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m KaracTpoduueckuii — Handosee
Ts:Ke1as popma anTudochonunuHoro
CHH/IPOMaA, MPOSIBJISTIOIIASICS
MHOKeCTBEHHBIMH MHKPOTpPOMO03aMu
MHKPOLUPKYJISITOPHOI0 pycia

“KH3HEHHO BA’KHBIX OPTraHOB

U pa3BUTHEM MOJIHOPTraHHOM
HEI0CTATOYHOCTH HA (DOHE BBICOKOIO
THTpa aHTU(OCHONTUIINIHBIX AHTHTEJL.
TpomGoTHYeckass MUKPOBACKY/10NATHSA
JIESKUT B OCHOBE MYJIbTHOPTaHHOM
HEI0CTATOYHOCTH U KJIMHHYECKH 3TO
NPOAABJISIETCS] HAPYIIEHUSAMHU LIEHTPAIbHOM
HEPBHON CHUCTEMBbI, HAANI04Ye4YHHKOBOI1
He0CTATOYHOCTH, Pa3BHTHEM

OPIC. KA®C siBisieTcsi COCTOSTHUEM
YIPOKAIOIIMM KH3HH, II03TOMY TpebyeT
HEOTVI0KHOH Tepanuu. ONTHMAIBHOIO
aedyennss KA®C une paspadorano. KA®C
NpeAcTaBJIsieT 001eMeJUIIHHCKYI0
npooaemy. IlpuBoauTtcs onucanue

6 manMeHTOK ¢ KatacTpoduyeckoii
(opmoii anTuPOCPHOIUNUIHOTO CHHAPOMA
(KADC), nadmopapmuxes ¢ 2001 no

2012 roa. Odcy:xnawTcs MOJIeKYJIsIpHbIE
MEXaHHM3MbI IATOr¢He3a U Pa3HOO0pa3HbIe
aKyllepcKHe U He aKyllepcKHe
nposiBiiennss KA®C. OnucbiBaeTcs
NepBblil B MHPe Ci1y4Yail BeleHus
0epeMEeHHOCTH U PO/IOB Y *KEHIINHBI,
nepeHeciueii B anamuese KA®C. Onucanbl
nyta npopuiraktuku KADC.

m KinoueBble ciioBa: GepeMEHHOCTS;
0EepEeMEHHOCTH OCIIOKECHHUS;
aHTU(OCHOTUIHUIHBIA CHHAPOM; TPOMOO3HI.

Karactpoduueckuii antudochonunuanasiii cungpom (KADC,
CHHApPOM AIIepcoHa) sBIseTCs Hanbomee Tsokenond Gpopmoil an-
tudochonunuaHoro cuapoma (ADPC). OH nposiBiseTCS MHO-
JKECTBEHHBIMH TPOMOO3aMH )KM3HEHHO Ba)KHBIX OPraHOB M pas3-
BUTHEM CHHIpOMA IMOJUOPIaHHOM HEIOCTAaTOYHOCTH Ha (hoHe
BBICOKOTO TUTpa aHTU(hochommnuauaex antuten (ADA) [1, 17].
OTOT CHHAPOM HOCUT UMl cuHApoMa PoHanbaa AmepcoHa, Ko-
TOphlil B 1992 r. BnepBbie BBEN B KIMHUUYECKYIO MPAKTUKY TEp-
MHH KADC [6]. Xota KADC passuBaercs MeHee ueM y 1 % u3
Bcex nanueHToB ¢ ADC, oH ABISETCS YTPOKAIOLINM KU3HHU CO-
CTOSTHUEM M TpeOyeT HeOTIOXKHOH Tepanuu. JleTanbHOCTh NpH
KA®C pocturaer 50% [3]. HecmoTpa Ha TO, 4YTO M3YyUYEHUIO
KA®C B nocnennue rofpl yaenseTcs NpUCTAIbHOE BHUMAaHHUE,
yacto KA®C He quarnoctupyercs 1, CIe10BaTENbHO, HE IPUMe-
HAIOTCSI PEKOMEHAYeMble MEeTOAbl Tepanuu. Benymeil 3azaueit
Ha HACTOAILIEE BPeMsl CTAHOBHUTCS U3yUYEHHE ITUOJIOTHUH U MATO-
reHe3a 3TOro COCTOSHUSL.

AunarHoctnka KAPC
bonbioe 3nauenue ans noHumanus natorene3a KADC coi-

rpano yupexaenue B 2000 rony Ha EBpomeiickom ¢opyme 1o

aHTU(GOCPOTUNUIHBIM AHTUTENAM U aHTHUPOCHOIUIHAHOMY

CUHJpoMYy MexayHaponHoro perucrpa KA®C, koropslil npen-

craByieH B cBoOonHOM noctyrne B Unateprere (http:/www.med.

ub.es/MIMMUN/FORUM/CAPS.HTM). Ha wutonsr 2010 roma
perucTp cozaepxkan mHbopMauoo o 282 manueHTax, NepeHec-
mux KADC.

Hns obneruenus nuarnoctuku KA®C u BO3MOXHOCTH Kak
MOXXHO OoJiee paHHEro Hayajla TE€palnuHu BO3HUKIA HEOOXOIH-
MOCTb B CTaHAapTU3aLUU AuarHocTudeckux kpurepues KADC.

Kpumepuu xnaccugpuxayuu KAPC

10-#f Mexnynaponusiii Konrpece no antudocdonunugHomy
cungpomy B I. Taopmuna (Cununus, 2002) [5].

1. KnuHuveckue mposBICHUS OKKJIFO3UU COCYJIOB TPEX HIIH 0O0-
Jiee OPraHOB U CHCTEM OpPraHoB.*

2. Pa3BuTHEe KIMHHYECKUX MPOSBICHUN ONHOBPEMEHHO WU C
IPOMEKYTKOM He Oosiee 1 Hememnw.

3. I'mcromormyeckoe MOATBEPKACHUE OKKIIFO3UU COCYJIOB METIKO-
ro kanuOpa, Mo MEHbIIeH Mepe, B OTHOM opraHe.**

4. Ceponorudeckoe monreepxacHue Haauunss ADA (BorrgaHOY-
HBIH aHTUKOarynsaHT (BA) u/unu akrukapauononuust (aKJI) n/
WM aHTUTeNa K Oeta2-rinukonportenny I (anTu-pf2-GPI)). ***

*  Jlnar€os TpoM003a IOYEYHBIX COCYIOB YCTAaHABIHBACTCS MPH yBEITHUCHUN
YPOBHS KpEaTHHHHA B CHIBOPOTKE B 2 pa3a, apTepHATBHON THICPTEH3UH
>180/110 MM pT. cT., mpoTenHypuu > 500 Mr/CyTKH.

