes 1 Heq. ypoBeHb D-gumepa
cHusuncsa go 1,5 mr/n. HapylweHns kpoBoToka Matepu 1 nnopa
BbISIBNIEHO He GbIro.

B cBA3M C BO3MOXHbIM pa3BUTUEM renapuHNHOYLMPOBaHHON
TPOMGOLMTONEHNM MPOBOAMNN MOCTOSIHHYIO OLIEHKY KOonm4yecTsa
TpoM6ouuToB. 3a BECb Nepuog NPUMEHEHUs KrekcaHa npuaHa-
KOB renapuHWHOYUMPOBaHHON TPOMBOLIMTONEHUN OTMEYEHO He
Ob1no. B cBA3um ¢ Tem, 4to yxe k 10-My AHo Tepanun Habnoganm
CHWXeHWe ypoBHs -D-gumMepa 40 HOpMarnbHbIX 3HAYEHWUIA U OT-
CYTCTBOBamnM Npu3Haku natonornu nnoga, buirno NpuHATO pelue-
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HWe o nMposioHrMpoBaHun 6epemeHHocTU. Ha doHe npoBognmon
Tepanun 6epeMeHHOCTb NpoTekana GnaronpusitHo, 6e3 ocnox-
HeHu. Ha 40- Hen. 6epeMeHHOCTM ObiNo Npon3BegeHo poao-
pa3spelleHve nytem kecapeBa ceveHusi. Onepauus npoiuna 6es
OCNOXHEeHWN, 6e3 YpeamepHon kposonoTepu. N3eneyeH pebeHok
maccon tena 3050 r, poctom 50 cm, 9 6annos no wkane Anrap.
3a 2 cyT go onepauumn fosa knekcaHa 6bina ymeHblueHa go 60
mr/cyT. MNocnedHsas MHbeKUUs KnekcaHa Gbina npounssegeHa 3a
24 4 no onepauuun. Tepanus knekcaHom Gbina Bo306HOBNEHa Yepes
3 4 nocne onepauun B go3e 30 mr/cyT. [Nocne onepaunn B Te4eHne
2 cyT. Obina npogosmkeHa Tepanus knekcaHom B gose 30 mr/cyT.
C nocrnegyowum nepexogoM Ha gody 60 mr/cyT. B TeuyeHue
6 Hep. c nocnegylowmmM nepexogom Ha BapdapviH (uenesoe MHO
2-3 ¢ koHTponem -D-gnmepa).

MaTtoreHe3 KA®C. Ha cerogHsAwHMA aeHb kputepuammn ASC
ABNAIOTCA BEHO3HbIE U/UNK apTepuarnbHble TPOMB03bl U/Mnn aky-
Lwepckmne ocnoxHeHusa (1 cnyyanm unm 6onee BHYTpUyTPOOHOMN
rnbenu mopdonornyeckn 34opoBoro noga npy cpoke rectauuv
6onee 10 Hen., 1 cnyyan nnu 6onee nNpexaeBpeMeHHbIX PO4OB
MopdonorMyeck1 3LopoBoro nioga npu cpoke MexHee 34 Hep. npu
HanMumMm Tsbkernow opMbl recTosa Unm NaueHTapHo HeaoCTaTo -
HOCTW, 3 CMOHTaHHbIX abopTa n 6onee npu cpoke meHee 10 Hep.
6epeMeHHOCTU MPY OTCYTCTBUM aHAaTOMUYECKMX NATOMNOrMii MaTKu,
rOPMOHanbHbIX HaPYLIEHUA U XPOMOCOMHbIX aHOManui y otua
1 MaTepu) B COMETaHUM € NabopaTopHbIMU KpUTEPUAMM: TPOMBOLW-
TOMNeHWeN, NONOXUTESbHBIM TECTOM Ha BA, aHTUkapAMOnNMnMHOBbIe
antutena (aK) nnu aHtutena k B,-rmukonpoteuHy | (B,-GPI) [6,7].
ADA B3anmoaemncTByoT ¢ pocchonunmaamm opraHnamMa He Hanpsi-
Myt0, @ MpW yyacTum cneundunyecknx nocpegHUKoB. Takumm no-
cpeaHuvkamu cniyxar B,-GPI, a Takke NpOTPOMGUH, ECTECTBEHHbIE
aHTUKoarynsHTHble dakTopbl (MpoTtenH C, NpoTenH S, TKaHeBbI
akTueartop nnasmuHoreHa t-PA), aHHekcuH V [8].

Bo3HukaeT BOMpoC: € 4eM CBSI3aHO MrHOBEHHOE Mporpeccu-
pytouee passutme KA®C? Beab gonrve rogbl y NaLmMeHToB BO3-
MOXHa nuwb 6eccumnTomHasn Lmpkynauusa APA npu oTcyTcTBUM
KMUHUYECKMX NPOSIBNEHWIA.

CornacHo Tak Ha3blBaeMoii TeopuK ABOWHOIO yaapa Ans pas-
BUTWS pacnpoCTPaHEHHOW MUKPOBACKynonaTumn, akTuBauum SH-
AOTENus U MaccuMBHOIO BbIBpoca LIMTOKMHOB, XapakTepHbIX Ans
KA®C, HeobxoanmMo Bo3aencTBME OOMNONHUTENbHOrO buonoruye-
ckoro akTtopa.

PasnunuHble npoBouupyowmne dakTopbl BbisiBNeHbl 6onee
yeM y 45% naumenToB ¢ KA®C [9]. B kayectBe Takoro cakropa
B 6onbLumMHcTBe cnyyaes (40%) BbicTynaeT nHdekums. Kpome Toro,
npoeouunpyowmnm daktopom ana passutna KA®C moryT ctaTb
XVpypruyeckue BMmellaTenbcTBa (Hanpumep, rmMcTepakToMusi, Ke-
capeBoO ceyeHue, XONeLncTaKTOMMS), B TOM Yncre gaxe Hebomnb-
e (akcTpakuus 3yba, PXIIT, kiopeTax maTtku, buoncus), oTmeHa
aHTUKOAarynsiHToB, UCMOMb30BaHWE HEKOTOPbIX NEKapCTBEHHbIX
npenapaTtoB (4alle Bcero opasbHbIX KOHTPaLENnTMBOB), OHKOMO-
rnyeckue 3abonesaHus.

Bonbluoe 3HavyeHne nmeno oTkpbiTe cBAsun mexay APC ¢ nH-
eKUMOHHBIM NpoueccoM. OgHMM 13 MexaHnamoB pa3sutms KAPC
MOXET ObITb MonekynsapHast Mumukpus [10]. MNokasaHo, 4To uenbin
ps8 MYKPOOPraH13MOB COAEPXKUT B reHETUHECKOM MaTepuarne no-
CrneaoBaTenbHOCTU, FOMOSIOMMYHbIE MOCNEA0BATENbHOCTSIM B Caii-
Te ceasbiBaHua B,-GPI ¢ pochonvnuaamu [11]. Takum obpasom,
B OTBET Ha BHeApeHWe B OpraHn3M UH(EKLMOHHOTO areHTa BO3-
MOXHO 0Bpa3soBaHue aHTUTEN, NepeKkPecTHO pearnpyroLmnx ¢ .-
GPI, T. e. BO3HUKaET peaKTUBHOCTb MO OTHOLLEHMWIO K COBCTBEHHBIM
CTPYKTYpam opraHuama.

Ha cerogHslWHWI aeHb Bce Gonblue AaHHbIX CBUAETENbCTBY-
0T O KMHOYEBOW PONM CUMHAPOMA CUCTEMHOrO BOCManuUTENbHOro
otBeTa (CCBO) n sHooTenvanbHOW ANCHYHKLMM B NatoreHese
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KA®DC. CCBO BO3HMKaET He TOMbKO Npu cencuce; HeMHMEKLMOH-
Hble MPUYMHBI, B YACTHOCTW MMYHHOOMOCPEAOBAHHOE MOpaXxeHue
OpraHoB, SIBMSIETCS MOLYHENLLUM CTUMYNOM K (hOPMUPOBAHMIO
cuctemHoro Bocnanenusi. OgHo m3 nposieneHnin CCBO — ocTpbiii
pecnupaTtopHbIn auctpecc-cuHgpom (OPLC) siBnsietcs ogHUM m3
Hanbonee yacTtbix nposeneHun KAPC (obHapyxusaetcs y 25%
naumeHToB ¢ KA®C). M'vnotesy o Tom, 4to KADC sBnsietca npo-
SIBNIEHMEM CUCTEMHOro BOCNAanuTenbHOro OTBETA, NOATBEPXKAAET
Hanuyve obLUMX MeaMaTOPHbIX KackafoB, XapakTepHbIX Kak Ans
cencuca, Tak n anst KA®C, koTopble akTUBUPYIOTCS NOA, BIUSTHUEM
MacCMBHOrO noBpexaeHusi TkaHel. K Takum sHAoreHHbIM Meaua-
TOpaM OTHOCATCS Mpexae BCero npoBocnanuTesibHble LUTOKWHbI
TNF-a, lI-1, dakTop aktuBauun TpombouutoB PAF, Basogumnatu-
pylolme npocTarnaHavHbl, HanuyMe akTuBauMn KOMMNeMeHTa u
cynepakcnpeccusi Monekyrn agre3um Ha nenkouuTax, TpomboumTax
1 3HOOTeNnManbHbIX KneTkax.

