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Kamacmpoguueckuit anmugocgpoaunuonsiii cundpom (KADC) — xcusneyepoxcaioujee cocmosmue, C8A3aHHOe ¢ pa3gumuem mpomoomu1eckoll
OKKAI03ULU COCYO08 MUKPOUUPKYASIMOPHO20 PYCAQ, ¢ AemaAbHOChblo 0K040 50%.

B ocrose namoeeneza KADC nexcam kaemounas akmueayus, UHOYKUUsi CUCIEMbl KOMAAEMEHMA, YUMOKUHO8AS CIMUMYAAYUSL, UHeUOUPOBaHUe
AHMUKO0ARYASAHMHbIX haKmopos u QUOPUHOAU3A, YO NPUBOOUM K HpOpeccupyroueil mpomoomuyueckoli MUKpoaHeuonamuu, CUHOpomy ouc-
CeMUHUPOBAHHO020 8HYympucocyoucmoeo ceepmuieanus ([IBC) u cundpomy cucmemHnoeo eocnasumensvrozo omeema. Kiaccugurkayuonmvie
kpumepuu KADC gxarouarom mukpompombomuueckoe nopaxcenue >3 opeanos (Haubonee yacmo — fneekue, NOYKU U YEHMPALbHAS HEPEHAS
cucmema) 6 meuerue <I Hed ¢ ebisi8AeHUEM AHMUPDOCPHOAUNUOHBIX AHIMUMEN 8 BbICOKUX MUMPAX.

Nugpghepenyuanvryro duaenocmuxy npoeoosm c /] BC-cunopomom, eenaput-unoyyupo8anHoii mpomooyumonenueil, 2eMoAumuKoypemulecKum
cundpomom, HELL P-cundpomom, cencucom. Jlewenue KADC ¢ ocmpoii ghaze npedycmampusaem aHmukoazyasHmHyIo U UMMYHOCYAPECCUBHYIO
mepanuro (2A0KOKOPMUKoUdbl, naazmagepes, 6HymMpueHH bl UMMYHOA00YAUH, pumyKcumao, sKyausymad). Ceoespemennas ouazHoCmuKka
u adexeammno noodoobpannoe nevernue KADC nozeonsrom chusumos nemanvrocms ¢ 50 0o 30%.

Heobxodumo danvueiiwee uzyuenue KADC 0ns yayuuienus npoeHo3a u yeeauerus npooosjicumenbHOCMu JICU3HU 00AbHbIX.
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Catastrophic antiphospholipid syndrome (CAPS) is a life-threatening condition associated with the development of thrombotic occlusion of mi-
crovasculature vessels, with a mortality rate of about 50%.

The pathogenesis of CAPS is based on cellular activation, complement system induction, cytokine stimulation, inhibition of anticoagulant factors
and fibrinolysis, which leads to progressive thrombotic microangiopathy, disseminated intravascular coagulation (DIC), and systemic inflammatory
response syndrome. Classification criteria for CAPS include microthrombotic involvement of 23 organs (most commonly lungs, kidneys, and
central nervous system) for <1 week with high titers of antiphospholipid antibodies.

Differential diagnosis is carried out with DIC, heparin-induced thrombocytopenia, hemolytic uremic syndrome, HELL P syndrome, sepsis. Treat-
ment of CAPS in the acute phase involves anticoagulant and immunosuppressive therapy (glucocorticoids, plasmapheresis, IV immunoglobulin,
rituximab, eculizumab). Timely diagnosis and adequately selected treatment of CAPS can reduce mortality from 50 to 30%.

Further study of CAPS is needed to improve the prognosis and increase the life expectancy of patients.
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AnTrdochomumuntbiii cuHapoM (APC) — MyTETUCHCTEMHOE saBastoTcs u3otunsl IgG u IgM aHTUTEN K KapIUOJUTIMINHY
ayTOMMMYHHOE 3a00JieBaHUe, XapaKTepu3yoleecss BEHO3ZHbBIMU (aKJT), IgG- u IgM- antutena Pr-rnukornporeuHy | (aHTH-
U apTepUaIbHBIMU TPOMOO3aMU U/WJIU aKylIepCKOIi MaTojiorueit B2I'TI1) u BomuaHOYHBIN aHTUKOArYJSIHT (BA). M3BecTHO Gonee
" pKyJsiiiieit antudochomumuaabix antuten (aPJI) [1]. Kpu- 30 HekputepranbHbIX ad®JI, U3 HUX KIMHUYECKM Hauboiiee
tepuasibHbiMu a®J1, ucnonb3yembiMu st nuarHoctuku ADC, 3HAYMMBIMU SIBJISTIOTCS] aHTHTENA K IoMeHY | B2-rmukomnporenHa |
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(anTu-1), K KomIuiekcy dhochaTuanicepuH-TpOTPOMONH, aH-
TUTENA, ACCOLIMMPOBAHHBIE C TPOMOOTUYECKUMHU COOBITUSIMU, U
aHTUTeNa K aHHekcuHy AS (antTu-AHK As), BcTpevaronimecs
npu akyuiepckoid matosoruu [2, 3]. Beiaenasior nepBUYHBI
ADC, gBIsIOMINICI CAMOCTOATENLHBIM 3a00JIEBAHUEM, U BTO-
PWYHBII, pa3BUBAIOLINICS Ha (POHE IPYTMX XPOHUUECKHUX ayTO-
MMMYHHBIX 3a00JIeBaHMi1: CUCTeMHOI KpacHo# BomdaHKu (CKB),
peBmarounHoro aptputa (PA), cuctemHoii ckinepoaepmuu (CCJ),
cunapoma Illerpena u ap. [4, 5].
Katactpodpuaeckuit AOC (KADC) — xuzHeyrpoxaroliee
COCTOSTHHE, COTIPOBOX/IAIOIIEECs] MHOKECTBEHHBIMU TPOMOO3aMU
C TIPEUMYIIECTBEHHBIM MTOPaXKEHUEM COCYIOB MUKPOIIUPKYIISI -
TOPHOTIO pyciia, BcTpevalolieecs y 1% maunenroB ¢ ADC, ¢ je-
TaIbHOCTBIO 10 50% [6—8]. KADC B 2 pa3a yaliie pa3BUBaeTCs y
JIMIL KEHCKOTO T0J1a, HO OoJiee TsKesoe TeUeHUe U MeHee OJia-
TOTNPUSITHBIN MPOTHO3 HaOIOHaI0TCS Y My>K4uH [9, 10].
Tpurrepamu KA®C BoicTynaor:
» MH(pEKINOHHBIA mpouecc (46,7%);
* 3]J0KaYeCTBEHHbIE HOBoOOpa3oBaHus (17,6%);
* xupyprudeckue Manunysiuu (16,8%);
* HEKOMILJIAEHTHOCTb MallMeHTa B OTHOIIEHUM Tepanuu
antukoaryiastatamu (10,9%);

* AIpyTvie TIPUYUHBI — aKyIIepCKUe OCJIOXHEHWsS, TpUeM
OpaJIbHBIX KOHTPALICTITUBOB, TPaBMbI, 000CTPEHIE UMEIOIIIe-
rocsi ayrouMmyHHoro 3aboseBanust — CKB (8%) [11—13].

Cpenn MHMpEeKIMOHHBIX areHToB Tpurrepamu KADC aB-
JISIIOTCS1 6aKTepuu (CTPENTOKOKK, CTAaMIOKOKK, KUIIeYHas Ta-
JIoYKa, IIUTeJia, cCalbMOHeIIa, JISTHOHe UIa, KiieOcuesuia) 1 BU-
pychl (ceMeiicTBa reprieca, BUpDyC UMMYyHOAe(UIIMTA YeIoBeKa,
mapsoBupyc B19) [10, 11]. Uuaykuus HeanekBaTHON peakiny
MMMYHHTETa 00yC/IOBJIeHa (DEHOMEHOM MOJIEKYJISIPHO MUMUKPUK
¢ npoaykuueit antu-B2I Tl BcaencTBue B3auMOIEHCTBUS C aH-
TUreHaMu, cTuMyisitieii Toll-mogoOHbIX pelenTopoB 4-ro Tuna
AHTUTEHIPE3eHTUPYIOIINX KJIETOK M aKTHBAIIMe KacKaaoB BOC-
najeHus u koaryasiuuu [ 14].