** JIpW THCTOJOTHYECKOM HCCICIOBAHUH BBISBIAETCS TPOMOO3, XOTS MOXKET
00Hapy>KMBAaThCA U BACKYJIUT.

***Ecnu panee auaruno3 AOC He cTaBHIICS, AN CEPOIOTHIECKOTO MTOATBEPK-
neHus: HeoOxoanmo BeisiBiacHHEe ADA, Mo MeHbIIEH Mepe, B 2 clydasx ¢
UHTEpBAJIOM He MeHee 6 Hezenb (He 00513aTeNbHO BO BPeMs KIMHUYECKUX
MPOSIBIICHUI).
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Huarnozy KA®C cooTBETCTBYET HAIMYHE BCEX
4 yxa3aHHBIX KPUTEPUEB.

Huarnoz KA®C oneHuBaeTcsi Kak BEpOSTHBIN
pu 00HapY KeHHH:

Bcex 4 KPUTEPHUEB C BOBJICUEHUEM 2 OPTaHOB MIIH

CHCTEM OpPTr'aHOB;

2. Bcex 4 KpuTepHeB NPH HEBO3MOXKHOCTH Jabo-
patopHoro mnoarBepxkaeHus Hanuuusa ADA no
UCTeYeHUH 6 HEAENb IOCIe TONYUYCHHUS MEPBBIX
MOJIOKUTEIBHBIX J1a00PaTOPHBIX PE3yIbTaTOB (B
cllydae paHHEH CMEpTH MAaIlMeHTa C HEyCTAHOB-
JNeHHBIM paHee quaraozom ADC);

3. 1,2, 4 (ecnu OKKITIO3UIO MEJIKUX COCY/IOB HEBO3-
MOYHO IOATBEPAUTH TUCTOIOTHYECKH);

4. 1, 3, 4 (ecnu TpeTUl U301 pa3BUBACTCS MO3XKE
OJTHOM HEZIENHU, HO B TE€YEHHE IIEPBOro MecsIa Mo-
CJIe BTOPUYHOTO MTOPaXXEHU s, HECMOTPS Ha aHTH-
KOaryJIssHTHYIO TEPaIuio).

K coxanenuto, 6onplIoe KOIMYECTBO CIIydaeB
KA®C ne duxcupyercs BBUIY HEAOCTATOUHOHU Ce-
POJIOTHYECKON JUArHOCTUKH M OTCYTCTBUS 3HAKOM-
CTBa Bpaueil ¢ JaHHOH MaTOJIOTHE.

KnunHnyeckmne npossneHna KADC

KA®C B 50 % cny4aeB pa3BuBaeTcst Ha OHE mep-
BuuHOTO ADC, y 14 % nanueHToB — BTOPUYHO NpU
cucreMHoi1 kpacHoi Bomdanke (CKB),ay 3% — Ha
¢done apyrux 3a0o0JeBaHUI COCTUHUTEILHON TKaHU
(peBMaTOMIHBIN apTPUT, CKIEPOAECPMUS, CUCTEMHBIN
Hekpotusupytomuii Backynut). KAD®C pa3BuBaercs
KaK y >KEHIIMH, TaK ¥ MY>KYHH, U XOTS Y KEHIIUH OH
HaOmromaeTcs B 2 pa3a yale, TeUeHUE U HCXOBI XyXKe
y My>k4rH. CpeiHui BO3pacT NalieHTOB COCTABISAET
37 ner (ot 7 no 76 ner). B 45% cnygaes KADC sB-
JSIeTCs TIEPBBIM MPOSIBIICHHEM 3a00JIeBaHuUsI.

[Ipu KA®C 3a KOpOoTKMH MpOMEXYTOK Bpe-
MeHH (B TEUYEHHE HEHETH) IMPOUCXOOUT Pa3BUTHE
MHO)KECTBEHHBIX TPOMOO30B Pa3IMYHBIX OPTaHOB.
B mpoTHBOMONIOKHOCTH  HEKAaTacTPOPUUECKOMY
A®DC nabmogaeTcss MHOXECTBEHHAsI OKKITIO3US CO-
CYIOB MEJIKOTO KaimOpa (XOTS MOTYT BOBJIEKATHCS
u Oonee kpynHsie cocynbl). [Tomumo KAD®C, cun-
JIpOM TPOMOOTHYECKOH MHUKPOAHTHOIATHH XapaKTe-
peH ans TpoMOOTHUECKOH TPOMOOLUTONEHUYECKOH
MypIyphl, TEMOJIUTHKO-YPEMUYECKOTO CHHAPOMA,
JABC-cunnpoma n HELLP-cunapoma. [ns KA®C
HauOoJee XapaKTepHBI IOYEYHBIC, JIETOYHBIE, Iie-
peOpanbHble M TaCTPOMHTECTUHAIBHBIE TPOMOO3HI.
Yacto BcTpevarorcest arunuynble 1t ADC tpombo-
3bl: HAATOYEYHUKOBBIE, CEJIE3E6HOUHBIE, TECTUKYIISP-
HBIE, STUYHUKOBBIE, KOXKHBIE, TPOMOO3BI OKETY10Y-
HOW JKeJie3bl, MPEeACTaTeNbHON Kele3bl; TPOMOO3bI
MOTYT JIe)KaTb B OCHOBE pa3BUTHsA OECKaMEHHOTO
xonenuctuta, 5138 XKKT. Hekpo3 kocTHOrO Mo3ra sB-
JIeTCSl PEIKUM OCJIOKHEHHEM, KOTOPOE OMHUCAHO Y
MAIMEeHTOB ¢ MeTacTaTn4ecKuMu omyxoinsmu, JIBC-

CHUH/IPOMOM, Pa3BUBIIMMCS IOCIE Pajuo- WM XU-
MHOTEpanuy, y MallUeHTOB C CENTUYECKUM IIOKOM.
Tenepr 5TOT CIMCOK MOMOIHEH €IIe U COOOIIEHUSIMU
0 pa3BUTUH HEKpo3a kocTHoro mosra npu KADC.
VY nebonpmoro uncina nauueHToB ¢ KADC paszsu-
BalOTCA TPOMOO3bl KPYIHBIX COCYIOB (BEH HMKHUX
KOHEYHOCTeH, TpoMOO03bl KOPOHAPHBIX U IiepeOpaiib-
HBIX apTepHil), T. €. MPOSABJICHUS, XapaKTepPHbIC IS
knaccuueckoro AMC. XapakTepeH penuanB TPoM-
0030B HECMOTPSI Ha aJIeKBaTHYIO aHTUKOATyJISTHTHYIO
TEepaIuIo.