KntoueByto ponb B natoreHese KA®C, Tak xe kak n npu CCBO,
UrpaeT sHaoTennanbHas AMcyHKUMS, NPOSIBNSAIOWAncs HapyLle-
HVWEM aHTUTPOBGOTUHECKON 1 NPOTUBOBOCMNANUTENBHON aKTUBHOCTU
aHpoTenus. AKTUBUPYET SHAOTENUanbHbIe KNETKU U, BEPOSITHO,
cnocobcTByeT 06pa3oBaHMio NOArOTOBUTENBHOMO cUrHana Ans
KA®C KOMNMeKkc MMMYHHbIX CTUMYIOB, BKMOYAKOLWNA LUTOKUHBI
(TNF-a, IL-1B, IFN-y ), koMnoHeHTbl komnnemeHTa (C3b, C3b
n Cha, membpaHatakytowmin komnnekc C5B -9) n aytoaHTutena.
ADA obnagaloT npokoarynsiHTHON M NPOBOCNANUTENIbHOW aKTUB-
HOCTbIO, peanuaysi CBoe BNUsiIHUE Ha F'yMOpanbHOM U KIIETOYHOM
ypoBHe (cM. Tabnuuy). AHTK-B,-GPI o6ecnedmnsaloT TpaHcnokaumio
dakTopa TpaHckpunumm NF-kB B aapo sHOoOTenManbHOWM KneT-
KW, 4TO NPUBOAUT K aKTMBaLMM SKCPECCUM NPOBOCNANMUTENbHbIX
umtoknHoB (TNF-a, IL-1B,1I-6, 1I-8) n npokoarynaTHbIX hakTopoB
(TkaHeBoro gaktopa TF, MHrMbrTOopa akTnBaTopa nnasMmHoreHa
PAI-1) [12]. BTOT MexaHn3M Cxo€eH C NpoLieccom, HabnogaeMbim
B KIeTKe Mpu ee B3avMoOeNCTBUM C KOMNOHEHTOM KIETOYHOW CTEH-
kv BakTepuit nunononucaxapuaoM (Hanpumep, Npy cenTUHECKOM
woke). APA Tak xe kak u JIMNC B3anmogencTaytoT ¢ toll-nogobHbiMu
peLienTopamu Ha NOBEPXHOCTY SHAOTENMOLMTA U aKTUBUPYIOT BHY-
TpukneTouHbI kackag p38 MAPK, TRAF6 n MyD88, 3aBepLuato-
wmrics TpaHcnokauven NF-kB B agpo.

KnuHunyeckas kaptuHa KA®C BO MHOroM HanoMUHaeT AeKOM-
neHcupoBaHHbI [1BC-cuHgpom. B obounx cnyvasax nmeeTt Mecto cu-
CTeMHasi akTMBaLMs NPOLIECCOB Koarynsiuyu, pa3suTtue Tpombo30B
MuKpoumpkynaTopHoro pycna v NOH [13]. JlekomneHcupoBaHHbI
OBC-cvHapom BbisBnsetca npumepHo y 20% naumeHToB ¢ KADPC
[14], 4yTO BEpOATHO ABNSIETCA OTPaXXEeHNEM NPOLLECCOB CUCTEMHOMO
Bocnanexus. Kpome toro, AGA yacto obHapyxmBaloTcs y nauu-
eHToB ¢ [IBC-cnHgpomom [15]. CornacHo Hallemy onbITy, Npu3Ha-
Kn xpoHu4deckoro [IBC-cuHapoma pa3BuBaloTCsl BO BCEX Cyyasix
KA®DC, 4yto obycnoBneHo o6LWMMM NaTOreHeTUYECKUMIN MEXaHU3-
MaMu 3TUX COCTOsHMI. Tak, B ocHoBe KA®C n [BC-cuHapoma
NEXUT yHMBepcarnbHbI natonoruyeckuii npouecc — CCBO. Kak
npy KA®C, tak 1 npu ABC-cMHOpoMe BbISIBNSATCA CXOOHbIE MPo-
BOoUMpYyoLWme dpakTopbl (TpaBma, OHKoMornyeckue 3aboneBaHus,
aKyLuepckme OCrnoXHeHusl, uHdekumun), Habnogaetcs passuTme
aHAoTenManbHon AncdyHKUMK, BbIGPOC NpoBOCNanmUTenbHbIX Ly-
TOKVMHOB M akTmBaumsa koarynauum. Ona KA®C v OBC-cuHgpoma
XapaKTepHbl U CXOAHbIe NaToreHeTU4Yeckne MexaHuambl. Tak, Ha-
pyweHne yHKLMUM aHTUKoarynsHTHoro nyTu npotemHa C u co-
cTosiHMe rmnombpuHonuaa xapaktepHo kak ans KAPC, tak n gnsa
OBC-cungpoma [13, 16, 17].

OpgHako B otnunyne ot KA®C gna [1BC-cnHapoma xapakTepHbIM
ABNSIETCS pa3BUTME TEMOPPArNYECcKNX OCIOXHEHWUN, BbI3BaHHbIX
MacCMBHbIM NOTPeGrneHnemM NpokoarynsHTHbIX (akTopoB U TPOM-
6oumToB. MHTepecHo, 4To xyawwmi nporHo3 npu ABC-cuHgpome
accounmpyeTtcst ¢ NoBbIWEeHHbIM ypoBHeM PAI-1 1 HapylieHnem
dyHKUMKM cucteMbl npotenHa C [13]. Takum obpasom, y naumeHToB
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C KNMUHUYeckMmu 1 nabopatopHbiMu npusHakamu OBC-cuHgpoma
BeCbMa BaXKHbIM aBNseTcs onpeaeneHne APA.

BrnusaHne A®A Ha cuctemy remoctasa nposiBNsieTcsa B Hapy-
LweHun banaHca mexay dakTopamu ceepTbiBaHus, hubpuHonu-
TUYECKOW CUCTEMOW, TPOMBOUMTaMUN U SHOOTENMEM, CHUXEHUN
aKTUBHOCTU eCTECTBEHHbIX aHTUKOArynsHToB, YTO CO34aeT ycro-
BUSI ANsl pa3BuTUS TPOMBOMDUNIUTUHECKOTO COCTOSIHAN U Pa3BUTUS
TPOMBOTUYECKNX OCITOXKHEHUIA.

[MaBHyt0 porb B BO3HWKHOBEHUN TpombBodunum npu APC urpa-
10T noBpexaeHus B cucteme npotenHa C. APA nHrmbmpytot cucrte-
My npoTenHa C HEeCKOMbKUMW NYTAMU:

a) HMIMbMpYOT hopMmnpoBaHUE TPOMBMHA, KOTOPbIA SBNSIETCA
akTneatopom npotenHa C (TpomMBUHOBLIN Napagokc);

0) nHrMbupyoT akTnBauuio npotemHa C yepe3 obpasoBaHue
aHTUTEnN k TpoMBOMOAYIWHY;

B) BbI3bIBalOT pasBuTUE NprobpeTeHHON pe3UCTEHTHOCTH K aK-
TMBMpoBaHHOMY npoTtenHy C (APC):

* Yyepes UHrMbupoBaHue ero cHopPKM Ha aHMOHHbIX MOBEPXHOCTSIX
dochonunmaHbIX MaTpuL;

* yepes npsamyto nHrmbunumo APC;

* yepes uHrmbuumio kocpaktopos APC — cpaktopos Va u Vllia;

r) aHTUTEeNa NPUBOAST K pa3BUTUIO NPMOBpPeTEHHOro AedumunTa
npotenHa C n/vnu npotenHa S. B Hopme 50% npoTenHa S B nna3ve
HaxoguTcs B CBA3AHHOM COCTOSIHUM C KOMINIOHEHTOM KOMMNIeMeHTa
CB4b 1 He obnapaeT 6uonornyeckon akTMBHOCTbIO. APA noBbI-
watoT adhpmHHOCTL npoTenHa S k CB4b, 4To moxeT npuBoAUTL
K NpnobpeTeHHOMY AedunumnTy cBOOOAHBLIX YPOBHEN npoTenHa S.
XOTH B LLENoM CHWXeHue ypoBHen nputenHos C u S y naumeHToB
¢ ADC BbIsSiBNsieTCS 4OCTAaTOMHO PEAKO, 3TW Cryyau, BEpPOSITHO,
OYeHb OMnacHbl B NriaHe TPOMBOTUYECKUX OCMOXKHEHWIA.

AyToaHTuTena, HanpaeneHHble npoTue FVa, sawuwatot ero
OT WHakTMBauun ¢ nomowbto APC. 3amegneHHasa gerpagauus
dakTopa Va obycnoenuBaeT Tak HasbiBaembli peHoTun APC-
pe3ncTeHTHOCTU. B 3ToM crnyyae oTcyTcTBYeT MCTUHHAs JlerineHoB-
ckas MmyTaums, Ho cpaktop Va, cBsizaHHbIn ¢ APA, He MHIMBKpyeTcs
APC, coxpaHsia CBOK NpoKoarynsiHTHyt0 akTMBHOCTb. [1pu aToMm
HapyLlaeTcs He CTONbKO akTuBauusi npotemHa C, CKOMbKO BO3-
HUKaeT pe3ncTeHTHoCTb K APC.