Pazputne KA®C Ha (hoHEe OHKOJIOTMYECKOM TaTOJIOTUH 1
MPOTUBOOITYXOJICBOI Teparuy XapaKTepu3yeTcs HauMeHee 0J1a-
ronpuaTHbIM nporHozoM [14]. KADC yaine BO3HMKAET MpU
suMdonpoandepaTUBHBIX Tpoieccax (Tumdoma XoIKKUHA,
HEXOIKKUHCKHUE TMMGbOMBI U IMM(OJIeIiK03), B Cydae COMMIHbIX
HeoIUIa3uii MpeodIaatoT JoKaau3auun B aerkux (17%) u toncroii
xuike (9%) [2, 15—-17].

[Taronmorust 6GepeMeHHOCTH, POJIOB M TIOCIEPOIOBOTO TIepro/ia
takke Moxket cripoBoipoBaTh KADC. [pu BeisiBiennn HELLP-
CUHIPOMA U/WJIU MOJMOPTaHHON HEJOCTaTOYHOCTH CIIeIYeT hC-
kmounth KADC [18, 19]. Cpenu nipeapaconararoliimx (pakTopoB
passutust KADC ripu akyniepcKoii maToJIOTUU BBIIESIIOT TPOM-
OOIMTOTICHIIO, MUKPOAHTOIIATUIECKYIO TEMOJIUTUICCKYTO aHe-
muio (MATA), runepdeppurnHemuto (>1000 Hr/mir) ¥ feULTAT
ButamMuHa D. TpomOouuToneHus: conpoBoxaaeTcss GyabMu-
HAHTHBIM TSIKEJbIM TeUeHUEM BCJIEICTBHE MPOrPeCcCUpyIOIIero
MOTpebJIeHNsI TPOMOOIIMTOB B CBSI3U C TeHepaIM30BaHHBIM (hop-
MUPOBaHUEM MUKPOTPOMOOB [20, 21].

KA®C MoxxeT BO3HUKHYTh U BCJICACTBUE BHICBOOOXKICHUS
TKaHEBBIX (DAKTOPOB 1 HApYIICHUs peXKrMa IpreMa aHTUKoary-
JISHTOB MPY MHBA3MBHBIX MAHUMYJISILMSAX U TpaBMax [21].

IIaTorene3
[Matorenes KAD®C ocHoBaH Ha MHIYKIIUU KJIETOYHOU aK-
TUBALUU LUPKyIupytomuMu adJl ¢ pa3BUTHEM CHHAPOMA CH-
creMHoro BocnanurteabHoro orseta (CCBO), nucbananca ¢ak-

TOPOB KOATYJISALNYU U GUOPUHOIN3A, CTUMYJISILIMY CUCTEMBI KOM-
riemenTa [10].

Kaemounas akmueauus. Komrexce antu-B2I'T1/B2I'TT cBsi-
3BIBAETCS C PEIENTOPAMK SHIOTSIMOLMTOB, BBI3BIBAsT ITPOKOA-
TYJSTHTHBIA W TIPOBOCITATUTEBHBIN 3(h(EKThI, YaCTMYHO OI0-
CpeIoBaHHbIE MUTOTEH-aKTUBUPYEMOU MTPOTEMHKNHA30M p38 1
spepHbIM dakTopoM kB. [pu numpkynsiuu a®@Jl cHuxaeTcs
CHHTE3 SHI0TEIUATbHON CUHTETa3bl OKCHA a30Ta, YTO IPUBOIUT
K AMCPEryJIsILUY Ba30AWIATALlMU U TTOBBILIEHUIO a/IT€3UU TPOM-
601MTOB. OKCUIATUBHBIN CTPECC BBI3BIBACT IKCIIPECCHIO TKa-
HeBOTo (haKTopa IHAOTETUOIIUTOB U MOHOIIMTOB, CBSI3bIBAHUE
TKaHeBoro (akropa ¢ komruiekcoM aHTU-2I TTi /B2l TTi ipu B3am-
MoneicTBuu ¢ perentopom 2 ApoL-E’ aktuBupyer arperanuio
TpoMOOLIMTOB [9, 22].

Hneubuposanue ghaxmopos cucmemsvt anmurxoazyisyuu u gpuo-
punoausa. [lonaBjieHre eCTECTBEHHBIX MEXaHU3MOB aHTUKOATy-
JISUMKU 00YCJIOBJIEHO UHIMOUpOBaHUEM cOopku mporenHa C u
€ro aKTUBAIUU TPOMOOMOIYIMH-TPOMOMHOBBIM KOMILJIEKCOM C
TOCJIEAYIONINM CHIDKEHUEM ero aKTUBHOCTH (B TOM UMCIIE CBSI-
3bIBAaHMSI M 3alUTHI OT MpoTteonn3a ¢dakTopoB Va u VIlla) [9,
23]. Hupkynsauust aHTu-AHK A5 npuBoauUT K yCUIIEHUIO TIPO-
TPOMOOTHYECKMX MEXaHM3MOB 3a CUeT Jerpagauu pakropa aH-
TUKOATYJISIIIMU aHHEKCUHA AS.

BoI'TT siBnsieTcst KoakTopom riasmuHoreHa (tPA), a aH-
HeKCUH A2 — KJIIETOYHBIM perienTopoM ajst tPA, peanusyrommm
MPOTEOJIU3 TIa3MUHOTreHa U tPA-ormocpeoBaHHYI0 TPOIYKIIMIO
mia3muHa. [lpuyrHa nHrubupoBaHus ¢GuOpuHOIU3a TIpU
KA®C — nonasnenue tPA B pesynsrare 6okupoBaHus BTl u
aHHekcuHa AS.

AKTHBAIMS CHCTEMBI KOMILIEMEHTA

A®DJI MoryT akTMBMpOBaTh CUCTEMY KoMITIeMeHTa. Kiac-
CUYECKMIA MyTh aKTUBALIMM CUCTEMbI KOMILIEMEHTA — 00pa30oBaHKe
MMMYHHBIX KOMITIEKCOB C yJ4acTHEeM YHUBEPCATbHON MOJIEKYJIbI
pacniodHaBaHusi Clq. AKTuBaUMsI KOMILIEMEHTa TMPUBOIUT K
pacmerieHnio C3-konBepTasoit C3-komroneHTa 10 C3a u C3b
[24]. CsaspiBanue C3a ¢ pelLienropaMy Ha MOBEPXHOCTH TPOM-
OOIIMTOB BBI3bIBACT AaKTUBALIUIO, a[AT€3UI0 U arperaino TpoMOo-
uutoB, C3b yyacTByeT B Ipoliecce (parouuTosa U cOOpKe KOH-
Beptasbl C35, nerpaaupytoieii C5 no CSa u C5b. C5a ctumynupyer
9KCIIPECCUI0 TKaHEBOro (pakTopa (MOHOIIMTOB, HEHTPODUIOB,
SHIOTEIMOLIMTOB) U TJIa3MEHHOTO aKTUBAaTOpa IIa3MUHOTeHa 1
(TyuHble KJIeTKH, 6a30puibl). CSb cTUMYIMpyeT COOPKY MEM-
OpaHoarakytoniero Komriekca — MAK (C5b-9) Ha moBepxHoCTH
TPOMOOLIMTOB M 9HAOTEIMOLMTOB, TPUBO/ISI K 00pa30BaHUIO OT-
pULIATETbHO 3apSIKEHHBIX IIPOTPOMOOTUYECKIX (hOCHOTUTIHIOB.
MAK 3artyckaet BBICBOOOXKIEHHE U3 TPOMOOLIMTOB HAKOMTUTETb-
HBIX TPpaHyJI 1 MUKPOUYACTUII, COACPKAIINX TKAHEBbIC (PaKTOPHI.