B pesynbrare TpoMOOTHYECKOH MHKpPOBACKYIO-
NaTHU Pa3BUBAETCS CHHAPOM OCTPOM MMOTMOPTaHHON
HEeOoCTaToyHOCTH. KNMHUYEeCKH 3TO MOXKET MposiB-
nsaTees natonoruet LIHC, Bkirouas crymnop, nezopu-
EHTalMIo, Mapalndy, pa3BUTHEM HaIMOYEYHHUKOBOU
HenocrarouHoctu (y 13 %), ApIxaTenbHOM HEnocTa-
TOYHOCTH, WHpapkTa Muokapaa (y 25%) u XKKT.
XapakrepasiM cuMntToMoB KADC sinsieTcss pa3Bu-
THE OCTPOT0 PECIHUPATOPHOTO IUCTPECC-CHHApPOMA
(OPIC) (B 25% cuyuaeB). OOHapyxkenue ADA B
OpOHXO0ATLBEOJIIPHOM KHUIKOCTH MOATBEPIKIACT ay-
toummyHHyt10 ipupony OPIC [12]. [IpakTtudecku y
80% manueHToB MOPa)KaIOTCS MOYKH C Pa3sBUTHEM
IIOYEYHON MUKPOAHTHONATHH U OKKIIFO3UEH MEJIKUX
cocynoB. Yacto (B 60% ciy4yaeB) BBIABISAIOTCS H
CUMIITOMBI MOPAKEHUsI TOJIOBHOTO MO3ra (WHCYIIBT,
TpPaH3UTOPHbIE MHIIEMHYECKHE aTaku, CyIOpOrH,
KOMa), OTHAKO MHUKPOTPOMOO3BI COCYZIOB TOJIOBHOTO
MO3ra MOTYT pa3BHUBaThCs Tropasfo 4aile, YeM 3TO
JUAarHOCTHPYETCS, U MOTYT OBITh MPHUYMHON pa3BU-
tust sHIeanonaruu npu KADC. Bonee yem y nono-
BUHBI arueHToB ¢ KAD®C HabmonaeTcst mopakeHue
cepaua. B GoipmMHCTBE ciy4yaeB OHO MPOSBISETCS
pa3BUTHEM A0PTAJIbHON M MUTPAJIBHOW HEAOCTATOY-
HOCTH, KOTOpbIe MO C(OPMHUPOBATHCS paHee Ha
¢one CKB uimu ADC.

KA®C B akyLuepckon npakTuke

Bnepuoac 2001 mo 2012 rogMbl BEISIBUIN 1 00CIIe-
nosanu 17 manmenTtok ¢ KADC. [IpoBonupyromumu
(hakropamu pazeutus KADC B JaHHBIX CUTYaIUsX
SIBUJIMCh TSDKETIBIA TecTo3, WHpEeKIHus (ITHEBMOHUS,
CeNCHC), ONEepaTUBHOE BMENIATENIbCTBO, YMEHbIIIE-
HUE J103bl aHTHKOATYJASHTOB, ponbsl. HecMoTps Ha
teparmuio KADC 3akoHumics ¢araabHO Yy OIHOMN
MAIMEeHTKH, y KOTOpPOH IIOMMOpraHHas HeHocTa-
TOYHOCTH pa3BWJIaCh Ha (POHE TSHKEIOTo recrosa,
OCJIO)KHEHHOTO OTCIJIOMKOH MianeHThl. AKylepcKue
OCIIO)KHEHUsI B aHaMHe3€ ObUIN BBISIBIICHBI y Beex 17
narueHTok (100%): cuHgpoM moTepu miona — y
13 manumeHToK, TSXKENbld recto3 — y 14, npexaes-
peMeHHBIE POALl — Y 7 MAaUMEHTOK. Y 7 MallUeHTOK
OTMEUYAINCh TPOMOOIMOOTHUIECKHE OCIOXKHEHUS B
aHamHe3e: Tpom003 ryookux BeH (TI'B) HmxHUX
KOHEYHOCTEH Mocje pOIOB y OAHON MAIMeHTKH U
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peunguBupyomuid TI'B ¢ unTepBanom B 2 roga Ha
(oHe mpuemMa OpaIbHBIX KOHTPALIEITUBOB Y Ipyroi
MAlMEHTKH, Y 3 >KeHUIMH —  HiIeodeMOopanbHbIN
TpoMOO3 BO BpeMs MPEABIAYIINX OepeMEHHOCTEH, Y
3 KEHIIMH TMOCJIe MPEeIbIAYIIHX MPEXIESBPEMEHHbBIX
POIIOB pa3BUIICS OCTPBI TPOMOODIEOUT MOIKOKHON
BEHHI Oernpa.

KA®C 6b1u1 1a60paTopHO HMOATBEPXKIEH y BCEX
ManueHToK. BA BBISIBICH y BCeX MalMEHTOK, aHTH-
tdochomununueie antutena (Pocharummicepun
(®C), docharununosas kucnora (PK), docharu-
muHo3uton (PU), kapmuonunua wim nudocda-
tuaunruanepon (KJI)) oorapyxens! y 11 narueHTOK
(64,7 %), antu-p2-GPI — y 13 mammentok (76,5 %),
aHTUTeNna K MPOTPOMOMHY — y JABOMX MAaIlMEHTOK
(11,7 %). 2 maneHTKH yMepix OT IIOJIMOPTaHHOM He-
nocraroyHocT. Y omHoit Obin mebror CKBuepes 5
JIET TOCJIe POAOB U PEUUAUBHPYIOIINX TPOMOO30B.