WccnepoBaHusa nocnedHux NeT nokasanu, YTo HU3KWe A03bl
TpOMOMHA NpenMyLLeCcTBEHHO aKTUBUPYIT npoTeuH C. 3Tu
n apyrve HabniogeHus NpUMBEnM K OTKPbITUIO Tak Ha3biBaeMoro
TpoM6UHOBOro Napagokca: TpombuH obnagaeT v aHTU- U Npo-
TpomMBOTUYECKMMN CBOWCTBAMU B CUCTEME remocTasa. [1py Hus-
KMX KOHLEHTpaumsix TpoMBMHa NposiBNSIOTCS NPenMyLLEeCTBEHHO
akTmBauusa npotemHa C u ero aHTUTPOMGOTMYECKME CBOWCTBA,
Torga Kak npum 6onee BbICOKMX KOHLEHTpaLMsIX TPOMBUH NposiBnsi-
€T NpoTPoMBOTUYECKYH aKTUBHOCTb, CMOCOGCTBYS 06pa3oBaHuio
¢dunbpuHa, akTmBaumMm TPOMBOLNTOB U (hakTOPOB KoarynsumoH-
Horo kackaga V, VI, VII, XI. Huskue koHueHTpaumm TpombuHa
LUMPKYTMPYIOT B KPOBU 3[0POBbIX NOAEW U NOAAEPXKNBAIOT UC-
XogHyt aktuBauuto npotemHa C. AGA MHrMbupyoT TPOMOUH
n, cnefoBaTenibHO, CHUXaeT akTUBHOCTb Lmpkynupytowlero APC.
BaxHbIn Bknag B pa3sutue Tpombodunum B pesynsrate noBpex-
AeHns cuctembl npotenHa C BHOCUT U CHUXeHWe hubpuHonu-
TUYECKOWN aKTUBHOCTM B pe3ynsTaTte OTCYTCTBUS UHTMBUpYoLLEro
BnNusiHua APC Ha nHrmbuTtop aktuBaTopa nnasmuHoreHa PAI-1.
Kpome Toro, passutne tpombodpunum npn A®C obycnoeneHo
CHWXEHNeM aKTMBHOCTW BaXkHEWLLIero eCTeCTBEHHOrO aHTUKoa-
rynsaHTa aHtutpombuHa lll, BeposaTHO, BCcrneacTene HapylleHust
ero B3avMOAEeWNCTBUSI C renapuHoOM U renapuMHoM cynbgaTom
B YCINOBMWU ero KoHKypeHuumn ¢ APA 3a cBsi3blBaHWE C 3TUMU KOMIMO-
HeHTaMu MeMbpaH aHgoTenManbHbIX KNeTok. Mog gectenem AGA
aKTVBMPOBaHHbIE SHAOTENUOLMTBI SKCMOHMUPYIOT B 60MbLUMX KOMNW-
YecTBax TKaHeBbIN chakTop, akTop hoH Bunnebpaxga n pubpo-
HEKTWH, 4TO TakKe YBENMUMBAET CBEPTbIBAOLLMIA MOTEHUMan KPOBU.
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MomMumo aHaoTENMarnbHBIX HapyLLEeHWA OAHWUM 13 OCHOBOMONarato-
LLIMX MexaHn3moB Tpombocunum npu ASGC asnsieTca TpomboTuye-
ckas TpombouMTONeHWsl, ConpoBOXAaloLLascs runeparperaumen
TpombBouunToB. Hannunem TpoMbouunTapHbix TPOMBOB Y 60MbHbIX
¢ ADPC o6bsACHAETCA heHOMEH «Benoro cryctkay, KOTopbI XMpypru
Hepeako o6HapyxumBatoT y 6onbHbIX ¢ APC.

B HacTosilee BpeMs yyacTue TpoMGOLMTOB B KayecTBe MU-
weHen APA He BbI3biBaeT COMHeHUn. MaeHTndpurkauna map-
KepoB akTuBauum TpombounToB y BonbWIMHCTBA MaLUEHTOB
¢ ADC BbISBMSET HAPYLUEHHYO Perynsaumio sko3aHoOUaOB: UHIM-
6MLMI0 CMHTe3a MpocTauMKiMHa W/Wnn NoBbILEeHWe NPOAYKLMK
TpombokcaHa A2 TpombounTamMu, a Takke NOBbILIEHNE YPOBHS
P-cenektuHa 1 konnyecTsa MMKpOYacTUL, TPOMBOLMTOB.

TpombouuToneHus npu ASC aBnseTca No MexaHU3My pa3BuTms
TPOMBOTMYECKON U MMMYHHOW. BnepBblie Teopusi 0 MexaHmamax
TpomboumToneHun 6uina npeanoxeHa Arnoux. OgHako MUMMyHHas
TpomboLmUTONEeHNss BCTpevaeTca He Tonbko npn APC; mexaHus-
Mbl UMMYHHBIX TPOMBOLMTONEHUIA NP Pa3nMYHbIX NaTonoruye-
CKMX COCTOSIHUSIX BO MHOTOM CXOXW U, BO3MOXHO, YHUBEPCArbHbI.
OCHOBHOW MOMEHT NaToreHe3a — BO3MOXHOCTb B3aMOAENCTBUS
FcgRIl-peuentopa TpomboumTa ¢ Fc-yacTbto aHTUTENa, 4YTO BEAET
K TpaHCAYKUMM curHana v aktuBauum TpoMGouUTOB C peakumen
ocBoboxaeHua n runeparperaumnenn. OgHako, NpsMoe B3aumoaen-
ctBue FcgRIl-peuenTopa ¢ Fc-yacTbio aHTMTENa HEBO3MOXHO: He-
06x0aMM «NOCPEAHMK», BLICTYNAOWMIA B Ka4ecTBe aHTUrEHHOMN
MWLLIEHW ANS aHTUTENAa W NOKanmn3oBaHHbI Ha NOBEPXHOCTU TPOM-
6ouuTa. MNpn pa3nnyHbIX NATONIOMMYECKNX COCTOSIHUSIX, COMPOBO-
XAaemblX UMMYHHOW TPOMGOLMTONEHNEW, aHTUTEHHbIE MULLIEHM,
paBHO Kak 1 aHTMUTena, pa3nuyHbl. Tak, Npy renapuHUHAYLMpPOBaH-
HOW TPOMOOLIMTONEHUM B KQYECTBE aHTUFEHHOW MULLIEHW BbICTYNaeT
komnnekc renapuH-PF4, npu AOC — KoMnnekc mexay CbiBOpo-
TouHbIM Genkom-kodaktopom (B,-GPI, npoTpoMGUH, BO3MOXHO,
apyrve 6enku) n otTpuuaTenbHO 3apsikeHHbIMU dhocchonunuaamu.
Takum obpasom, nocne crnabow akTuBauum TpoMoboUNTOB (B pe-
3ynbraTe yxe MMeBLUero Mecto Tpombo3a B aHaMHese, Npu Bu-
pycHow, B6akTepuanbHO MHAEKUUN) OTpULATENBHO 3apsKeHHbIe
hocdonunuabl KCNOHUPYHOTCSH Ha NOBEPXHOCTU TPOMBOLMTOB.
dochonnnuacesasbIBaloLLMe NPOTENHbI, Takne Kak, Hanpumep, B.,-
GPI, cnabo cBa3biBalOTCS C OTpULIATENBHO 3apshkeHHbIMU dhocdo-
ninugamm, obpasys aHTUreHHyH MULLeHb. AHTUdOChoONUNMaHbIE
aHTuTena crabunmanpyoT 3Ty CBs3b NyTeM obpasoBaHUs KOM-
nnekca ¢ aHTUreHHON MULLEHbIO U JOMOMHUTENBHO NyTeM obpa-
3oBaHua cBA3u mexay FcgRIl-peuentopom u cBoent Fc-4acTbio.
Bonblas 3aHaTocTe FcgRIl-peuenTtopa npuBoauWT K TpaHCAyKUUn
curHana v akTveaumm TpombounToB. B pesynbrate npoucxoauT
3anyck apaxvmgoHOBOro Kackaga ¢ 06pa3oBaHNeEM 3HaYUTENbHbIX
Konuyects TpoMmbokcaHa A2, 4TO MPUBOAUT K MHTEHCMBHOM HEOb-
paTMMOl BHYTPUCOCYAUCTOW arperaumm TpomMbouWTOB, Ba3OKOH-
CTPUKLMM U, CNegoBaTenbHO, K HAapYLLEHUSIM MUKPOLMPKYNSILMK.
Ocraertcsi He SICHbIM, NOYEMY Y OHMX NaLMEHTOB Pa3BMBAETCS TU-
nnYHas KnMHnyeckas kaptmHa APC (TpoM603bl KpyMnHbIX COCYA0B),
Torga Kak y apyrux Habniogaetcs pa3BuTHE MPOrpeccupyoLmnx
MukpoTpom6030B 1 MOH, 1. e. KA®C. CornacHo Teopumn «TpoMm-
©6oTnyeckoro wropmax» Kitchens (1998 r.) maccmuBHoe Tpomb006-
pasoBaHue BrieveT 3a cobow nporpeccupoBaHme Tpombo3a [18].
B ocHoBe 3TOro siBNEHMSI NEXUT NporpeccupytoLlas akTuBaums
obpasoBaHust TPOMBUHa, yrHeTeHne pnbpurHonmaa 3a cyet PAI-1,
notpebnexHne aHTUKoarynsiHTHbIX pakTopos: npotenHa C n S, aH-
TuTpom6buHa Ill, pasBnuTe MaccUBHOIO TKAHEBOIO MOBPEXAEHWS,
Bblbpoca UMTOKMHOB, pa3sutue [IBC-cuHapoma 1 CMCTEMHOrO OT-
BeTa Ha BocnaneHue (puc. 1). CCBO saBnsaetcst yHnBepcanbHbIM
NpoLeCcCoM, KOTOPbIA NPUCYTCTBYET NPU Pa3fmyHbIX KIIMHUYECKUX
cuHgpomax, Bkntovas cencuc, BC-cungpom, KA®C, TpomboTrde-
CKyto TPOMBOLIMTONEHNYECKYIO MYPYpPY, FEMONMUTUKO-YPEMUYECKUI
CMHOPOM, renapMHUHAYLIMPOBaHHYH0 TPOMBOLMTONEHUIO, ANsi KOTO-
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pbiX XapaKkTepHbl pasHble naToreHeTUYeckne MexaHuaMbl U 3THO-
nornyeckme gakTopbl.