Takum o6pazom, latoreHeTrdeckre MexaHu3Mbl KADC cI0KHbBI
1 IO KOHIIa He M3Y4YeHBbI; TIpeIIo/iaraeTcs MepBUYHas TeHeTHIecKast
MpeapacnojokeHHOCTh K TpoMoobuauu (first hit). [pu Hanmumum
MPOBOLIMPYIOLLIMX BHELTHUX (pakTOpoB (second hit) moTeHIMuMpyeTcst
TpoMOoOoOpazoBaHue. KimtoueBbIMU MaTOreHETUUECKUMU 3BEHBSIMU
KADC gemsrorest CCBO, sHmoTenmmanbHas TUChYHKIUS U Hapy-
LIEHUSI TeMOCTa3a ¢ YCWJICHUEM Koarysiuu (puc. 1).

Mopdonornyeckrie U3MeHEHUsI CBSI3aHbI C TPOMOOTUYECKOM
MMKpPOAHTHOIATUEN apTepHoJ KIyOOUuKoB [25, 26], HapyLIeHUSs
Ha yJIBTPacTPyKTYPHOM YPOBHE — ¢ (hopMUpOBaHUEM (PUOPUHOBBIX
TakTonioB. [1py IMMYHOMDITIOOPECIIEHTHOM aHAJTN3E OTIPEIEIISIETCST
BBIpaKeHHAs! IMMYHOPEaKTUBHOCTD 33 CYET 00pa30BaHUST aHTUTET
K (pubpHMHY B KalmWIIsIpax U apTeprosIax, Iermo3uThl UMMYHHBIX
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KOMILIEKCOB OOHApYyXUBAIOTCSI PEIKO.
IIpu xpoHUYECKOM MHKPOTPOMOOTUYE-
CKOM TIOBPEXIEHUHU MOYEK OTMEYaroTCs
MHTEePCTULIMAIbHBIN (hUOPO3, TyOyIsipHast
aTpodust U KOHIIEHTpUYecKasi CIONCTOCTh
GrOpPO3UPOBAHHON MHTUMBI apTEPUOT
(CUMIITOM «KOXHUIIBI JyKa») [25]. Bo-
BJIEYEHUE B TTATOJIOTMUECKHUIA MPOLIECC CO-
CyIOB KHIIEYHUKA XapaKTePU3YeTCsl UH-
dwbrpanmeli 1 MUKpOTpOMO03aMHU, KPO-
BOUBJIASTHUST BCTPEYAIOTCST PEIKO.

Kimnnyeckas kapTuna

Knununueckue cumnrombr KADC
00YCJIOBJIEHBI MUKPOTPOMOOTUYECKIM TTO-
paXkeHreM OpPraHOB-MUIICHE ¢ pa3Bu-
THEeM TIOJIMOPTAaHHOW HEI0CTaTOYHOCTHU
(tabm. 1, 2). Hanbosee 9acTo BOBJICKAIOTCS
TOYKH, JeTKUe, LIEHTpadbHas HepBHAas
cuctema (ILIHC), cepaue, koxa, neyeHb
U KeaynoyHo-kuieyHbiii TpakT (2KKT)
[26, 27]. KADC B 72% ciyyaeB pa3BrBa-
eTcsl y JIMIL KeHCKOoro mnosa. Bo3pact ma-
HudecTauny Bapbupyetcs ot 11 go 60 et
(B cpenHeM — 37 ner).

NERUUA/LECTURE

First hit (reneTnyeckasi BOCIPUUMYMBOCTD):
no3utuBHOCTH 1o adJI — yBenuueHue pucka

Second hit (BocnamrenbHblii hakTop):
MHIYKIMS U yCUIIEHHEe TPOMO00Opa30BaHMs

TpomMboduInn MOJI BJIMSIHUEM TPUITEPHbIX (haKTOPOB
[ IToBpexneHue TKaHeii Tunepkoaryasiuus ]

~~ ~~

* TIponyK1uust ¥ BEICBOOOXIEHNE TIPOBOCTIATMTEIbHBIX InToKMHOB WJI1, NJI6, PHOO
* 1T®, tIIAII, |ATIII, |nporeunst Cu S, tD-aumep

JIBC-cunapom

CCBO

[ Tpom6ooOpa3oBanue ]

Puc. 1. Cxema namoeeneza KADC. TO — mxaneesoii haxmop; [IAIl — naazmennolii akmu-
eamop naazmuroeena; ATIII — anmumpombun 111; U1 — unmepanetikun 1;
HJ16 — unmepaneiikun 6; DHO — gpaxmop nexposa onyxoau o [ BC-cundpom — cunopom
OUCCEMUHUPOBAHHORO BHYMPUCOCYOUCMO20 CBEPMbIBAHUS
Fig. 1. Scheme of CAPS pathogenesis. T® — tissue factor; I1AIl — plasma plasminogen
activator; ATIIT — antithrombin I11; UJI1 — interleukin 1; UJI16 — interleukin 6,
DHOo — tumor necrosis factor o; JIBC — syndrome of disseminated intravascular coagulation

(v 22,2%). Kpurepusmu ADC-acconmrpoBaHHON HebpomaTuu

Ilopascenue nouex. Cpeau opranos-muiieHeit KA®C su-
JMPYIOT TOYKH, TOPaXkeHUe KOTOPbIX OTMeuaeTcst B 73% citydaes,
y 18% 6ompHBIX KADC ne6roThpyeT ¢ peHaIbHBIX MPOSIBICHUN.
[MoBpexaeHne MoYeK COMPOBOXIACTCS Pa3BUTHEM TOYSUHOU
HemocTaTouHOCTH (Y 74,5% 0G0nbHBIX), ipoTennypuu (y 25%),
remarypuu (y 12,7%) u aprepuanbHoil runepreH3uun — Al

SIBJISIIOTCSI: TIOBBIIIIEHNE KOHIIEHTpalnK KpeatnHuHa =50% 1o
CPaBHEHHUIO C MCXOIHBIM ypOBHEM, npoteunypust (>0,5 r/cyr),
sekenast Al (aprepuanbHoe mapiaenue >180/100 MM pT. CT.) wim
coyeTaHUe yKa3aHHbBIX TTPU3HAKOB [28].

Tlopascenue aeekux. Jlerkue BOBICKAIOTCS B TATOJIOTUYECKU I
nporecc B 63% ciydaes, ne6ior KADC ¢ mopaxkeHUs JeTKUX

Taommua 1. Yacrora mopaxenust opranos u cucrem npu KAD®C

(amanTuposaHo u3 [6])

Table 1. The frequency of organ and system involvement in CAPS

Ta0auna 2. JIadoparopubie namenenus npu KA®C (agantuposano u3 [6])
Table 2. Laboratory changes in CAPS (adapted from [6])

(adapted from [6]) IToka3arenn Yacrora, %

Opran Yacrora nopaxenus, % [gG-aKJI 83

TTouku 71 BA 82

Jlerkue 64 AHTUHYK/IeapHbIe aHTUTeJIa 66

LHC 62 TpomboLuUTONnEeHMs 46

Cepaue 51 IgM-aKJI 38

Koxa 50 TeMonuTUYECKAs aHEMUS 35

IMeuenn 33 IInCTOLUTEI 16
|

KKT 25
BcTpevaetcs y 24% 6onbHbIX. JIerouyHble MpOosIBJICHUST BKIIOUAIOT

BeHosHbIi TPOMG03 23 OCTpPBII pecrupaTopHbIii auctpecc-cunapom (OPIC; 37,1%),

Cenesera 19 3SMOOJTHIO JIETOUHBIX cocynoB (24,9%) 1 anbBeoIsIpHBIE TeMOppParuy
(10,5%). TucTonoruuecKu OMpEaesTIoTCS MUKPOBACKYJISIPHBIT

HanmnoyeyHuku 13 TPOMOO3 U KaIMLISIPUTEHI [29].