VY Bcex MalLMEeHTOK ObUIO MPOBENEHO 00cIieno-
BaHHE Ha NpeIMeT HAJINYMS T€HETHYEeCKHX (opM
TpoMOoduuu. I'enernueckue ¢Gopmbl TpoMOODH-
nuu ObUTH BEISBICHB! Y Beex 15 manmenTok (100 %).
OOHapy>KeHbI: TeTepo3UroTHas GopmMa MyTalul Me-
tuneHTerparuapadonarpenykrassl MTHER C677T
(20%), rerepo3uroTHas MyTalus B T€HE MPOTPOM-
ouna G20210A, momuMop¢du3M TeHa HHIHOUTOpa
akTuBaTopa mnasmuHorena PAI-I 675 4G/5G PAI-1
(40%), rerepo3urotHas ¢opma nonuMopdusmMa —
455G/A rena OGera-pubpunorena (40%), romos3u-
rotHast ¢popma nonumopdusma I/D B reHe TkaHeBo-
ro aktuBaropa rurazmuHoreHa t-PA (20 %), a Taxxke
reTEepO3UroTHhIE (HOPMBI  MOTUMOP(U3MOB TEHOB
aHrMOTeH3MH-TIpeBpamatomero ¢epmenra (AllD)
I/D (40%), tpomOGouuraproro penentopa GPla
807C/T (80%), anruorensunorena 704C/T (20 %).
OTMeuanoch CyIIECTBEHHOE CHIDKEHHE (QYHKIHMN
nporenHa C 1 MeHee BBIPaKEHHOE CHIDKEHHE YPOB-
Hs anTuTpoMOuHa 11I. MynbTireHHsie GopMbI TPOM-
6o¢unun BeisiBIeHbI B 60 % ciryyaes.

Mpbl npeacTaBisieM KIMHHYECKUH cilydail Bene-
HUS OEpPEeMEHHOCTH, POIOB M IOCIEPOJOBOIO Ie-
puoja y NalueHTKy ¢ nepeHeceHHslM panee KADC.
B MupoBoii nuTeparype Mbl He BCTPETHIIN OITUCAHUS
OepeMEHHOCTH Yy JkeHIIHH, nepeHecmux KADC. Tem
Ooutee, emie He ObUIM pa3padOTaHbl PEKOMEHAALNH 110
BEACHHUIO T€CTALIMOHHOTO IMpolecca Y MaUeHTOK C
nepeHeceHHbIM KADC.

[MamuenTka C., 23 et oOparunack 3a KOHCYJIbTa-
el B Hamry kauHuKy 19.05.2005 mpu cpoke Gepe-
menHoctu 10 Henemnn.

W3 anamHe3a U3BECTHO, YTO MAIIUEHTKY C FOHOCTH
0eCITOKOAT TONOBHBIE OONH, PE3UCTEHTHBIE K CIIa3-
MonuTHKaM U aHanbretukaMm. Ocenbto 2003 1. BO3-
HUKJIM 3MU30[bl PE3KOTO CHIDKEHHS MaMsATH, Hepe-
XOISIIMe HApYIICHHS 3PEHUs], CyIOpOTH; B JeKadpe
2003 r. Ha KOXe€ PYK, HOT, TpyaH, )KUBOTA MOSIBUIIOCH

ceTdaroe JuBeno. B 3To ke Bpems pa3Buiach Kiu-
HUYEeCcKash KapTuHa Tpom003a MIyOOKMX BeH MpaBon
rosieHu: OOJIE3HEHHOCTh U OTEK B 00NacTH MpaBon
roneHu. beutn mosydeHsl oTpuLaTeNbHbIE pe3yibTa-
ThI TECTOB Ha Hanuuue BA c symom ramgioku Paccena
Y aHTUKapJIUOJIUIMHOBBIX AHTUTEN, OIHAKO B BBI-
COKOM THTpe ObLIM BBISBIEHBI aHTUTena K IgG, k
B2-rmuxonpotenny I (90 Ex/mn mpu HOpMe MeHee
10 Exa/mi). Ha ocHOBaHWM KIMHHYECKOW KapPTHUHBI
nopaxkenns: LIHC, Tpom6o3a rm1yOoKux BeH mpaBoi
TOJICHH, HAJIMYMsl CETYaToro JIMBEAO W Jaboparop-
HBIX KpUTEpHEB (BBICOKHE THUTPHI aHTHTEN K [32
mukonporendy ) Obu1 mocraBneHn auarHo3 ADC.
IIpoBomunace Tepamus ¢ MPUMEHEHUEM aHTHKOAry-
JITHTOB Y aHTUATPETaHTOB.

B sanBape 2004 BHe3almHO BO3HHKIIO pPE3KOE
yYMEHbIIIEHHE KOJMYeCTBa MOYH, pa3BUiIach remMary-
pust. [losiBuiiach 601€3HEHHOCTH B 00J1aCTH HOCOBOM
MIEPErOPO/IKH, HOCOBbIE KpOoBOTeueHUs. bbul auarno-
CTHPOBaH aceNTHYECKUI HEKPO3 TOIIOBKH OeIpeHHON
kocTd. OTMEYanoch yCuiIeHUe TOJIOBHBIX O0JIEH, STIH-
30716l IE30pUEHTAINH, PE3KOE CHIKEHHNE aMSITH.

Kpome Toro, nposiBlIeHUSIMH CUCTEMHOTO BacCKy-
JUTa y JJAaHHOM MallMeHTKU SBUJIOCH Pa3BUTHE CHH-
npoma PeitHOo, TpoM0O3a COCYZOB TJa3HOTO JHA U
CIIM3UCTOM 000JI0YKH HOCA, TIOPAKEHHSI KOXKHU B BUIC
ceTyaroro juBeno. Takum oOpa3oM, y MallMeHTKH Ha
¢one neppuuHoro AOC B TEUCHUE HECKOIBKUX JTHEH
pa3Buiach KJIMHHYECKas KapTHHA MHO)KECTBEHHBIX
TPOMOO30B C (HOPMHPOBAHHEM TOJHOPIaHHOW He-
JIOCTAaTOYHOCTH, BKIoyaromeil mnopaxenune I[HC,
pa3BUTHE OCTPOUN MOYEUHON HETOCTATOYHOCTHU U Te-
MaTypuu BCIEICTBUE TPOMOOTHUECKOH MUKPOAHTHO-
MaTHM, Pa3BUTHE ACENTHYECKOTO HEKpO3a TOJIOBKH
OenpeHHON KOCTH. B naHHOM ciyuyae MOXHO TOBO-
puTth 0 pasBuTu KADC y nanueHTky ¢ NepBUYHBIM
A®C. Kpurepusamu nuaraoza KADC sBuiock pas-
BUTHE MOJIMOPTaHHOW HEJOCTATOYHOCTH 32 KOPOTKUM
MIPOMEKYTOK BpeMEHH (MeHee OTHOM HeJleNn) y Maliu-
€HTKH C paHee yCTaHOBJIEHHBIM JuarnozoM ADC.