Ponb reHeTnyeckux c¢popm Tpomb6ochunum B natoreHese
KA®C. [loMrMO y>ke n3BeCTHbIX MpoBoLmpytoLmx chaktopos KAPC
(MHbeKkums, onepaTMBHOE BMELLATENbCTBO, OMYXONW, OTMEHa aHTu-
KOaryrnsiHTOB, aKyLLUepCK/UE OCMOXHEHWS) porib B €r0 pa3BUTUMN MO-
ryT urpaTb A0 CUX NOP HenAeHTUdMLUMpoBaHHble hakTopbl. Y 45%
nposoumpyowmii daktop pa3suTtna KAPC octaeTcs HEM3BECTHBIM.
BoamoxHo, KAPC pa3BrBaeTcsi Npy Hanm4mMm reHeTu4eckom npea-
pacrnonoXeHHOCTU, onpeaensiolleit pa3BuTe YpeamepHoO CuIb-
HOro OTBeTa B OTBET Ha pa3fnuyHble NpoBoLMpYoLMe DaKTopbI.
Tak, 6bina gokasaHa ceasb annens Val 247 B,-GPI ¢ ysenuueHnem
npoaykumm n peaktusHoctn ADA [19].

Y obcnenoBaHHbIX HaMu 6 nauueHTok ¢ KA®C reHeTuyeckme
dopmbl Tpombodpunum Geinu BeisieneHsl B 100% cnyyaes. B aton
CBA3W NpeacTaBneHnss 0 natoreHeTnyecknx mexaHmamax KA®C
n MNMOH TpebytoT nepecmoTpa. PeTpocnekTMBHO MOXHO caenaTb
BbIBOA, O BO3HMKHOBEHUN KADC y onMcaHHbIX MauneHToK Ha ooHe
reHeTu4eckon TpombodunmK, T. €. MOXHO rOBOPUTL O €€ KIHYEBOMN
ponv B AEKOMMEHcaLMM CUCTEMbI FeMoCTasa, YTo KMMHUYECKMN Npo-
sasunocb passutnem KA®C. Hawm BbiIBOAbl M YyTOYHEHUS ObInun go-
noxeHsbl Ha |l KoHdepeHLMM No aHTUochoONMNNAHOMY CUHAPOMY
B T. TyTumHr (Mepmanus, 18-21 anpensi 2005 r.) M NO3UTUBHO OLIEHEHBI
BedyLLMMU crieupuanmcTaMm B 3Ton obnactu, Bknovasa R. Asherson,
ybe nmst Hocut KADC. Hawm BbiBogb! Takke cornacyrTtcs C no-
cnegHYMK gaHHbIMK o ponn myTauum FV Leiden B natoreHese APC
[20]. BmecTe c T 100% crnyyaes. B aTolh cBA3M npeacTaeneHus o na-
ToreHeTu4ecknx mexaHnamax KA®C v NOH TpebytoT nepecmotpa.
PeTpocnekTMBHO MOXHO caenath BbiBOg, O BO3HUKHOBEHUN KADC
Y OMMCaHHbIX NALMEHTOK Ha hoHEe reHeTnyeckon Tpombodunum,
T. €. MOXHO rOBOpPUTb O €€ KIMKYEBOW Ponv B AeKOMMNeHcaumn cu-
CTeMbl reMOCTa3a, YTo KNHUYECKM NposiBunock passutrem KAC.
Hawwwu BbiBOAbI U YyTOUHEHUS Bbinn JonoxeHbl Ha |l koHepeHL K
no aHtndochonUNUaHOMy cuHapomy B . TyTuuHr (Fepmanus,
18-21 anpens 2005 r.) 1 NO3UTMBHO OLEHEHbI BeAyLMMU cneuma-
nuctamum B ato obnactu, Bknovaa R. Asherson, ube nmst HocuT
KADC. Hawwm BbIBOAbI TaKkKe COrMacyrTcs C NoCneaHnMm AaHHbIMU
o ponu mytauun FV Leiden B natoreHese A®C [20]. BmecTe ¢ Tem
TpebyloTcs JanbHenlmne uccnenoBaHust Ans onpegeneHus ponm
HapyLleHusi pyHKUNIA aHTUKOAryrnsiHTHOW CUCTEMbI BCNeAcTBUe
HanmMumsa reHetTudeckmx opm Tpombodunum (mytaumm FV Leiden,
npotenHoB C/S, gecduunta aHTuTpombuHa lll) kak daktopa, ycy-
rybnsioLero nogaBneHne aHTMKOarysistHTHO CUCTEMbI B YCIIOBU-
ax A®C 1 cnocobCTBYIOLLErO pa3BUTUIO €ro KatacTpoguyeckom
dopmbl.

[okasaHo, 4To reHeTnyeckme TpomoomnNnm ABNSIOTCA BeAYLLEN
NPUYNHON pa3BUTUS TPOMBOIMBONUYECKUX ocrnoxHeHun u B 80%
OTBETCTBEHHbI 32 pa3BMTME akyLlepcKoW NaTonorum: cuHapoma
notepu nnoaa, BHyTpMyTPoBHOIN 3aaepXKku pa3BUTUS NNoaa, npe-
XAEBPEMEHHOW OTCINOMKN HOPMaIIbHO PACMONIOXKEHHON MNaLeHThl,
recto3oB, HELLP-cuHgpoma. Kpome Toro, Obina nokasaHa addek-
TUBHOCTb MaTOreHeTU4ecKon Tepanun ¢ NPUMEHEHNEM HU3KOMO-
nekynsipHoro renapuHa (HMIM) gna npodunakTuku akylwepcKnx
OCINOXHEHWIN Yy NauneHTOK C reHeTu4eckumm dopmamm Tpombo-
dunun [21].

B T0 e BpeMs1 B psifie UCCrefoBaHWii He Gblno BbISIBIIEHO CBSI3N
KA®DC 1 Hannunem reHetndeckmx oopm Tpombocounum (FV Leiden,
MyTauus npotpombuHa G20210A, MTHFR C677T) [9, 22]. OgHa-
KO nofobHble BbIBOALI OCHOBaHbl HA aHann3e JOCTaTO4HO Y3KOro
CneKkTpa reHeTu4ecknx opm TPoMBOUNMN NULLL Y HECKOMBbKUX
naumeHToB ¢ KA®C. Hawu nccnegoBaHmsa nokasanu, 4to u gpyrue
dopMbl TpoMBOhunuIA MoryT urpathb posnb B natoreHede KADC [23].
Tak, y nocrnegHel onMcaHHoM Hamu NauMeHTKV yaanochk BbiSBUTb
MYTBTUrEHHY TPOMBOMNMIO, 3aTparnBaioLLyo NPENMyLLECTBEH-
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MexaHM3MbI naToreHeTU4Yeckon akTuBHoctn AGA

F'ymopanbHble

KneTouHble

Pe3ncTeHTHOCTb Kk aKTUBMpPOBaHHOMY npoTenHy C
YrHeTeHune akTuBHOCTM npotenHa C n S
HapyweHne 6anaHca npoctaumknmHa/TpombokcaHa A2
YrHeTeHne akTMBHOCTU aHTUTPOMOUHa Il
YBenuyeHue cuHTesa MHrmbutopa
akTnsartopa nnasmuHoreHa PAI-1
YrHeTeHune pubpuHonusa
YBenuyeHne cuHTesa aHgotenuHa-1
AKTVMBaUUsi CUCTEMbI KOMMMIEMEHTA
AKTVBaLUsi OKUCIIEHNS NINMONPOTENHOB HN3KOM MITOTHOCTU

OHAoTenun cocynos:
* anonTo3 3HAO0TeNMoLUTOB
* 3KCMPECCUsI KNETOYHBbIX MOMEKYN aare3unu
* NPOAYKUMSI NPOBOCMANMTENbHbIX LLUTOKUHOB
(TNF- a, II-1B, 1I-6), moHoumTapHoro xemoatTpaktara (MCP-1)
* 3Kcnpeccus TkaHesoro chaktopa (TF)
* ferpagauusi TpombomoaynmMHa
* BbICBODOXAEHME YacTWL, 3HOOTENMOLUTOB
* akcnpeccus cuHtetasbl NO (iNOS)
TpombouunTbl: akTMBaLMsA
MoHouuTbl: nHgykumns TF

HO ¢pnbpuHONUTUYECKoe 3BeHO remocTasa. [pu aToM nospexae-
HUS PUBPUHONUTUYECKON CUCTEMBI Y MaLMEHTKN CBA3AHO Cpasy
C HeCKOMNbKUMU MexaHuamamu: auchundbprHoreHeMusi, XaremaH-
3aBMCKMBIN runocnbpunHonua (mytaums reHa FXIl), ymeHbLieHune
aKTMBHOCTU 3HAOrEHHOro ONBPUHONM3a BCNEACTBMNE HanNUuus Ha-
cneacTteeHHoro aeduuuta t-PA 1 aktmBaumm skcnpeccumn PAI-1
BCcneacTeue Hanuumsa nonumopduama 675 4G/5G PAI-1. PaHee
6bINo MokasaHo, YTO HapyLleHue npoueccoB rbprHonM3a cno-
cobcTByeT pa3BuTUO TPOMBOTUYECKMX OCNOXKHEHU Npu ADC. OH-
potenvanbHas gucdyHkumus, obycnosneHHas umpkynaunein ADA,
COMpOBOXAAETCS HapyLueHneM npogykuum t-PA 1 yBennyeHnem
akcnpeccun PAI-1. ADA, pearmpytoLime ¢ nnasMmMHOM, CNOCOOHbI
cBAsblBaThCA € t-PA 1 npenaTtcTBoBaTth ero ubprHONNTUYECKOW
aKTUBHOCTM [24].

Kpome Toro, gokasaHa ponb HapyLueHus gpaktop Xll-3aBucumon
akTnBaummn hubprHonmusa B naToreHe3e akyLLEPCKNX OCIOXHEHWN
(recTtos, BHYTpUyTpOOHas 3aaepka pa3sutusa nnoga). Y naumex-
TOK C OCMOXHEHHOW 6epeMeHHOCTbIO BbISIBMSIETCS YBENUYEHWE
MapkepoB Tpombodunun F1+2, FVlla npu noOHWXeHHOM ypOBHe
¢akTopa Xlla n akTnBaTtopa nnasMMHOreHa ypoKMHa3HOro Tuna
u-PA[25]. BeipaxkeHHOe HapyLueHne oyHKLMIN PUBpUHONUTUYECKON
cuUcTeMbI B ycroBusax codetaHusa APC ¢ reHeTudeckumm doopmamu
TpomMBoUNUN MOXET NPUBOAUTL K HEBO3MOXHOCTW afeKBaTHOrO
OTBETa Ha NPOTPOMBOTUYECKNE CTUMYTIbI, MPOSIBMATLCS NOBbILLEH-
HOW CKIOHHOCTM K TpOMG03aM 1 cnocobcTBOBaTL Pa3BUTUIO Hau-
6onee Tskenon, katactpodudeckon oopmbl ASC.