} Ilopascenue ITHC u cepdeuno-cocyoucmoti cucmemot. Y 62%
ApTepraibHbIi TPOMOO3 11 naueHToB oTMedaercss nopaxenue LIHC B Bume rumepreH-
[ ———— 8 3MOHHOM MJIU UIlleMuJecKoi aHiedanonatuu (40,2%), I/IHCYJ‘[bTil

(35,2%) n TpoMbo3a 1epedpanbHbIX BeH. Cpeay M3MEeHEHMI

Ceryarka 7 TICUXUYIECKOTO CTaTyca BCTPEUAIOTCsI COHIMBOCTb, TOJIOBHAST 0OJTh

- (8,5%), o4aroBbIii HEBPOJOTMYECKUI AeUUUT U CYIOPOTU
ST DS e G GG J (14,6%), B TSEKENBIX CiTydasx BO3MoxHa koma (6,1%) [10, 18].

e ——— 4 CepeyHo-COCyIUCTast TaTOJIOT S BBISIBIISIETCS [IOYTH B T10-
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HemocTatoyHocThIo (42,1%), nndapkrom muoxkapna (27,8%),
KJanmaHHBIMU TOpOKaMu (peryprutauusi), ¢hbopMUpOBaHUEM
acenTUYECKMUX BereTalluii, MHTpaKapAuaJlbHbIX TPOMOOB (28%)
[28, 29]. Tlepudepuyeckass cocyaucrtasi cucTemMa cTpaiaeT
B 36,2% HaOJI01eHUIA: BEHO3HOE pyciio — B 69,2% u aprepuu —
B 47,8% [30].

Ilopaxcenue opyaux opeanos. V1amenenus Koxu rnmpu KAD®C
npeacTasieHsl livedo reticularis (42,3%), HEKPO30M C sI3BEeHHBIMU
nedexramu (23,5%), ilieMueit TUCTaIbHbIX OTIEJIOB KOHEUHOCTE
(10%), akpoLImaHO30M, FeMOpParnyeCcKoil MypIypoii 1 9KXMMO-
3amu. [TopaxeHue KUIIEYHUKA CBSI3aHO C BOCTIAJIMTEIbHOM WH-
dusrpanueii u popmupoBanueM nHOapKToB (24%). PassuBaiorcst
nHDapKTH cene3eHKU U QyHKUMOHATbHAsS actuieHus (16,7%),
nHGapKThl HaanouyedHuKoB (10,6%), MOMKeNyI09HOM Kele3bl
(7,2%), cetuatku (5,8%) u xoctHOTO MO3ra (3,1%) [25, 29].

Iemamonocuueckue uzmenenus npu ADC. Temaronorndeckue
M3MEHEHUsT BKJIOYAT TpoMmbouuToneHuio (65%) u MATA
(21,7%). MATA, cesizanHast c ADC, Harbosee 4acTo BCTPEUaeTCst
nMmeHHo y naneHToB ¢ KADC. Ilucronutsl mpu APC onpene-
JISIIOTCSI B HEOOJIBIIIOM KOJIMYECTBE, B TO BPeMsl KaK TIPU TPOM-
0oTnyeckoit TpomoouuToneHnyeckoit mypmype (TTII) ux ko-
maectBo yBeauanBaetcs. Cpenu adJI BBISIBISIOTCS B OCHOBHOM
BA (82%) kax riaBHbII MPEIUKTOP TPOMOOTUIECKMX COOBITHIA,
aTakxke [gG-aKJT (82%) u IgM-aKJI (48,1%), naHHBbIE O YacToTe
1gG/IgM antu-B.I'TI nporusopeunssl [30, 31].

Cundpom cucmemnozo eocnasumenvrozo omeema npu ADC.
Ipu KADC nabaogatorcs otaeabHbie nposieieHuss CCBO,
Bkiovast OPIIC, sHLedanonaTuio, Cyaoporu v KapauoMUoInaTHIo.
Hecmorps Ha cBs13b CCBO ¢ noBblilieH1eM BbIpaOOTKU IIMTOKUHOB
B octpoii haze KADC, nx ypoBeHb HEe OLIECHUBAETCS.

Kpumepuu CCBO:

1) runeptepmusi (Temneparypa tesna >38 °C) Wi TUIIOTepMUst
(Temnieparypa tena <36 °C);

2) TaxuKapaus (4MCo cepleyHbIX cokpauieHuit >90 B Mu-
HYTY);

3) TaXUITHOS (YMCIIO ABIXaTeIBHBIX ABYKEeHUH >2(0 B MUHYTY)
wiu runepBeHTUIsAIusA (PaCO2 <32 MM pT. CT.);

4) neiikounTo3 (4ucio jgeiikouutos >12-10°/1), mamouko-
snepHblit caur (>10%) wnu neiikoneHus (YUCIO JSHKOLIMTOB
<4-10°/7) |7, 32].

Knaccudukanuonsubie Kpurepun
Ha 10-m MexnyHaponHom KoHrpecce 1o APC 6b11u chop-
MYJIMPOBaHbI Kaaccughuxauuonnste kpumepuu KADC, BOCIeCTBUN
BaJIMAMPOBAHHbIC ISl YyCTAHOBJICHUS AuarHo3sa [7]:

* JIOKa3aHHOE BOBJIEUEHUE =3 OPraHOB U/MJIM TKaHE;

* pa3BUTHE KIMHWYECKUX ITPOSIBJICHU OMHOBPEMEHHO WJIN
MeHee ueM 3a | Hep;

* TUCTOJIOTUYECKOE MTOATBEPKICHUE OKKIIIO3UUA MUKPOCOCY-
TIACTOro pycia’;

« 1abopaTopHOe TMOATBepXKAcHUEe UMpKyasaunn adJI™:
“npu covemanuu KADC ¢ eackyaumom HeobXo0uMmo evisiénerue
3Hauumoeo mpom6osa; = aPJI-nozumusHocmo 6 08yx uccie-
dosarusix ¢ unmepsanrom 6 12 neo.

OmnpeneneHHbiii KA®C yctaHaBIMBaeTCsI TPU HATUIMH BCEX

4 KpUTEpUEB.

Bepostabiit KADC guarHocTUpyeTcst P BhISIBICHUM:

* 4 KpUTEpUEB C BOBJICYCHUEM 2 OPraHOB, CUCTEM W /WA
TKaHEH;

* 4 KpUTEPUEB, 3a UCKITIOYCHUEM JTabOPaTOPHOTO TOATBEP-
xaeHust upkysinuu adJl;

10

¢ 1-ro, 2-10 U 4-r0 KPUTEPUEB;

* 1-10, 3-10 ¥ 4-10 KPUTEPUEB MTPU PA3BUTUU TPETHETO COObI-
TUs 6osiee yeM uepes | Hea, HO B TedeHue 1 Mec nocie Ma-
HHUdeCTAlNN, HECMOTPST Ha aHTUKOATYJITHTHYIO TepaInio.