IIpoBomuioce  JledeHHE  KOPTUKOCTEPOUIaMH
BHYTPb B MakcUMallbHOH o3¢ 30 Mr/cyT B TeueHHe
MecsiIa, ObITO MPOBENIEHO 2 CeaHca «IyIbC»-TeParin
Meturpenom 1o S00 Mr B TedeHUE TPEX JHEU OAPSIA
B coueTaHuu ¢ nukiodocdanom B 1o3e 800 Mr oHO-
kparHOo. Haznauena tepamus: Tpom60ACC, KiekcaHn
B 03¢ 60 Mr/cyT B TeueHHe 6 HelEeNb C MOCIenyIo-
MM TIepexofioM Ha Bap(apvH MpH MOJACPKaHUU
MEXIyHApOJHOTO HOPMAJIM30BaHHOTO OTHOLICHHS
(MHO) B npenenax 2,0-3,0.

B sxeHCKOI KOHCYNBTAIH MAIMEeHTKE ObLIO Mpe-
JIO)KEHO TpepBaTh OEPEMEHHOCTh B CBSI3U C HAJMYU-
em KA®C B aHamHe3e ¢ pa3BUTHEM IOJHOPTaHHOM
HemocTaroyHOCTH. OJHAKO B CBSI3U C HACTOMUYUBBIM
JKEJIAaHWEM TAIMEeHTKH U ee ONM3KHX COXpaHWTh Oe-
peMeHHOCTh OoJbHAsI ObLIA KOHCYIFTHPOBaHA B Ha-
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nield KIMHUKE, CIeHUaIN3UpPYIOeics Ha 3yuYeHUN
po0OJIeM reHeTHIeCcKuX TpoMOodmuii, antudocdo-
JIUMUIHOTO CUHApoMa, BKItouast KADC

[Ipu oOcenoBannu oOpaiaino Ha ce0s BHUMaHHUE
MOBBIIIIeHHE ypoBHsI D-auMepa 10 3 MKr/mil, 94To B 6
pa3 IpeBkIaeT HopManbHble 3HaYeHus (0,5 MKT/mir)
U CBUJETEIBCTBYET O YPE3BHIYANHO BBIPAKCHHOM
COCTOSHMM Tunepkoarysiunud. OTMedansoch OTCyT-
CTBHE MOJIOKUTEIHHOHN MPoOBI Ha BA ¥ HOpMaITbHBIH
YPOBEHb aHTUKAPAHOIUIIMHOBBIX aHTHTEN. He Obu1o
BBISIBJICHO aHTHUTEN K aHHEKCHHY V W NIPOTPOMOH-
Hy. OOHapy>XEHO MOBBIIICHUE TUTPA aHTUTEN K [2-
mmkonporenny I no 16 Ex/mn. Kpome toro, Obuio
BBISIBJICHO MOBBIIICHUE YPOBHS TOMOLMCTEHHA [0
30 MMomIB/1 IpH HOpME MeHee 15 MMOJIB/11.

[Ipu uccnenoBaHMM HAa HANWYME TEHETHYECKUX
¢dopm TpomOodumnu myrauuu FV Leiden u nomnm-
Mopdusma rera nporpombuHa G20210A BbIsSIBIECHO
He Obw10. beuin 0OHapykeHbl reTepo3uroTHas ¢Gop-
Ma mytauuu MTHFR C6777T, rerepo3urotaas ¢op-
Ma nonumopdusma I/D B reHe ¢-PA, reTepo3uroTHas
(hopma nonmumopduszma B rene PAI-1 (675 4G/5G), B
rene Oera-gudpuHorena (—455G/A) u B rene Qak-
topa XII, a Taxxe B reHe mmkonporenHa GP-Illa
TpombouuToB (1565 T/C).

beut mocraBneHn guarHo3: OepemeHHOCTH 10
Hezlenb Ha (DOHE OTATOIIEHHOTO aHamMHe3a (KaTa-
crpodudeckas gopma aHTU(HOCHOIUIUIHOTO CHH-
JIpoMa C TOJIMOPraHHOW HENOCTaTOYHOCTBIO M He-
KpO30M TOJIOBKH OEIPEHHON KOCTH), COYeTaHHAas
dbopma TpoMmOOduIMU (CoueTaHHE MPUOOPETEH-
HOW W HacleACTBEHHOH Qopmbl TpoMOoduIum),
THIIEPrOMOLMCTEHHEMHUS.

Bouto mpuHATO pemeHue OUEeHHUTh 3(dEeKTHB-
HOCTh AQHTUKOAryISHTHOH, aHTHOKCUAATHOH W BH-
TaMHUHOTEPAIllUK B NIEPBOM TPHUMECTpe OepeMeHHO-
ctu. bruta HasHauena Tepamus: Qonuesas KUcIoTa
(4 mr/cyT), Mmarae B6, omera-3 monMHEHACHIIIICHHEIC
KHUPHBIE KHUCIIOTHI, KIEKCAH MOJ KOHTPOJIEM ypPOBHS
D-nmumepa. HawanbHas no3a KiekcaHa COCTaBWIIa
60 Mr/cyT, a MakcuMabHas CyTOYHAs J103a KIeKca-
Ha — 90 mr/cyT. DpQeKTUBHOCTh Tepanuu OLCHH-
BajIack 1o ypoBHI0 D-n1umepa u coCTOSHUSI MaTOYHO-
IUTALEHTaPHOTO KPOBOTOKA IyTEM JIOIJICpOrpaduH.
Vike uepes Heeo ypoBeHb D-1uMepa CHU3HICS 10
1,5 Mkr/min. Hapymenus kpoBoTOKa Marepy M 1iona
BBISIBIICHO HE ObLIO. B CBS3M ¢ BO3MOXXHBIM pa3BH-
THUEM TelapuH-UHIYIUPOBaHHON TPOMOOIUTONICHUH
MIPOBOAMIACH MTOCTOSIHHAS OLIEHKA KOJIMYECTBA TPOM-
OonuToB. 3a BeCh MEpHOJ NPUMEHEHHS KIIEKcaHa
MPU3HAKOB TeNapUH-UHIyIUPOBAHHOH TPOMOOLIUTO-
MIEHUH OTMEYEHO He ObUT0. B CBs3M ¢ TeMm, uTo yke K
10-My mHIO Tepanuy HaOMIOAAIOCh CHIKEHHE YPOB-
Hs D-guMepa 10 HOpPMaNbHBIX 3HAYE€HHH U OTCYT-
CTBOBAJIM MPU3HAKH NATOJIOTUH MJI0Aa, ObIIO MPHHSA-
TO pelIeHUe O MPOJIOHTUPOBaHNHU OepemeHHocTH. Ha