Takum obpasom, KAOC moxeT pa3BmBaTbCa Ha hOHE reHeTu-
Yyeckon TpoMbomnmmn, YactoTa KOTOpor B nonynsuun no o6o6-
LLIeHHbIM JaHHBIM MUPOBOW NUTepaTypbl, coctasnsaeT 15-20%. Co-
YyeTaHne npuobpeTteHHon Tpombodgunmm, obycrnosneHHon APC,
C reHeTMYeckMMM AeheKTaMmn reMoCcTasa CyLLECTBEHHO YTSXENsieT
TeyeHue natonornyeckoro npouecca, T. e. AGC obnapaet cuHep-
rMMYHBIM 3hpPEKTOM C reHeTndeckn obycrnoBneHHbIMU Tpombodu-
JIMSIMU B OTHOLLEHWUM Pa3BUTUSI aKkyLLepCKon naTonorum, TpomGo-
TUYECKNX OCMOXHEHMWIN 1 cBsdaHHOW ¢ HUMK IMOH npu KADC. MNpwn
3TOM Haubonee HebGnaronpuaTHLIM NPEACTaBMNSETCH CoYeTaHWe
ADC 1 MynbTUreHHbIx popm Tpombounun. MynstureHHble gop-
Mbl TPOMBOUNMK BbINK BhiSiBNEHbI Y 4 (66,7%) n3 6 o6cnegosan-
HbIX Hamu naumeHTok ¢ KAPC .

B pamkax Teopuu «ABOMHOro yaapa» reHetudeckue hopmbl
Tpombohunmun MoryT CnyxuTb npegpacnonaraioLwmm akTopom
K passutuio KADC. NMog gencremem yxe U3BeCTHbIX DaKTOpoOB,
nposoumpyoLwmx KADC (MHdeKkums, npuMeHeHne oparbHbIX KOH-
TpauenTUBOB, OTMEHA aHTMKOArynsiHTOB, XMpypruieckme BMeLLa-
TenbCcTBa), Ha CToNb HebnaronpuaTHOM POHe CO3AatoTCs YCroBuUs
ONsi fekomneHcauum cuctemMbl remocTasa v pa3sutusa KAPC. Y 45%
naumeHToB nposoumpyowmin gaktop passutma KADPC octaertcs

AKYLIEPCTBO W FT'MHEKOJI0TUA

HeusBecTHbIM. Mbl nonaraem, 4To B kayecTBe NogobHoro akTopa
MOryT BbICTynaTb reHeTudeckme gopmbl Tpombodpunun. Takum
ob6pa3omM, TpebyeTcsi npucTanbHOe BHUMaHUE K reHeTUYeCcKum
dopmam TpoMOoMIMM Kak akTopy, CyLLLECTBEHHO YTshKensito-
Lwemy TedeHne APC v ganbHenlee nyvyeHme ponm reHeTM4ecKnx
Tpombodunuii B natoreHese KA®C.

Kputepuu knaccudumkaumm KA®C 10-n MexgyHapona-
HbIW KoHrpecc no aHTudocdhonunuaHomy cuHgpomy
B . TaopmuHa (Cuumnusa, 2002 r.) [4]

1. KnuHuyeckne nposiBneHUs OKkIo3nm cocyaoB 3 opraHoB
n cuctem unu Gonee*.

2. Pa3BunTune KNMHUYECKUX NPOSIBNEHUI OQHOBPEMEHHO U
C NPOMEXyTKoM He Gonee 1 Hep.

3. Muctonornyeckoe NOATBEPXOEHNE OKKIO3UM COCYO0B
Menkoro kanubpa no MeHbLUel Mepe B O4HOM opraHe™*.

4. Ceponoruyeckoe noareepxaeHne Hanmumsa APA (Bonya-
HOYHBIN aHTVkoarynaHT u/mnm akJl n/vnu aHtu-p,-GPI)***.

* AnarHo3 Tpom603a NoYeyHbIX COCYA0B yCTaHaBNMBaeTcsl
npy YBENUYEHUM YPOBHS KpeaTMHMHA B CbIBOPOTKE B 2 pasa,
apTepuanbHON rMNepPTEH3NN Ha YPOBHE apTepuanbHOro Aas-
nexusa 6onee 180/110 mm pT.CT., npoTenHypun 6onee 500 mr
B CYT.

** Mpu rucTonorn4yeckom nccneaoBaHy BbISIBISIETCS TPOM-
603, XOTS MOXET 0BHapy>XMBaTbCS U BaCKYNUT.

*** Ecnu paHee guarHo3 A®C He ycTaHOBMEH, ANsi ceporsio-
rMyeckoro nNoaTBepXxaeHns Heobxoaumo BoisierieHne AGA no
MeHbLUeN Mepe B 2 cryyasx C MUHTEpPBanom He MeHee 6 Hef.
(He obs1I3aTENBbHO BO BPEMSI KIMHUYECKUX NPOSIBNEHUI).

OnarHody KAPC cooTBeTCTBYET Hanuumne Bcex 4 ykazaHHbIX
KpUTEpHEB.

LHuazHo3 KA®C ouyeHusaemcs kak 8eposimHblIl rpu ob-
Hapy»xeHuu:

* BCEX 4 KpUTEPUEB C BOBMNEYEHMEM 2 OPraHOB UM CUCTEM
OpraHoB;

* BCeX 4 KpUTEPUER NPU HEBO3MOXXHOCTU NabopaTopHOro
nogTeepxaeHua Hanuuma APA no uctedeHun 6 Hed. nocne
nosyyeHusi NepBbIX NMONOXUTENBHbIX TabopaTopHbIX pesynbTa-
TOB (B CryYae paHHel CMepTu NauneHTa c HeyCTaHOBMNEHHbIM
paHee anarHosom ADC);

* 1,2,4 (ecnu OKKIO3UI0 MENKNX COCYAOB HE BO3MOXHO
noaTBEPAUTL TMCTONOTUYECKN);

* 1,3,4 (ecnu TpeTun anu3og passueaeTca noxe 1 Hea),
HO B TeYeHue 1-ro MecsiLa nocne BTOPUYHOIO MOPaKEHUS,
HECMOTPS Ha aHTMKOArynsiHTHY0 Tepanuio).
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PucyHok 1

MPAKTUYECKAS MEOMLMHA \}V

MnoTte3sa «Tpomb6oTunyeckoro wropma» (Kitchens n coasr., 1998)

Tpaema, WHpeKUWA, GepeMeHHOCTR, NreHETUYECKHe W NpHOGpeTeHHBIE
(APC) TpombGodunum

MoepexneHie ]—i—h- CocroaHue runeproarynaumm
A A A
Buiipoc TF PAl-1 Mpoteud C Komnnekce
NpoBoCNanMTenbHbIX MpotedH S TROMOWH-
umTokuHoe (-1, 11-6, AHTUTPOMGIKH NIl | aHTUTOMBKH
TNF-at) D-aumep
Y PparmMeHTs
npoTpoMBuHa
Fi+2
[ Tpomboobpazopanne
CCBO Cuugpom [1IBC

A®DC sBRsieTcs CUCTEMHbBIM NPOLLECCOM, MOpakatoLLMM BCe Op-
raHbl U TKaHW opraHuama. Bo Bpemsi 6epeMeHHOCTH B KadecTse
Ba)KHeNLLero opraHa BbICTynaeT nnaueHTa. Hapywenust oyHkumum
nnaueHTbl BCNEACTBME SHOOTENUANbHOW ANCHYHKUNM, ULLIEeMUN,
MUKPOTPOMOO30B SBMAKOTCS MPUYUHON PasBUTUS aKyLLUEPCKUX
OCnoXHeHun: recto3oB, HELLP-cuHgpoma, oTcrnonku nnaueHThbI.
APA BbIsiBnsioTCA y 6onblumMHCTBa NauneHTok ¢ HELLP-cuHgpomom
1 accoummpyetcsi ¢ 6onee paHHUM CPOKOM PasBUTUS aKyLLEPCKUX
OCNOXHEeHWN [26]. Pa3BnTne akyLlepCKux OCNOXHEHU Y NauneH-
Tok ¢ A®C Bcerga nogo3puTenbHO B oTHoweHun KAPC. Tak kak
OCNOXHeHUs1 6epeMeHHOCTN OO0 CMX NOp He paccmaTpuBanuch
B kavecTtBe kputepmne KADC, nocnegHuin MoxeT ObiTb ropasgo
6oree YacTblM sIBIeHNEM, YeM Npeanonaranock paHee, U B 6orb-
LUMHCTBE Cry4YaeB He AuarHocTupyeTcst BoBpeMsi. Mbl cuntaem,
4YTO aKyLUepCKUE OCMOXHEHUS Hapsdy ¢ TpomBo3amMu pasnmyHbIX
opraHoB siBnsitoTCs kputepusimm cuHgpoma NMOH n KA®C. B ceasm
c TeM, 4yto KADC gaBnsieTcs CMCTEMHONM naTonornen, Habnogaet-
CS1 MOPaXeHWE He TONbKO MaTEPUHCKOrO OpraHvMama 1 NnaueHThbl;
KADC moxeT nmeTb MecTo 1 y nnoga. HegasHo Obina nokasaHa
ponb CCBO y nnoga v nnogoson Tpombodunum kak ¢pakTopos,
CMoOCOOCTBYHOLWMX PasBUTUI0 MaTEPUHCKUX U MIOLO0BbLIX OCMOX-
HeHun npu 6epemeHHOCTU. Tak, NpU XpPOHUYECKOW UHeKLMn
n CCBO y matepu passuBaetca CCBO y nnoga [27]. CornacHo
HalLMM MccneaoBaHnsM, B NnaTtoreHe3e OCINOXHEHHOMO TeYeHust
6epeMeHHOCTU 1 PeNPOAYKTUBHBIX MOTEPL NaToOreHeTNYEeCKas porb
NPUHAANEXUT He TONMbKO TPOMBOUIUM MaTepu, HO U NIOAOBOM
Tpombodmnum [28]. BoamoxkHo, passutre KADC y nnoga sisnsercs
OOHMM U3 BaXXHENLNX hakTopoB, 0OyCrNoOBNUBAIOLLUX pa3BUTUE
OCMOXHEHWU GepPeMEHHOCTM U OCMOXHEHWUI CO CTOPOHbI Nnoaa
(BHYTPUYTpOGHasn 3agepxka pasBUTUS nnogda, CUHAPOM MoTepu
nnopa, NpexaeBpeMeHHbIe Pofbl).