Juddepenumanbaas IMarHocTHKA

Nuddepenunanbias auarHoctuka KA®C moikHa mpoBo-
JIUThCSI B MAKCUMAJIbHO KOpOTKUe cpoku. [Tpu 3ToM HeoOX0auMo
WCKJTIOYUTh CIIEAYIOIINEe 3a00IeBaHUSL:

JIBC-cundpom — cuCTeMHBII Mpoliecc, XapaKTepU3yoIuiics
TUTepaKkTUBaIeil Koaryasaiuu u GuOpuHOIN3a, Pa3BUBAlO-
IUiics, KaK TPaBWIO, TP OHKOJIOTUYECKNX 3a00JIeBaHUSIX U
centuueckux cocrosiHusX. Cxoncto JABC-cunapoma u KA®C
CBSI3aHO ¢ 0Opa30BaHUEM MUKPOTPOMOOB 1 TPOMOOLIUTOIIEHUEIA.
Kpowme toro, cieayeT yauThiBaTh BO3MOKHOCTH pa3Butust KADC
B couetaHuu ¢ JIBC-cunapomom. PacnipoctpaHeHHbIE reMopparuu
C TPOMOOIIMTOIIEHWE M HU3KUI YpOBEeHb (hUOPUHOTEHA CITe-
mudwnansl s IBC-cuanpoma, 9To MO3BOJSIET OTINYATH €r0
ot KADC [33].

ITenapun-unoyuyuposannas mpomboyumonenus (I'MT) — co-
CTOSIHUE, pa3BUBalolLieecs B TeueHue 4—15 nHeit mocie BBeIeHUs
HedpakimonupoBanHoro remapuHa (HDOT) [34, 35]. [pu um-
MyHoornocpenoBaHHoM BapuanTe (11 tun) 'MT ormeuaetcs npo-
OYKIUST aHTUTENT K KOMIUIEKCY TerapuHa M TPOMOOIIUTapHOTO
(dakropa 4 (anTu-rernapuH-Td4), pu cBSI3bIBAHUN aHTHU-TeTa-
puH-Td4 ¢ TpomMOOLIMTAMY TIPOMCXOIUT UX AKTUBALIUS U arpe-
raiusi, 4yTo JEeXUT B OCHOBe TpomMOooOpazoBaHus. duddepeH-
LIMajTbHasT TUarHOCTUKAa OCHOBBIBAETCsI Ha JTaHHBIX aHaMHe3a O
BBEJICHUU TelapuHa, BeIssBIeHUN HU3KUX TuTpoB adJl 1 aHTH-
rermaput-T®4 [36, 37]. Ho antu-renapun-Td4 BcTpevyaroTcs y
10% a®JI-103UTUBHBIX MALIMEHTOB, HE TIOTYyYaBIINX IeMapuH, a
B Tpetu ciydyaeB [T BwisiBasitorcst aKJI (nmpeuMyiiieCTBeHHO
IgG). B cnopHbIx cutyauusx mist nuddepeHuaibHou AMarHo-
ctuku KA®C u 'MT nokaszaHo ompeneieHre TermapyuH-MHIY-
LIMPOBAHHOM aKTUBALIMX TPOMOOLUTOB [38].

HELLP-cundpom — cocTosiHve, BBI3BAHHOE TTOBPEKIEHUEM
SHIOTENNS C BOBICUEHNEM TePMUHATBHBIX OT/IEIOB IMEYEHOUHbBIX
apTepuo U MOsIBIeHUEeM crieIuDUUECKUX TUCTOTOTMUECKUX U3-
MeHeHU#t (BcTtpeuaercs B 0,6% Bcex GepemeHnHocTeit). [lpu
HELLP-cunapome Habmonatotcss MATA v moBblllieHUE YPOBHS
reyeHOouHbIX hepMeHTOB. [Ipoucxonut obpasoBaHue JETTO3UTOB
TpoMOOLIUTOB U (prOprHa ¢ (hopMUpOBaHKIEM TPOMOOB U3 (hpar-
MEHTUPOBAHHBIX 3PUTPOLIMTOB MPU TIPOXOXKAECHUHN UYepe3 To-
BPEXJIEHHOE U TPOMOMPOBAHHOE COCYIUCTOE PYCJIO MEUYeHM.
TpoMOGoLMTONEHNS SIBISIETCSI BTOPUYHOM U CBSI3aHA C MOBBILIE-
HueM notpedaeHust pomoouToB [39]. Tsoxensiit HELLP-cun-
JIPOM, YACTO aCCOLUUPYIOLIUIACS C IKJIAMIICUEN UTU TIPEIKIIaM-
ricueit, kimmandecku HarmomuHaeT KADC u sBnsieTcst TporHo-
CTUYECKUM (haKTOpOM, yKa3bIBAIOIIUM B TOM YHUCJIE HA BO3MOX-
Hoctb pa3sutuss KADC B crapiiem Bospacre. HELLP-cunapom
perpeccupyet nocie poaos, a KA®C moxer MaHUbECTUPOBATH
yepe3 HEeCKOJIbKO JHel/Heaesb rnocjie poaopaspeleHus. Mc-
xmouaTh KADC Heobxonmumo npu MATA B mepuon recraimw,
rocJie poaoB, npu kiamHuvyeckoi kaprtuie HELLP-cunapoma ¢
LUPKYJIsIreil BeIcoKuX TUTpoB adJI [40].

TTII — 3aboyieBaHUE, B OCHOBE KOTOPOTO JIEKUT arperamusi
TPOMOOLIUTOB B KalMJUISIPAX 3a CUET BBIPAXKEHHOTO CHUXKEHMS
aKTUBHOCTH (pakTopa ¢hoH BuiinedpaHnaa, paclernsitolero npo-
teazsy ADAMTS 13 10 KpyITHBIX MyJIBTUMEPOB, a HepacIlleTJICHHbIe
MYJIBTUMEDBI BBI3BIBAIOT arperanio TPOMOOIIMTOB U TPOMO000-
pazoBanue [41, 42]. ITpu TTII ad®JI oTcyTCTBYIOT WM OIpee-
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Taommua 3. ludpdepenumansuas quarnoctuka KA®C
Table 3. Differential diagnosis of CAPS

Kpurepun quarnoza KA®C
ITapamerp KA®C TTII - TYC HELLP- Cencuc JBC-cunnpom TUT NOYeYHbIi
CHHIPOM kpu3 (CCII)

AHamHe3 ADC, 3HO Tecramus Mudexums Nudexums, 3HO, Tenapun CCI

CKB, recTarmst (H®T)

3HO,

recTalus
Tpom603 KpyrmHbie, Menkue Menkue KpynHeie, Menkue KpyrmHbie, Menkue
(Kasbp TpOMOOB) MeJIKue MeJIK1e MEJIK1e
Temomutnueckass —/+ ++ + —/+ —/+ — +
aHeMusi
IHIucTouuTs —/+ SR —/+ —/+ —/+ = 45
YpoBeHb HopmanbHbiii/ HopmanbHblii/ Hopmanbhbiii/  Hopmanbhbiii/ HopMmanbHblii/ Hopmanbhbiii/ HopmanbHblii/
bubpruHoreHa BBICOKUI BBICOKUI BBICOKUI HU3KUIA HU3KUIA BBICOKUI BBICOKM I
Mapkep adJI ADAMTSI13 — - — AHTH- —

rermapuH-Td4

ITpumeuanue. ['YC — remosutuko-ypeMuuyeckuii cunapom; 3HO — 3m0kayecTBeHHbIE HOBOOOPA30BaHMSI.
I ——————————————————————

JITIOTCS B HUBKUX TUTpax [43, 44|. [1pu npoBeneHum auddepeH-
MAJTbHOI TUATHOCTUKY CJIEIYeT YUUTBIBATh, YTO BHICOKUE TUTPBI
a®dJI cnenmduuns st KADC, a Husknii yposeHs ADAMTS13 —
wist TTIT (<5%) [42, 43].

Onkoaocuneckue npoyeccol — P HEOTJIA3UY TTOBBIIIIACTCS
puck TpoM600Opa3oBaHus, a TPOMOOTUYECKAs] MUKPOAHTHO-
MaTUs OCJIOXKHSET BeJICHNE MALIMEHTOB, UTO CBSI3aHO C OKKITIO-
31eil COCYI0B OITyXOJIEBBIMU 3MOOIaMU U TpoMbamu. B or-
NEJIbHBIX CJIydasix MPU OHKOJOTUYECKUX 3a00JeBaHUSX perv-
crpupytorcss Huskue TUTpbl adJI. VX nmpkyasius He yBe-
JIMYMBACT PUCK TPOMOOOOpa30BaHMSsI y TALIMEHTOB C COJIMIHOMN
HeoIu1a3ueil, Ho MPYU OHKOTeMaToJIOrMYeCcKUX rpoleccax (JIuM-
doma XomxkkuHa) npu Hammuauu a®J1 Bo3pacTtaeT pucK pa3BUTHUS
TpoM0030B [44, 45].