(oHe TPOBOIUMON Tepanmuu OepeMEHHOCTh MPOTe-
Kana OmaronpusTHO, Oe3 ocnoxunenuit. Ha 39-40-i
HeJese OepeMEeHHOCTH OBbLIO IPOM3BEICHO POAOPas3-
peleHne myTeM KecapeBa cedeHus. Omepanus mpo-
na 6e3 ocIoKHEHHH, 0e3 Ype3MepHON KpOBOIIOTE-
pu. Uzeneuen pedenok Becom 3050 r poctom 50 cm,
9 GaynoB mo mkaie Anrap. 3a IBoe CyTOK JI0 omepa-
UM /1032 KJIeKcaHa Oblla yMeHblneHa 10 60 MI/cyT.
[Mocnenuss nHBbEKUUS KileKcaHa Oblla MPOU3BEICHA
3a 24 ygaca g0 omepanuu. Tepamnusi KJIeKCaHOM ObLia
BO300HOBIIEHa yepe3 3 yaca Mmociie onepauy B 03¢
30 mr/cyr. [Tocne onepanuu B TedeHUE 2 CYTOK ObLIa
NPOJOJDKEHA Tepanus KIeKcaHoM B Jjo3e 30 Mr/cyT ¢
NOCTIEAYIOUIMM TepexoaoM Ha 103y 60 Mr/cyT B Te-
YeHue 6 HeJleTb ¢ MOCIEYIONNM IIEPEX0IoM Ha Bap-
¢apun (uenesoe MHO 2,0-3,0 ¢ koHTpoJIeM ypOBHS
D-numepa).

MNatoreHes KA®C

Ha ceropnsmHuii 1eHb KpUTEPHUAMH aHTU(OC-
(hoNMMIUIHOTO CHHAPOMA SIBIISIIOTCS BEHO3HBIC W/HIN
apTepualibHbIe TPOMOO3bI H/WJIH aKyIIEPCKUE OCIIOXK-
HeHus (OAMH WK OoJiee ciydacB BHYTPUYTPOOHOH TH-
0enn MOp(OIOTUYECKH 30POBOTO TUIO/A TIPH CPOKE
recrauuu 6onee 10 Henenb, oAuH WK OoJiee Ciryyaes
NPEKAEBPEMEHHBIX POJOB MOP(HOIOTHUECKH 370pPO-
BOTO IUIOJIA TP CPOKE MeHee 34 Henenb Py HATUIUU
TSDKENOH (pOpMBI recTo3a MM TIalleHTapHON HelocTa-
TOYHOCTH, 3 ¥ O0Jiee CIIOHTaHHBIX a00pTa MPU CPOKE
Mmenee 10 Hezresrb GEpEMEHHOCTH IIPU OTCYTCTBHUE aHa-
TOMHYECKUX MaTOJIOTHH MaTKU, TOPMOHAJIBHBIX HapY-
IIEHUI ¥ XpOMOCOMHBIX aHOMAJIMH y OTIa U Marepu)
B COYETAHHH C JIADOPATOPHBIMH KPHTEPHUSIMU: TPOM-
OonuTONIeHNEH, MONOXKHUTENBLHBIM TECTOM Ha BOIYa-
HOYHBIH aHTHUKOArysHT (BA), aHTUKapAHOIUIIMHOBbIE
anrurena (aKJI) nnm anTrTena k B2-mukonpoTenty |
(B2-GPI) [9, 8, 32]. ArTudOochomTUNHUIHbIC aHTUTETA
B3aUMOJICHCTBYIOT ¢ (hOC(ONUIUIAME OpraHU3Ma He
HAaIpsMYIO, a MPU YYaCTUH CTICHU(DUIECKUX MMOCPEa-
HuKoB. Takumu nocpeanukamu ciyxar 32-GPI, a tak-
e MPOTPOMOMH, €CTECTBEHHBIC aHTHKOATYJISHTHBIC
(haktops! (potenH C, NpOTEUH S, TKAHEBBIN aKTHBA-
Top 1a3MuHoreHa (t-PA), anaexcun V [13] (Tabm. 1).

Bo3zHukaer Bompoc: ¢ 4eM CBSI3aHO MTHOBEHHOE
nporpeccupytomiee pazputue KA®C? Bens nonrue
TOJIbl y MAIIMEHTOB BO3MOXKHA JIUIIb O€CCHMITTOMHAS
OUPKYIALIUS aHTHPOCHOTUIUAHBIX aHTUTEN IPH OT-
CYTCTBHU KIIMHUYECKUX MPOSIBIICHUH.

CornacHO Tak Ha3bIBAEMON TEOPUHU «IBOWHOTO
yaapa», AJs PasBUTHUS PacHpOCTPAHEHHOHW MHUKpO-
BACKYJIONIATHUH, aKTUBALIMHU DHAOTEIHS U MACCUBHOTO
BBIOpOCa UTOKMHOB, XapakTepHbIX 1i1st KADC, He-
00X0IMMO BO3ICUCTBHE JOMOIHUTEIBHOTO OHOIO-
rudeckoro (hakropa.