Cymmupysi coBpeMeHHble 3HaHusA o natoreHese KAPC, MOxXHO
caenarb BbiBOA, YTO Npu Hanmunm APC n reHeTnyecknx opm
TpoMBOUNMN Hepeako NoA, BAVSIHUEM Pa3NUYHbIX MPOBOLIMPYHO-
Lwnx aktopoB (bepeMeHHOCTb, UH(EKLUSA, OTMEHa OpasbHbIX
aHTUKOArynsHToB, NPUEM OparbHbIX KOHTPALENTUBOB) CO3Aat0T-
€S yCrnoBusi ANsi AeKOMIeHcaummn cucTembl remocTasa. Npu atom
npoucxoauT OpMUPOBaHUE CUCTEMHOMO BOCManuTesnlbHOro oOT-
BETa U NpoTpoMBOTHYEecKoro dheHoTHMNa C Pa3BUTUEM CUCTEMHOM
aHAgoTenuaneHow ancdyHkumm n OBC-cmHgpoma. 3Tu npoueccsl
SIBMNAIOTCA NaTOreHeTMYeCKoN OCHOBOW A5 pa3BUTMS NMONMOpPraH-
HOW HeJoCcTaTovHOCTH (puC. 2).

MpuHuunbl Tepanumn KA®C. PaHHsa gnarHoctvka u Havano
afileKBaTHOM Tepanum ABMATCA Kputudecknumm ans ncxoga KA®C.
Mpw nogo3pernn Ha KADC HesamenMTenbHO JOMKHa ObITh Hava-
Ta arpeccuBHas Tepanus. Cregyet OTMETUTbL, YTO Ceposiornyeckoe
BbisiBNeHne mapkepoB APC nnm obHapyxeHne BA TpebyeT Bpeme-
HW, YTO YaCcTO HEBO3MOXHO, a MOPOI Ha (HOHE NPOrPECCUPYHOLLIMX
TpomBO30B UM BCREACTBME ANMTENBHON MMMYHOCYNPECCUBHOW
Tepanuu pesynstathl 1abopaTopHbIX UCCreaoBaHUii MOryT BbiTb
oTpuuatensHeiMu. Takum 06pa3oM, yctaHoBneHne amardosa KAPC
B COOTBETCTBUM C UMEIOLLMMUCS HA CEroAHA MeXayHapoaHbIMU
KPUTEPUSIMU B KIMMHUKE 4acCTO SIBMSIETCS OYEHb CrOXHOW 3aja-
yen.

Yuuntbieas, 4to KADPC aenseTca TpomMoomnnyeckum pacctTpom-
CTBOM C XapaKTepHOI pacnpoCcTpaHEHHON MUKpOBacKyrnonaTuen,
naToreHeTn4Yecky 06OCHOBaHHOW NpeaCcTaBnsieTcs Tepanus ¢ uc-
nonb3oBaHNeM aHTUKoarynsiHToB. Kpome Toro, Tepanus gormkHa
ObITb HamnpaBneHa Ha NpefoTBpaLLeHne obpasoBaHns U LMPKYNs-
LM MegmaTopoB CUCTEMHOIO BOCMaNMUTENbHOMO OTBETA M TKAHEBbIX
nospexaeHun (APA, UMTOKUHBI, NPOAYKTHI akTUBaLMK KOMMIe-
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MeHTa, aHTU3HAOTENMarnbHbIe aHTH-
Tena). AHanmM3 KOMOGUHMPOBAHHOMN
Tepanuu nokasasn, 4TO nydwue
pesynbrathbl 6611 nony4yeHsl (68%
BbIXXMBAEMOCTU) Npu KoMbuHaLmm
aHTMKOArynsiHToB, KopTUKOCTe-
pouaoB, 3aMecTUTENbHOW Tepanun
CBEXXe3aMOpPOXEHHOW nnasmown
1 BHYTPUBEHHOTO MMMYHOrMobynu-
Ha. B cBs3n ¢ atum Ha X Mexay-
HapogHoM KoHrpecce no A®C B T.
TaopmuHa 6bin BblpaboTaH anro-
puT™M BeaeHust 6onbHbix ¢ KAPC
(puc. 3).

OdpekTHbIMM npenapaTamm
ana nedenuna KA®C 6yaoyt Takue
rnlekapcTBEHHble CPeAcTBa, KOTO-
pble cnocobHbl OAHOBPEMEHHO
6nokuposaTb oba natoreHeTuye-
CKMX MexaHu3ma 3Toro 3aboneBa-
HUS1 — NPOKOArynsHTHbIN U NPOBOC-
nanuTenbHbIN.

lenapuH B 1000 pa3 yBenunuu-
BaeT aKTUBHOCTb aHTUTPOMOGUHaA
AT lll, yTo npmBOAMT K adppeKTnB-
HOMY WHIrMBUPOBaHUIO TPOMOMHA,
¢akTtopa Xa n IXa. B goctatodHo
BbICOKUX KOHLEHTpauusax renapuH
crnocobeH okasblBaTb [OMOMHU-
TenbHoe MHrnbupytoulee BNUsiHNe
Ha TpoMmOGWH Yepe3 renapwuH-
kodpaktop Il. HekoTopblie orpaHu-
YEeHUs1 aHTUKoarynstHTHoro ad-
hekTa renapvHa cBsidaHbl C HEBO3-
MOXHOCTbO B Komnnekce ¢ AT Il
MHrMBMpoBaTb TPOMOUH 1 dhakTop
Xa npu curkcaunn nocrnegHmx Ha
nosepxHocTn ubpuHa n docdo-
NMNUAOB.

O pekTBHOCTE NPUMEHEHMUS
renapvHa y naumeHTtoB ¢ KA®C
obycrnoBneHa He TOMbKO ero BO3-
AelCTBMEM Ha cUcTeMy remocTa-
3a, HO 1, BO3MOXHO, CMIOCOBHOCTbIO
agcopbuposatb APA, npenoTepa-
WaTb UX CBSI3bIBaHWE C KreTkamu-
MULLEHSIMW Y MHTMBMPOBAaTb aKTUB-
HOCTb KOMMIEMEHTA.

Bonee npeano4yTuUTENnbHbLIM
npeacTaBnsieTcss MCNonb3oBaHne
HU3KOManekynsipHoro renapuHa
(HMIM), Tak kaK oH:

a) obecneynBaeT XOpoLUNIA aHTK-
KO@rynsiHTHbIA 3 exT;

0) B MeHbLUel CTeNeHn Hyxaa-
eTtca B kodaktope (AT Ill), korga
B ycnosuax KAPC yrHeTatotcs ecte-
CTBEHHbIE aHTUKOArynsiHTHbIE MyTW;
B) MeHbLLEe ONacHOCTb pa3BUTUS re-
NapMHWHAYLMPOBaHHOW TpoMOBoLW-
ToneHuun, Tak kak HMI™ npakTnyeckm
He B3aMMOAEeWCTBYeT C Tpombouu-
Tamun n pakTopom 4 TPOMOOLNTOB.
Kpome Toro, HMIC obnagaet ewe

PucyHok 2
Cxema naroreHe3a KA®C (moaucduumpoBaHHas u ONOSIHEHHAA cxema
no RA Asherson [29])

lfenoTuueckue dopmel TpomBodunuu Lupkynauua ADA Mposounpylwme dakrops:
Whdperuma

BepameHHocTh

Oneparienbe BMELLATENbCTEE
OTmeta opansHeix

¥ BHTMKOArYNAHTOR

Mpuem opansHbx

TinepKoaryASLAA koHTpauenTeos (OK)
AOBC-cunapom
CCBO

nem"' Ci HonaTua
oPAC
NerouHan spGonua
ANbEBOAAPHEIS KPOBOWZNWAHWR Y UHC
OTak nerkux Mncyner
TpomBoa KpynHeX cocya0s/MukpoTpoMGoa Cynopora
Nerousas runepTenana FHUAGRROrRTHR

Koma

TpaHsHTOPHLIG MILIBMHNSCKHE aTaku
Cepae4Ho-cocyanucTas cucTema Koxa
3NOKEYECTREHHAR MNBRTEHINS AxpoumraHos
ORKMHINA Maakux COCY 08 Cemiatoe nneeo
Mopaxenue Knanaxos /—V Tanrpera nansues
WHdpapkt muokapaa ..q— Hiwemueckne fass
Capasynan HEOOCTATOMHOCTE MNosepxHOCTHHIA HEKpO
SHpOKapANT/BereTaLIM MHOXSCTESHHBIE TEMOPPATHA B HOTTEROM
BryTprcapaeuttit TpomBoa noxe
KKT MNaauerta Moukmn
Tpomboz cocyaoe neveny (chiapom Bagna-Knapw), fecros MoyesHan HeaoCTaTONHOCTE
CANeISHKM, MO NYA0YHOR Keneas, HELLP-cunapom HedpoTnuecknii cuuapom
KEANHOMD MYySHpA MpexaeepemaHHan oTCRoiKa

TpomBo3 Ma3eHTapHANEHE COCYA0R, HIKHaR Nonof
BeHEl, BOPOTHON BEHBI

HOPMANBHO PACTIoNCKEHHOR NNaLeHTE

CHHAPOM 33A8PKKN PAIBNTHA NNoda Lpyrus oprans!