Cucmemnble unghexyuu — 3Ta MATOJOTHS, B YACTHOCTHU CETICHUC,
MOXeT BbI3bIBaTh MATA 1 TPOMOOTHYECKYIO MUKPOAHTHUOIIATHIO.
OTMeyaloTcsl HapyIIeHUsT KOaryJIsiiiu — OT YMEePeHHOH ee aK-
TuBaluMu 10 dhynsMuHaHTHOro I BC-cunapoma. Bupychl, 6aktepuun
W TIpOCTeillme MOTYT MHAyHupoBaTh cuHTe3 adJI, yaiie BbI-
sapnsroTcs aKJl B HUBKUX TUTpaX, YTO He MPEACTABIISICT HU TaTO-
TeHETUYECKOTr0, HU KJIMHUYECKOro nHTepeca [46, 47].

Takum 0o6pa3zom, OCHOBHBIMU AubdepeHInaaIbHO-a1uar-
HocTtuueckuMu TnpudHakamu KADC sBasioTcs: cucTeMHast
TpoMboTHYecKass MuUKpoaHruonatusi u a®JI-mo3UTUBHOCTb.
Heob6xomuM TiaTe IbHBIN COOp aHaMHe3a y MallueHTa TSI BbI-
spneHnst ADC, rmepeHeceHHbIX TPOMO030B, HEKOHTPOJIUPYEMOit
AT, Mmanurauzanuu, UHMeKnii, 6epeMEHHOCTU, UCITOIb30BaHMs
JIEKapCTBEHHBIX MpernapaToB (XMMUOTEpaneBTUYECKUX, rerna-
pUHA, OpaJIbHBIX KOHTPALIETITUBOB Y KEHIIIMH PEIPOIYKTUBHOTO
Bo3pacTta). HemanoBaxkHy10 pojib UTPAIOT MHCTPYMEHTAJbHbIE
METOIBI MCCJICIOBAaHMSI, TTO3BOJISIIOININE OTIPEACIUTD JTOKAIH-
3alMI0 1 pacIpoCTpaHeHHOCTH mpoiliecca (Tab. 3) [7, 8]. Cre-
JloBaTeJIbHO, KitoueBbIMU Mapkepamu [T sBiusiioTcst aHTU-
rermapuH-T®4, TTII — cHukeHue akTuBHocTH ADAMTSI13,
KADC — adJI. B criopHBIX cUTyalusIX TpeOyeTcsl THCTOMOP-
donornueckoe ncciae0BaHNe C UMMYHOXUMUIECKUM aHATTN30M
MOPaXKeHHOTO OpraHa IJis BBISBJIICHUS XapaKTePHBIX MUKPO-
TPOMOOB.

Cospemennas peemamonoeus. 2023;17(3):7—15

Jleuenne

Anmuroaeyasumot. B octpoii dpaze KAD®C npoBoauTcs aH-
TUKOATYJISIHTHAs Tepanusi ¢ ucrnosnb3oBaHuem HOT win HU3KO-
MOJIEKYJIIpHBIX renapuHoB (HMT'), ipu 3ToM oTMevaeTcs 10-
KazaHHOe (PaKTUUECKUMU JaHHBIMU MTOBBIIIICHNE BBDKUBAEMOCTH
TalMeHTOB, TIperapaTaMu Beioopa sBisitotrcss HOT [48, 49]. Me-
XaHW3M JIEHCTBUS TEMapUHOB CBSI3aH C OJIOKMPOBAHUEM TPOM-
060000pa30BaHMsI MOCPEACTBOM TOAABIEHUSI AKTUBHOCTH TPOM-
OuHa, cTumynsuun GpubpruHOIN3a, UHTUOMPOBAHUS CUCTEMBbI
KOMIUIEMEHTa U nofaBiaeHus cBsizbiBaHus adJI Ha TOBEpXHOCTH
PEIIeTITOPOB TAPTETHBIX KJIeTOK. [Tocie cTabrm3aiuy COCTOSTHUS
TalMeHTa TIePeBOIST Ha TIEPOPATHHYIO TEPATTHIO aHTaTOHUCTAMU
ButaMuHa K (ABK) 1 mpu 10CTUXXEHUU LIeJI€BOTO YPOBHS MEX-
JIyHapOIHOTo HopMaiu3oBaHHoro oTHoteHus (MHO), paBHoro
2,0—3,0, HOI'/HMT ormensitot [6]. [IpsiMble repopasibHbIe aH-
Ttukoary/siHTel (ITOAK) Ha3HAaYal0T B UCKITIOUUTENIBHBIX CUTYALIMSIX
TIPY HEBO3MOXHOCTH McIonb3oBaHust ABK B cBsi3u ¢ Hemepe-
HOCUMOCTbBIO U TUTIEpUYYBCTBUTELHOCTBIO (puc. 2) [7].

Troxoxopmurouost (I'K). Dty ipeniapThl UCTIOMb3YIOTCS ST
VMMYHOCYTIPECCUY U UHTUOMPOBAHUS IMTOKMHOBOTO KacKasa.
MexaHu3M UX IeHCTBUSI OCHOBAH Ha MOAABJIEHUM TPAHCKPUII-
uuoHHoro ¢akropa NF-kB, Mennatopa, KOHTpOJUPYIOILIETO
3KCIPEeCCHI0 TeHOB MIMMYHHOTO OTBETa, allonTo3a U TpOMO0006-
pazoBaHus. [To JaHHBIM MEXITYHAPOIHOTO PETUCTPA MAIIMEHTOB
¢ KA®C (CAPS Registry), 6osee uem B 99% cinyuaes I'K HazHa-
YaroTcs B KOMOMHAIMY ¢ aHTUKoaryissHTamu [50]. PekoMmenmarmii
B OTHOILIEHUM ONTUMAJIBbHOTO CIIOCO0a BBEIEHMUSI, 103bl U MPO-
noykutenbHocty JledeHust 'K He cymectsyer. Kak mpasuiio,
nipu KAD®C nipuMeHsteTcs myJIbc-Teparst METHITPEIHU30JI0HOM
1000 mr/cyT B Teuenue 3—5 nHeit [51].

1liazmagpepes. Lenn utazmadepesa — SATMMUHALINAS [IUPKY-
nupytonnx a®Jl, UMMyHHBIX KOMITIEKCOB, IuTokMHOB, @HOO
1 KOMITOHEHTOB KoMIuieMeHTa. [Tia3madepes nmpoBoasT a0 1mo-
JlydeHUs KiuHuyeckoro oteeta. B 1998 . R.A. Asherson u coaBT.
[51] mpennoxuan MCHOJb30BaTh «TPONMHYIO TEpanuio»: aHTU-
koaryissHTel, 'K u masmadepes. 3a 2001-2005 rr. Ha done
«TPOIHOI Tepanuu» cMepTHOCTh 0T KADC cHu3mmach ¢ 53 10
33%, uto yKa3biBaeT Ha 3G (PEeKTUBHOCTh JAHHOW KOMOMHALIUL

1"
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= PTM no3BosnsieT 6osee 3¢heKTUBHO, UeM

ITono3spenne na KA®C
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A. Tenapus B/B
B. I'K B BbICOKHX 032X
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A. TenapuH B/B
B. 'K B BBICOKMX J03aX