Pasznuunble mpoBouupyromue (HakTopbl BBISB-
neHbl Oosiee ueM y 45 % mnanuentoB ¢ KADC [7].
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MexaHH3MbI IATOTeHETHYECKOH aKTHBHOCTH ADA

Tabnuya 1

I'ymopanbpHbie

Kierounbie

Pe3ucTeHTHOCT K aKTUBHPOBAHHOMY TIpoTenHy C
VYruetenue akTuBHOCTHU npoTenHa C u S

Hapymenue 6ananca npocTaunkiIMHa/TpoMOokcana A2
YrHeTeHue akTUBHOCTH aHTUTpoMOuHa 11

VYBenuueHne CHHTE3a HHIHONTOpa aKTUBATOpa IIa3MHUHOTeHa
PAI-1

VYruerenue pubpuHOIM3A

VBenuueHne CHHTE3a 3HAOTENHHA- |

AKTI/IBaLIl/Iﬂ CHCTCMBbI KOMIIJICMCHTA

AKTHBaNys OKHCIICHUS JINIIONPOTEHHOB HU3KOH IIIOTHOCTH
(JITTHIT)

DHAOTENH COCYI0B:
*  afomnTo3 3HAOTEIHOLHUTOB;
*  IKCIPECCHUs KICTOUHBIX MOJIEKYJI a[Ire3HH;
* IPORYKUMS MPOBOCTIANUTENBHBIX MUTOKNHOB (TNF-a,
IL-1b, IL-6), morOIIMTApHOTO XeMoarTpakrara (MCP-1);
* skchpeccus TkaHeBoro dakropa (TF);
* Jerpaganusi TpoMOOMOJYITHHA;
*  BBICBOOOXJIEHUE YACTHUI] SHIOTEIHOLUTOB;
» akcnpeccus cuaterassl NO (iNOS)
TpoMOOLIUTEI: aKTHBALIUS
Mownouutsl: uagykuus TF

B kadectBe Takoro (haktopa B OOJIBIIMHCTBE CIIydacB
(40%) BeIcTynaer ungekuus. Kpome toro, nmposo-
mupyommM dakropom st pazsutus KA®C moryr
CTaTh XUPYPrUUeCcKUe BMeIATe]IbCcTBA (HAalpuMep,
THCTEPIKTOMHUSI, KECApeBO CEYEHHE, XOJCIHUCTIKTO-
MUs), B TOM YHCIIEe Aaxe HeOOJNbIIMe (IKCTPAaKLIUs
3y0a, peTporpagHas XoJeuucTomaHKpearorpadus,
KIOpETaX MaTK{, OMOICHs), OTMEHA aHTHKOATYIISIT-
HOB, HCIIOJIb30BAaHUE HEKOTOPBIX JIEKapCTBEHHBIX
IpenaparoB (Yaie BCEro OpajibHbIX KOHTPALCNTH-
BOB), OHKOJIOTHYECKHE 3a00JIeBaHuSI.

Bonpiioe 3HaueHNE UMENO OTKPBITHE CBSI3U MEXK-
oy aHTudochOIMIUIHEIM CUHAPOMOM M WH(EKIHU-
OHHBIM TponieccoM. OHUM K3 MEXaHU3MOB Pa3BH-
st KAD®C MoxeT ObITb MOJICKYIApHAs MUMHUKpPUS
[8, 34]. IlokazaHo, 4TO LENBINA PsA MUKPOOPTaHU3-
MOB COZIEPKUT B TEHETHUECKOM MaTepuae mociie1o-
BaTeJIbHOCTH, TOMOJIOTHYHBIE NIOCIIEA0BATEIBHOCTAM
B caiire cBs3biBanus P2GPI ¢ pochomumuoamu [11].
Takum 0Opa3om, B OTBET Ha BHEIPEHUE B OPraHU3M
WHQEKIMOHHOTO areHTa BO3MOXKHO 00pa3oBaHHE
aHTUTeN, nepekpectHo pearupyromux ¢ B2-GPI, T
€. BO3HUKAET PEaKTUBHOCTH 10 OTHOIIEHHIO K COO-
CTBEHHBIM CTPYKTypaM OpraHu3ma. OTOT BOIIPOC
TpeOyeT NalbHEeHIIero N3yuYeHHs B CBSI3HU C LTMPOKUM
pacnpocTpaHeHHEM BUPYCHBIX U OaKTepHalbHbIX HH-
(hex1mii B MOMyJIsIIMH, B TOM YHCIIE U B aKyLIEPCKOH
npakTuke. B Tom yncne u Hamu OBUTO TOKa3aHO, YTO
WHQEKIHOHHbIE (PaKTOPHI SBISIOTCS MPUIHHON Hop-
MHUPOBaHUS MPHOOpPETEeHHOH TpomOoduianu, pa3Bu-
THS SHAOTEIHAIBHON TUCHYHKIMH, CTUMYIATOPaMU
npoaykuuu ADA M akTHBallMU KOAryssuH, pa3Bu-
TSI XPOHHYECKOTO CHHIPOMA JHUCCEMUHUPOBAHHOTO
BHyTpHcocyaucToro ceeprbiBanus ([IBC-cunapoma)
U CHCTEMHOTO BOCTIaJIeHUs. DTH (aKTOPHI B YCIOBH-
X MHPEKIUH y OepeMEeHHbIX MOTYT UIpaTh KItoue-
BYIO POJIb B Pa3BUTHH LIEJIOTO CHEKTpa aKyIIEPCKUX
OCIIO)KHEHHH, BKJIIOYash TecTo3bl, (heroruraneHrtap-
HYIO0 HEJOCTATOYHOCTb, 33/IEPKKY BHYTPUYTPOOHOTO
pocTa 103, NpeXIeBpEMEHHBIE poabI [24].