HagnouedHIkoBaR HEAOCTATONHOCTE
TpomBoz apTepHid M BeH CETHATEN
Hekpoa KocTHOro Moara

TpomGaa COCYAOR WMTORWOHOM Xeneas
Tpomboa cOCYAOB AUYEK, ANYHUKOR

PucyHok 3. Anroputm neyeHus KA®C, npeanoxeHHbin Ha 10-m MexxayHapogHom
koHrpecce no A®C B r. TaopmuHa (Cuununua, ceHTab6pb 2002 r.) [4]

Mopozperune Ha KADC (Hanuyme 2 knaccudnkauMoHHbIX KpUTepues)™

YcTpanenue TpurrepHblx daktopoe KADC (aHTMBMOTUKN NP uHdekumn, yianeHne
HEKPOTHYECKUX TKaHei AN aMnyTaLms KOHEYHOCTH, B CyHae raHrpeHs)

{

YrpoxaloLwee ¥1U3Hn cocToaHue?

Het na

1) aHTUKOAryNAHTH (BHYTPUBEHHO renapuH)
2) Bonbwwe [o3bl CTeponaos

1) aHTUKOAryNaHTEl (BHYTPUBEHHO renapuH)
2) BonbluKe A036I CTEPOUOOE

3) BHYTPUBEHHO MMMYHOrMOGYNMH 1/ K
nnasmadepez™”

KnnHudeckoe ynydieHune

4 N\

aa HeT

KnuHuyeckoe ynydlueHve

na HeT

Creponabl + opankHbie aHTUKOary NAHTL Uuknodocdamug, (npu CKB)
WA NPOCTALMKAH
KM GUOPHHONMTUKNA

unn pedmbpoTua

MCKNIOYUTL ApYrie MUKPoaHrionaTuyeckue CUHOPOMBI (Npexae Bcero TPOMOOTUYECKYIO
TPOMBOLMTONEHWUYECKYIO MYPNYPY W renapuHuHayLMPOBaHHYIO TPOMBOLMTONEHUIO/TPOMBO3H );
** B cOMETAHUM CO CEEXe3aMOPOXeHHON NAasMoli NpY HaNUYUK WKMCTOUNTOER (dparMeHToR
3PUTPOLMTOB).

AKYLIEPCTBO W FT'MHEKOJI0TUA
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LenbIM psiAoM NpeuMyLLecTB nepes HedpakLMOHUPOBAHHbBIM re-
napvHom:

- xopoLuas 61MoaocTynHOCTb U BbICTpoe BcacbiBaHWE Npu MoA-
KOXHOM BBeeHU;

- Bonee npegckasyeMoe aHTMKoarynsiHTHoe AeNCTBUE;

- OTCYTCTBUE HeobXoAMMOCTU B perynsipHoM nabopaTopHoM
KOHTpOse B nepuop neyeHus;

- ANUTENBHOCTb AENCTBUS 1 BO3MOXHOCTb MOAKOXHOIMO BBEAe-
HUs 1-2 pasa B CYTKW.

MpoTrBOTPOMBOTMYECKYIO akTMBHOCTE HMI™ AnnTenbHO cBA3bI-
Banu UCKIOYUTENbHO C NpeobnagaHWeM aHTu-Xa-aKTUBHOCTbIO
Had aHTUTPOMOGWHOBOWM aKTUBHOCTbLIO. 034HEE BbISICHUIOCH,
410 Tonbko 30% npoTmBoTpomMBOTUYECKON akTMBHOCTU HMI™ ocy-
wectansetcs Yepes AT Il n Ha 70% yepes apdekTbl, CBA3aHHbIE
C 3HAOTenveMm, B YacTHOCTM C BbICBODOXAEHNEM eCTeCTBEHHO-
ro nHrnbmTopa BHelwHero nyTu ceeptbiBaHua TFPI. AkTuBauus
TKaHeBOro hakTopa SBNSETCs KMHYEBbIM 3TanoM pas3BuTUsi koa-
rynsumMm u BocnaneHusl 1 siBNSETCs BaXXHON YacTbio natoreHesa
rHOMHO-cenTnyeckmx 3abonesaHun, KA®C, BC-cmHapoma, 4Tto
obbsicHAET adhpekTBHOCTL NpuMeHeHusa HMI™ npu aTux cocTos-
HUSX.

CnekTp 3abonesBaHWin U NaTONOrMYECKUX COCTOSHWIA, NPU KO-
TopbIXx HMI™ adbdpekTMBHBI, Ype3BblHaHO WMPOK. Ha cerogHs-
HUM geHb HMI™ aBnsietcs npenapatom Bblbopa y 6epeMeHHbIX
¢ Tpombodpunuei n no3sonseT npeaynpeanTb pasBUTHUE Kak
BEHO3HbIX TPOMO030B M Tpomboambonun, Tak 1 Lenoro psga
aKyLLepCKUX OCIIOXHEHWI: HeBbIHALIMBaHNSA GepeMeHHOCTH, re-
CTO30B, NPEeXAeBPEMEHHOIN OTCIOWKM HOPMarbHOPAaCMONOXeH-
HOW MnaueHTbl, BHYTpUyTPOGHON 3agepxKku pasBuTUs Nnoaa,
aHTeHaTanbHoOW rmbenu nnopa, etonnaueHTapHoOW HegocTa-
ToyHocTW. HepgaBHO 6binn ony6nukoBaHbl pe3ynbTaTtbl Ucce-
poaHua LIVE-ENOX [21]. MNpumeHeHne aHokcanapuHa y 180
©epeMeHHbIX XEeHLMH ¢ Tpombodunnen n CMHAPOMOM NoTepwU
nnoga B aHamHese 66110 3PPEKTUBHBIM (POXKAEHME XKUBbIX AETEN)
B 84 % cny4yaeB. He 661110 OTMEYEHO HY OOHOTO criydas TPoM6o-
3a, HY OHOTIO KIMHUYECKN 3HaYMMOTO KPOBOTEYEHWS UK 3nu3oaa
TpombouuToneHun. Mo HaWMM AaHHbIM, Nyyline ucxodbl UMelT
MEeCTO Y NaLMEHTOK, KOTOPbIE Noslyyany Tepanuio ¢ paHHNX CPOKOB
6epeMeHHOCTU 1 B (hepTUIIbHOM LMKITE.

HMTI agnseTca npenapatom Bbibopa Anst NpounakTuku u ne-
YeHUs1 TPOMBOTUYECKMX OCMOXKHEHWI Y OHKOMOTMYECKNX BOMbHBIX.
WHTepecHo, 4To aToT acpcdhekT HMI™ cBsizaH He TOrMbKO C ero Bnus-
HMeM Ha npouecchl koarynaumm. HMI™ obnagaeT cnocobHoCTbO
cBs3bIBaThCs ¢ P- 1 L-cenekTMHamu, npenaTcTBys npoleccam
mMeTtacTtasvpoBaHus. 1o gaHHelm in vitro, HMIT npensitctByeT aa-
reavu OnyxoreBbIX KNeToK K aKTUBUMPOBAHHOMY Mof AeWCTBUEM
II-1B MOHOCNOW 3HAOTENMAnNbHbIX KNETOK, akcnpeccun TF Ha aH-
[oTenuu nog Aencrasmem npoBocnanuTenbHblX LMTOKMHOB TNF-o
n IL-1B. B nocnegHee Bpemsi npucTtanbHOe BHUMaHWe yaensercsi
n3yyeHuto BnusiHus HMI™ Ha npouecchl BocnaneHuns 1 BO3MOXHOCTb
€ero NpMMeHeHWs ANsi nevYeHns pasnuyHbix 3abonesaHni, BkoYas
BOCnanuTenbHble 3aboneBaHuns KULLIEYHKKa, BpOHXMAnbHY0 acTmy,
ayTOMMMYHHblE U cepaeyHO-cocyamucTble 3aboneBanust. Tak, no-
Ka3aHa cnocobHocTb HMIT nHrmbupoBaTtb agre3nio NemkoLmMToB
n akcnpeccuto TNF-a .

OdbdhekTnBHOCTE rntokokopTukonaos npu KA®C obycrnoeneHa
MX CMOCOBHOCTLIO MHIMBMPOBaTL Pa3BUTNE CUCTEMHOTO OTBETA Ha
BocnaneHue Bcreacteme bnokmposaHusa akcnpeccumn NF-kB -chak-
TOpa TpaHCKpUNLUmW 6oMnbLUMHCTBa MeguaTopoB BocnaneHust. Cne-
AyeT OTMETUTb, YTO caMu no cebe rMioKoKoPTUKOMAbl He BRUSIIOT
Ha pUCK pa3BUTMWSI MOBTOPHbLIX TPOMBO30B.