CTaHAapTHAasl Teparnusi, KOHTPOJIMUPOBATh
HekputepuanbHbie mposiBaeHuss AOC
(TPOMOOLIUTONIEHUIO, KOXKHBIE SI3BbI, KOT-
HUTUBHYIO aucdyHkuuio). G.L. Erre u
coaBT. [57] HabmOmAIM CTAOUIU3ALUIO
COCTOSIHUSA U CHIKeHue ypoBHs adJl y 8
13 12 nmauueHToB ¢ pepakTepHOI TPOM-
J OouLMTONEHNEN U peUUIANBUPYIOIIUMU

B. Ilnasmadepe3 uam BBUT'

Huknodochamu i
JleduGporun Jeackanamus no3s1 'K
ITepesox na IIOAK

AJNBTEpHATUBHbIE TEPANIEBTHYECKHE OILIMM:
PTM ‘

e

U

@ (.
Iicy(::l KutnHmaeckoe ynqueﬂue‘ | — I:> @ <:| \Knuﬂmecxoe ynyluuel-me‘ :> Eey

Tpombo3amMu. PTM ucnonb3yercs B Ka-
yecTBe BTOpoil JuHUU Tepanuu KADC
TIPY OTCYTCTBUM KIIMHUYECKOTO OTBETA U
Hed3(PHEKTUBHOCTY CTAaHAAPTHOI TEpaITUK
[57, 58].

DKyau3ymad — TyMaHU3UMPOBAHHOE

Puc. 2. Ancopumm mepaneemuueckoii maxmuku npu KADC. B/e — enympusenroe ggederue
Fig. 2. Algorithm of therapeutic tactics in CAPS. /6 — intravenous administration

[52, 53]. B uccnenoBaHuu 3pHeKTUBHOCTH «TPOIHOI Teparnn»
¥ M30JIMPOBAHHOTO MpUMeHeHusT Tuiazmadepesa u ['K ¢ anTu-
KOAaryJISTHTHOM Teparieii, B KOTOpoM ydacTBoBaiu 502 manmeHTa
¢ KADC, cratuctruyecku 3HaYMMbBIX Pa3IMYMii HE BBISBICHO.
TTonyyeHHbIe pe3yabTaThl MTO3BOJSIIOT TOBOPUTH 00 OTCYTCTBUU
MPEUMYILECTB OMHOBPEMEHHOI'O UCIOIb30BAHUSI AaHTUKOATYJISTH-
ToB, 'K 1 miasamacdepesa. CinenoBatesibHO, TPU HETOCTYITHOCTU
JMaHHOTO MeTofa s cHukeHus pucka cMept oT KADC MoxxHO
MPUMEHATh aHTHKoaryasHTHl u 'K 6e3 miasmadepesa [50].
B kauecTBe 3aMeHSIONIECH KUAKOCTU Yallle MCIOJIb3YIOT CBEXe-
3aMOPOKEHHYIO TJIa3My WJIM PacTBOp ajaboyMuHa. CBexkeMopo-
JKeHasl Tu1a3Ma COIEPXKUT €CTECTBEHHbIE AHTUKOATYJISIHTBI U 110~
BhIIIaeT akTUBHOCTE ADAMTS 13.

Buympueennotii ummynoeao6yaun (BBHUI). Tlpenapar uc-
MOJb3yeTcsd B KOMOMHALMU ¢ aHTHKoaryasHtamu, ['K w/mimm
ma3mMadepe3oM 1 MOBBIIIAET BBKMBAEMOCTh NalieHToB. BBUT
BBOIAT B 03¢ 0,4 r/cyT/KT B Te4eHHUe S5 THEU; Tpu KOMOMHAIIUK
¢ ruiazmacdepe3oM BHYTPUMBEHHOE BBEICHME CIeIyeT HauMHAaTh Ha
CJIeAyIOIMiA IeHb TOC/Ie OKOHYaHUS TutazMadepesa 11st TpeaoT-
BpaieHus snumuHauuun BBUTI. [lpenapatr HemocpeacTBEeHHO
B3anMojeiicTByeT ¢ Fc-pelienropoM, CHUKAET CMHTE3 T1aTOJIO-
TUYECKUX aHTUTENI U YBEJTMYMBAET UX KJIIMPEHC, YTO MPUBOIUT K
MHTMOMPOBAHUIO BbIPAOOTKU IIUTOKMHOB, aKTUBALIMU CUCTEMBI
KOMILJIEMEHTA U MOIYISILUM akTUBHOCTU T-KieTok. BBUT npu-
MEHSIIOT C OCTOPOXXHOCTBIO TIPU BBICOKOM PHCKE OCTPOTO TIO-
YEYHOTO TIOBPEXICHUS U TPOMOOIMOOTMUECKUX OCIOXKHEHUH,
0COOCHHO MPU HEOOXOMMMOCTH OTMEHBI aHTUKOATYJISTHTOB U
BBICOKOI1 BEpOSITHOCTH KpoBoTeueHuit. K hakTopam, orpaHndm-
BatonuM npumeHeHue BBUI, oTHocsAT moxuioil Bo3pact, ca-
xapHblii quadert, Al, runepxonectepuHeMuio. CHUKEHUE prUcKa
TpoMOO03a CBSI3aHO C YBEJIMUSHUEM YPOBHST THAPATAIIUN, YMEHB-
IeHWEeM CKOPOCTW BHYTPUBEHHOW WHQY3WHU, OTKa30M OT THU-
MEePOCMOJISIPHBIX PACTBOPOB C HU3KUM CONEPXKAHUEM TJIIOKO3HI,
0COOEHHO MU MopaXkeHUu rmovex |54, 55].

Ienno-unscenepuste 6uonoeureckue npenapamot. V13 npena-
paTOB 3TOM IPYIIIBI UCTIOJB3YIOT puTyKcuMad (PTM) — xumepHoe
MOHOKJIOHaJIbHOE aHTuTes 10 K CD20-antureHam B-1umdonuuros.
[Mpu ymeHbIIIeHUY YrciTa IMPKYTMPYIONINX B-Ki1eTok cCHbKaeTcst
MPOAYKIIMS TIpoBocTIaTuTeNbHBIX IuToKuHOB @HOO0, WUJII,
W12, N6 [55, 56]. PTM Ha3Ha4yaeTcsl IIpU PE3UCTEHTHOCTH
CUCTeMHBIX ayTOUMMYHHBIX 3a0ojeBaHuii (CKB, PA, CCIl) k
CcTaHIapTHOU Tepanuu, B ToM uucie npu ADC. Kpome Toro,

12

MOHOKJIOHaJIbHOE aHTUTesN0 K CS5-koM-
TMOHEHTY KOMILUIEMEHTa, OJIOKUPYeT pac-
LIeTUIeHre, oopa3oBaHue, akTuBamuio CSa
1 GOPMUPYIOIIMIICS BCIEICTBUE aKTUBA-
unu komruieMeHTa MAK C5b-9 cuctemsl KoMruieMeHTa [59].
OKynu3ymad MpruMeHsIeTCs 151 IeUEHUSI TapoKCU3MaJIbHOM HOY-
Hoii reMortoouHypuu 1 arurmmuHoro I'YC. Ipu KADC u ero
OCJIOXHEHUSIX IKYIM3yMad yMEHbBIIIaeT aKTUBHOCTh CHCTEMBI
KOMITJIEMEHTA 3a CUYET CHIDKCHMST MHIYKINU SHIOTEINOIIUTOB,
BKCIPECCUU TKAHEeBOTO (haKTOpa MOHOIIMTOB, arperalii TPOM-
OOLIMTOB TIPU TPOMOOTUUECKOM MMKpoaHruornatuu. OmnucaHo
NMpodUIaKTUIECKOE UCITOIb30BaHUE IKYIN3yMaba y MallMeHTOB
¢ pernauupyromM AOC/KADC. OgHako TaHHBIE O MPUME-
HeHuu kynnzymada mpu KA®C orpaHMueHHBI U TPEOYyIOT YTOU-
Henwus [60].

Jlpyeue mepaneemuueckue onyuu. llyknodochamua Ha3Ha-
yaercst B no3e 0,5—1 r/m? mst neyenust KAD®C npu CKB. Ero
TaKKe UCTOJIb3YIOT IMPY HEOIArornpusiITHOM MPOTHO3€ Y MallMEHTOB
¢ iepBuaHBIM ADC [7, 8]. Llukiodochamua moka3aH MpH BbI-
cokoM ypoBHe adJI ¢ 1enbto 3akperieHus 3 deKra rmocie rmias-
Madepesa u/wm npumeHenust BBUT [59].

Hedunbdbpotrn — moaumaeoKCUpruOOHYKICOTH I, UMEIOIIIMIA aH-
TUTPOMOOTHUYECKHUE CBOMCTBA, CHMKAET MPOKOATYJISIHTHYIO aK-
TUBHOCTb, yay4dliaeT (MOPUHOJUTUYECKYIO (DYHKIIUIO SHIOTE-
JounToB. [IpoCTalMKINH, MOIIHBI WHTUOUTOp arperamuu
TPOMOOLIMTOB 1 Ba30MIaTaToOP, a TaKKe (PUOPUHOIUTUKY (CTpETT-
TOKMHa3a, YPOKMHA3a M aKTUBATOp TKAHEBOTO TIa3MMHOTCHA)
TEOPETUYECKU MOTYT OBbITh TOJIE3HBI IJIsT MPOMPUIAKTUKKI TPOM-
6030B, HO uX 3ddekTuBHOCTh TP KADC He nokasana [55].

IIpornos

Panee cmeptHOCTD Tput KADC nocturana 50%. Cpenu mpu-
YHH JIETAJIbHBIX KCX00B Juauposanu nmopaxenne LIIHC (19,5%),
cepnua (14,1%), nerkux ¢ pazputuem OPIIC (7,1%) u unbexunm
(14,1%). Ilpu MopdhoJOrMYecKOM HMCClIeI0BAaHUM BBISIBISUIMNCH
MUKPOTPOMO03bI (89%), nHbapkThl (53,4%), HeMHMDEKIMOHHBII
sHIoKapouT (27,6%), TpoM0603 KpyITHBIX cocynoB (19%). Bospact
crapite 36 net, CKB, nmopaxeHue JIETKUX 1 II0Y€EK, TO3UTUBHOCTD
110 aHTHHYKJIEADHBIM aHTUTEJ]aM acCOLIMUPOBAHBI ¢ GoJjee
BBICOKO#1 CMEPTHOCTBIO. B mocjienHme 1ecsaTuieTis CMEpTHOCTh
yMmeHbImaach 10 30%, 4To MOXKET OBITH CBSA3aHO C YIy4YIIIEHUEM
nuarHoctuku KADC u pacimpeHreM BO3MOXHOCTEH €ro Jie-
KapcTBeHHOU Tepanuu. [1o HEKOTOPBIM JaHHBIM, TIPOTHO3 YJIy4-
[I1aeTCsT TIPU MCTIONb30BAaHUN CTPATETUU «TPOWHON Teparuu» C
MpUMeHEeHreM aHTUKoaryasHroB, I'K u/wiu mmasmadepesa u
BBUT. bosee yem y 60% GobHBIX ITpu TipoBeaeHUM 3 eKTUBHON
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AHTUKOATYJISTHTHOM Teparnuu TPOMOO3bl ITOC/E MMOAABICHUS
KADC otrcyrcrBoBanu, y 15% OO0NbHBIX B TeueHUE 6 JIET OT-
mevanuch ADC-accounrpoBaHHbIE MPosIBIeHU [6, 7].

IIpodunakTuka

[1aBHBIM KoMTIOHeHTOM npoduitakTuku KADC sBrnsgercs
MOXW3HEHHAs! aHTMKOATYJISIHTHAsI Teparusi BaphapuHOM s
MpeaoTBpallleHUsT peliuanBa TpoMO03a Mocjie OCTPOTo 3MU30aa
KA®C. Boigenstor crangaptHbii (MHO 2,0—3,0) 1 uHTEeHCH-
dunmpoBanublii (MHO >3,0) pexXuMbl Takoro JeyeHus, Mpu
3TOM OOJTBIIIMHCTBO SKCIIEPTOB OTHAIOT MPEATIOYTEHIE TTOCIICTHEMY.
Kak mpaBmiio, aHTUKOATY/ISTHTBl HA3HAYAIOTCS B 103aX, TTPEBbI-
MIAIOIIMX CTaHIapTHBIE. [1py XUpyprudeckux BMEIIaTeIbCTBAX
HEOoOXOIMM TIEPeBO/I MallMeHTa ¢ BapdaprHa Ha IapeHTepabHY0
aHTUKoaryasHTHyto Tepanuio HMI [8, 9, 31]. B untpaonepa-
LIMOHHOM TIeprolle PEKOMEHIYeTCS CBECTH K MUHUMYMY CPOK
OTMEHbBI AHTUKOATYJISIHTOB. B mocieornepalimoHHOM nepuojie npu
OTCYTCTBUM TIPOTUBOITOKA3aHWI HEOOXOAMMO paHHee BO300-
HOBJICHWE aHTUKOATYJSIHTHOI Tepamnuu, MOCKOJBbKY IPU MC-
MOJB30BAaHNK CTAaHIAPTHBIX ee cXeM y maineHToB ¢ ADPC Bo3-
MOHO BO3HUKHOBEHHE TpoMOO030B. B mociieponoBoM nepuose
MPOBOAMUTCS aJeKBaTHOE MapeHTepabHOE JIeYeHE aHTUKOAry-

ngatamn He MeHee 6 Hem. Ilanmentam ¢ KAD®C B anamHese
MMPOTHMBOITOKA3aHbI OPAIbHbBIE KOHTPALIEIITUBEI M 3aMECTUTEIbHAS
ropMoHajbHag Tepanus. [1pu pa3BuTHN MHGEKIMOHHBIX 3200~
JIEBaHWI peKOMEHIYeTC afieKBaTHasI aHTUOMOTUKOTEpaIvs He-
3aBrcUMO oT TuTpoB adJI [7, 8].

3aKimoueHue

KADC — penkoe cocrositue (=1% npu ADC), xapakrepu-
3yloIieecss BEICOKOM CMEPTHOCTBIO B pe3ysibTaTe 00pa30BaHMS
MHOXECTBEHHBIX TPOMOOB B MUKPOCOCYIMCTOM PYCJIE XKU3HE-
00eCIeYrBAIOIINX OPraHOB M CUCTEM C OBICTPBIM Pa3BUTUEM U
IIPOTpeCcCUpPOBAHUEM KIMHUUYECKUX MPOSBIeHUI. B HacTosIee
BpeMs1 TpeOyeTCsI MCCIIeI0BAHME TATOTeHETUYECKUX MEXaHU3MOB
ADC n KADC, koTopble HEA0CTATOYHO M3ydyeHbl. Heobxonnma
HaCTOPOKEHHOCTh B OTHOILIEHUH BepOSITHOCTH pa3ButTust KADC
y MauMeHTa ¢ MOopaXeHWeM =3 opraHoB Ipu (GOpMUPOBAHUU
MHOX€ECTBEHHBIX MUKPOTPpoMO0B 1 adJI-niosutuBHOoCTH. CBOE-
BpEeMEHHasl TMATHOCTUKA IT03BOJIIET B ONTHMAJIbHBIE CPOKU
HayaTh TEPAIMIO AHTUKOATYITHTAMKA M UMMYHOCYIIPECCUBHBIMU
npenapatamu (I'K, mnazmadepes, BBUI, PTM u akynusymao),
YTO SIBJISICTCS KIIIOYEeBBIM (haKTOPOM IPOTHO3a W ITOBBIIIICHMS
BBIKMBaeMOCTH MaeHToB ¢ KADC.
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