MprMeHeHne BHYTPUBEHHOIO MMMYHOTMOBYNMHa MOXeT GbiTb
3peKTMBHBLIM B CBSI3N C €ro CroCOBHOCTLIO BriokMpoBaTh CBS-
3bIBaHWE aHTUTEN C peuenTtopaMu Makpodaros, yBenmumBaTtb
T-KNEeToYHbI CynpeccopHbIi OTBET U, BO3MOXHO, YMeHbLuaTb

MPAKTUHECKAS MEONLUMHA W

CUHTE3 1 aKkTUBMpOBaTb MeTabonmam umpkynupytowmx IgG, pe-
rynupoBaTb NPOAYKUMIO LIUTOKUHOB M aKTMBALIMIO CUCTEMbI KOM-
nnemeHta. MmyHorno6ynvH npuMeHsieTcs Takke Ans neveHust
TpoMBOTMYECKON TPOMOOLMTONEHNYECKON Nyprypbl U 0COBEHHO
achbdekTUBEH y naumeHToB ¢ TpomboumToneHnen. C oCTOpoXHO-
CTblO 1 MO BO3MOXHOCTM B MMHUMarbHbIX Ao3ax cregyeT npu-
MEHSITb UMMYHOrMOBYMUH Y NauMeHTOB MpW NMOPaxXeHUN NoYex,
Tak Kak npenapaT MOXeT CMpoBOLMPOBaTbL pasBUTUE MOYEHHON
HepgocTaToyHocTU. OcoBeHHO 3TO kacaeTcs nuu cTaplle 65 ner,
MPUHMMAIOLLIMX NpenapaTtbl C BO3MOXHbIM HEPPOTOKCUYECKUM fel-
CTBUWEM 1 Npwu cencuce.

B nocnegHee Bpems Bce 6onblue AaHHbIX 3a yCreLwHoe npumMe-
HeHune nnasmacdpepesa npu KASC, aBnstoLerocs Ha CeroaHsAWHNN
AeHb OLHMM 13 OCHOBHbIX METOAO0B Tepanuy AaHHOTO COCTOSIHUSI.
O dpekTmBHOCTL NNasmadpepesa cea3aHa ¢ yganeHvem npu aas-
Hou npoueaype ADA, npoBocnanuTenbHbix LMToknHoB TNF- a, 1I-1,
II-6, KOMNOHEHTOB KOMMMEMEHTa U APYrMx MEAUATOPOB Bocnarne-
HWS1, 4TO NPEnsITCTBYET NPOrPECCMPOBAHNIO BOCNANUTENBHOM OT-
BETA, NPOLECCOB KOArynsuuv 1 NoBpexaeHns TkaHen. MoBTopHble
nnasmadpepesbl onpaeaaHbl Npu Hanbonee pedpakTepHbIX cryya-
ax KA®C, koraa octanbHas obLienpuHsaTas Tepanus He npuHoOCUT
MOSIOKUTENbHOIO pe3ynbrarta.

3amecTuTenbHasn Tepanuns CBEXE3aMOPOXEHHOW NNa3Mom He-
obxoamma, B 0COOEHHOCTUN Npu sABHbIX Npu3Hakax OBC-cuHgpoma
1 MUKPOAHTMONaTUYECKOW reMonUTUYEeCKo aHeMun (nosiBneHne
60MbLIOro YMcna WNCToumMToB — (hparMeHToB 3pUTPOLMTOB —
B nepudpepuyeckon Kposu). NMokasaHo, 4To Nnasmadepes ABnaeTcst
Haubonee acppeKTUBHBEIM METOAOM TEpPanUM MUKpoaHrMonaTuye-
CKOW remMmonuTmyeckon aHemun, accouyunposanHon ¢ APC. lMNpun
3TOM OfiHa 13 OCHOBHbIX Lienei 3amecTUTeNbHOW Tepannm — BOC-
MOSIHEHME YPOBHSI €CTECTBEHHbIX aHTMKOArynsHTOB 1 B NepByto
ouvepeab AT 1l n npotenHa C.

Becbma 3apheKTUBHO NpUMeHeHWe KOHLEHTPATOB aHTUTPOM-
owvHa lll n npotenHa C. Tak, pekombuHaHTHbIN APC obnapaert
MOLLHbIM aHTUTpOMBOTUYECKMM (CHUXKaeT ypoBeHb D-gumepa),
NpOoTMBOBOCNANUTENbHLIM (CHMXAET KoHUeHTpauuio 11-6) n du-
OpuHonuTMyecknm adpdekTom. Ero addekTMBHOCTL foKa3aHa
y MauMeHTOB ¢ TshkenbiM cencmcom [30]. B cBsian € kntoyYeBon posibio
CMCTEMHOrO BOocnanuTenbHoro oTeeta B natoreHede KA®C npume-
HeHWe 3Toro npenapara 060ocHoBaHO 1 y naumeHToB ¢ KAPC.

Mytn npocdomnaktnkm KA®C. MaumneHtsl ¢ AOC coctasnsioT
rpynny o4eHb BbICOKOrO pucka pasBuTUs TPoMB0o3IMOGonuyeckmnx
OCTMOXHEeHUI B nepuonepaLnoHHom nepuoae. [axe MUHUManbHble
WHBa3VBHble BMelLaTenbcTBa (broncusi, KiopeTax, aKCTpakuus
3y6a) moryT cnposouuposats pa3sutue KAPC. Y 40% nauneHToB
KADC 6bin cnpoBoUMpoBaH XMpypruiyeckum BMeLlatencTeom [31].
OCHOBHbIMY NPUYMHAMMW Pa3BUTUSE TPOMBOTUHECKUX OCIOXHEHWI
B CBSI31 C XMPYPrnyeckMmy BMeLLaTeNnlbCTBamMu sIBMSIETCS NOBPEX-
[AeHne CocyaNCTON CTEHKM, CTa3 KPOBM U OTMEHa HeNpsIMbIX aHTU-
KoarynsiHToB.

C yenbto npogpunakmuxu KA®C e nepuornepaluoHHOM repuode
pexkoMeHdyemcsi:

- CBECTM K MUHUMYMY Nepuof, B TEHYEHME KOTOpPOro npuocTa-
HaBMnMBaeTCs aHTUKOArynsiHTHasa Tepanus;

- PV OTCYTCTBUM XMPYPrUYECKUX MPOTUBOMNOKA3aHMIN KaK MOXHO
paHbLLe BO306HOBUTb aHTUKOAryfsiHTHYO Tepanuio B nocreonepa-
LUMOHHOM Nepuoae, yuuTbiBas, Yto y naumeHToB ¢ APC BO3MOXKHO
pa3BuTe TpoMB030B HECMOTPS Ha NPUMEHeHWe CTaHO4apTHbIX
a[leKBaTHbIX CXeM aHTUKOarynsHTHON Tepanuu;

- IPUMEHSITb @aHTUKOArymnsiHTbI B 403aX BblLLE CTAaHOAAPTHbIX, Tak
kak y nauneHtoB ¢ A®C nocnegHue MoryT 6bITb HEAOCTATOYHO
ahbdheKTUBHBIMMY;

- obecneunTb 3nacTMUECKyto KOMMNPECCUIO ANs NpeaynpeXxaeHust
SIBMIEHWI CTa3a B AMCTarbHbIX y4acTkax cocyaucToro pycna.

AKYLUEPCTBO W FTMHEKONOIug
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B nepvion oTMeHbl HEMPAMBIX aHTUKOArynsHTOB HeobxoauMo
napeHTepanbHoe BBeAEeHVWE aHTUKOArynsiHToB, NPeAnoYTUTENBHO
HMT, B agekBaTHbIX go3ax. Kpome Toro, Heo6xoaMmo BHMMATENbHO
OTHOCUTBCS K NeyeHuto noboro MHeEKUMOHHOro 3aboneBaHus,
NpuUMeHsist agekBaTHyto aHTubnoTukoTepanuio. Creayer Takxe
NOMHUTL, 4TO Npu APC KaTeropuyecku NPOTUBOMOKA3AHO Npu-
MEHeHMe opasibHbIX KOHTPaLENTUBOB U 3aMeCTUTENbHON ropMo-
HanbHOW Tepanuu.

BesycnoBHo, coxpaHeHue 6epeMeHHOCTW Npu Hannuuu
B aHamHe3de KADC c passutnem NOH npeacraensaeT 6onbLuom
puck. OgHaKo Ha OCHOBAHWUM HALLEro OMNblTa Mbl MOXEM YTBEPX-
AaTb, YTO NaToreHeTM4yeckasi Tepanus ¢ npumeHeHnem HMI™ no-
3BonsieT usbexarb OCMOXHEHUI GepeMeHHOCTU Y NauueHToB
C KpariHe Tsxeno npoTekatowmm APC. Ha cerogHAWHWIA OeHb
BaXKHOW ocTaeTca npobnema gnarHocTukm KAPC, kotopas He-
Mbicriuma 6e3 onpegeneHua ADA. Moastomy onpepenexHne AGA
[OIMKHO BbITb 06si3aTenbHbIM y Bcex 6epeMeHHbIX C recto3amu,
NPVBbLIYHLIM HEBbIHALWIMBAHMEM, Ha4yanbHbIMW NPOSIBNEHUSMU
rHOMHO-CenTUYecknx 3abonesaHun.

Y Bcex 6epemeHHbix ¢ APC 1 HacneacTBeHHOW Tpombodmnmen
Haunbonee uenecoobpa3sHon SBMSIETCSA paHHsIs naTtoreHeTU4eckas
npoTMBoTpoMBOTUYECKAs M NPOTMBOBOCNANUTENbHas Tepanus
¢ npumeHeHneM HMI kak Bo BpeMs 6epeMeHHOCTH, Tak U MUHU-
MyM B TeyeHue 6 Heg nocne poaoB. YkasaHHbIA NOAX0A, NO3BOSAET
OCYLLECTBUTb NPOUNAKTUKY NOTepb Nnoga U TPOMBOTUHECKUX
ocnoxHeHuin, obecneunTb Gonee agekBaTHoOe pa3BUTUE MaLEH-
Thbl, NPOBECTY NPOUNAKTUKY Pa3BUTUS BHYTPUYTPOGHON 3adepxk-
KW pa3BuUTUS Nnofa, a Takke NpegoTBpPaTUTb pPasBUTME CaMOoro
rpo3Horo ocnoxHeHnss AGC-katactpoduyeckon dopmbl APC.
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