Ha ceromusimanii feHs Bce OoMblle JaHHBIX CBHU-

JIETENBCTBYIOT O KJIIOYEBOM POJIM CHHAPOMA CHUCTEM-
Horo BocnanurenbHoro orBera (CCBO) u sunorenu-
anpHON aucoynkumn B maroreHese KA®C. CCBO
BO3HHUKAET HE TOJIBKO MU CETcHce; HeMH(PEKIMOHHBIE
MIPUYMHBL, B YACTHOCTH UMYHHOOIIOCPEIOBAaHHOE TI0-
pakeHHE OPTraHOB SBJIAETCS MOIIHEHIINM CTHMYJIOM
K (opMUpOBaHHIO CHUCTEMHOro BocHajeHus. OmHO
n3 nposieneHnit CCBO — octpblil pecnivpaTopHbIit
JUCTPECC-CUHAPOM, KOTOPBIM SIBISETCS OIHUM U3
HanbOonee yacTbix cumntoMoB KAD®C (oOHapyxuBa-
ercst y 25% mnamuentos ¢ KA®C). [unoresy o Tom,
yro KADC sBisieTcs MposiBIEHNEM CUCTEMHOTO BOC-
NaTUTENIFHOTO OTBETA, MOATBEPKAAET HAIMYUE O00-
IIMX MEIUaTOPHBIX KaCKaIOB, XapaKTEPHBIX Kak IUis
cencuca, Tak u 111 KADC, koTopble akTUBUPYIOTCS
07l BIHUSHUEM MACCUBHOIO MOBpEXAeHUs TkaHer. K
TaKUM 3HJIOTEHHBIM MeUaropaM OTHOCSTCA, PEexIe
BCETO, MPOBOCHAJMTENbHbIE UTOKUHBI —  (pakTop
Hekposa omyxoieid TNF-o, unTtepepneiikun (IL)-1,
¢axrop axruBauuu Tpomoountos (PAF), Bazoaunatu-
pyIoIIME MpocTarIaHIMHbI, aKTUBAIU KOMIUIEMEHTA
U CYTIEPIKCIIPECCHS MOJIEKYIT aATe3UH Ha JISMKOLINTAX,
TPOMOOIMTAX U SHAOTEIUATIBHBIX KIJIETKaX.
Kirouesyto ponb B narorenese KADC, taxxe kak
u ipu CCBO, urpaer sHaoTennagbHas TUCHYHKIHA,
MPOSIBIISIOINASCS. HAPYLIICHHEM aHTUTPOOOTHYECKON
Y MPOTHUBOBOCHAIUTENBHON aKTUBHOCTH SHAOTEIHS.
AKTHBHpPYET 3HJOTENINAIbHBIE KIETKH U, BEPOSTHO,
CIOCOOCTBYeT OOpa30BaHMIO TOATOTOBUTEIBHOTO
curHana 1t KA®C koMIiekc IMMYHHBIX CTUMYJIOB,
Britouaromui utokunel (TNF-a, IL-1b, unatepde-
poH (IFN)-v), xommonenTs! komiuiementa (C3b, C3b
u CS5a, memOpaHn-arakytommii komiuieke C5b-9) u
aytoanturena. AGA o0nafaloT MPOKOaryIsSHTHOH U
MIPOBOCHAIUTENILHON aKTHBHOCTBIO, peaju3ysl CBOE
BIMSIHME HA TyMOPaJbHOM MU KJIETOYHOM YpOBHE
(tabn. 1). Autu-p2-GPI obecnieunBaroT TpaHCIOKa-
uto akropa Tpanckpunumu NF-kB B siapo sHnoTe-
JUAJIHOM KJIETKH, YTO MPUBOIUT K aKTHUBAIIUHU JKC-
npeccuy mpoBocHanuTenbHbIX HUTOKUHOB (TNF-o,
IL-1b, IL-6, IL8) m mnpokoaryasTHbIX (pakTOpOB
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(txaneBoro ¢akropa (TF), narnburopa akruBatopa
miazmuHOreHa (PAI-1)) [4]. Dror MexaHH3M cXo-
JIeH ¢ TIPOLIECCOM, HAOII0AaeMbIM B KIIETKE NPH €€
B3aMMOZCHUCTBHH C KOMIIOHEHTOM KJIETOYHOW CTEH-
K1 OakTepuil JUMonoaucaxapuioM (Hampumep, npu
centudyeckoM Imoke). ADA Tak ke, Kak W JIUIIOIO-
JUCaXapu/Ibl, B3aMMONIEHCTBYIOT C toll-mogoOHBIMU
peuenTopaMd Ha MOBEPXHOCTH 3HIOTEIHOLUTA H
AKTUBHUPYIOT BHYTPUKIETOUHBIN Kackan p38 MAPK,
TRAF6 u MyDS88, 3aBepiiatonuiicst TpaHCIOKalUen
NF-kB B sapo.

Knunnueckas xaptuHa KADC Bo MHOroM Ha-
MOMHUHAET JeKoMieHcupoBanHbll JIBC-cunapom.
B oboux cinyyasx nMeeT MECTO CHCTEMHAsl aKTH-
BallMsl MPOLIECCOB KOATyJSIMU, Pa3sBUTHE TPOMOO-
30B MUKPOLMPKYJISITOPHOTO PycClia M MOJIMOPTaHHON
Hegoctarounoctu [37, 38]. [JdexkoMmreHcUpOBaHHBIN
JABC-cunnpom BeisiBiIsieTCs ipuMepHO y 20 % nanu-
entoB ¢ KAD®C [10], 4T0, BEepOATHO, ABISETCSA OTpa-
YKEHHEM ITPOLIECCOB CUCTEMHOT0 BocniasieHus. Kpome
Toro, ADA 4acTo OOHapyKUBAIOTCS Y NAUEHTOB C
JABC-cunnpomom [18]. ComnacHO HameMy OIBITY,
npusHaku xpoHuueckoro JIBC-cuHzapoma pas3Bu-
BatoTcs Bo Bcex caydasx KADC, uro obycioBneHo
OOIIMMHM TAaTOTCHETHYECKUMH MEXaHU3MaMU STHX
coctosinuit. Tak, B ocHoBe KADC u JIBC-cunapoma
JIS)KUT YHUBEPCAIBHBIN MaTONOrMYECKUN TPOLECC —
CHHJIPOM CHCTEMHOT'O BOCHAJIUTENBHOTO oTBeTa. Kak
npu KADC, tak u npu cunapome /IBC BBIABIAIOTCS
CXOZIHBIE TIPOBOLMPYIOIINE (HaKTOPHI (TpaBMa, OHKO-
JIOTHYECKUE 3a00NeBaHMs, aKyLIEpPCKHE OCIOKHE-
HUs1, UHPEKIUH ), HAOTIONACTCS Pa3BUTHE SHAOTEIH-
aIbHOU IUCHYHKIMH, BHIOPOC MPOBOCHATUTEIbHBIX
LUTOKMHOB M akTHBalMA Koarymsiuuu. Hapymienue
(YHKIMM aHTUKOATyISIHTHOrO mNyTH mporeuHa C
U COCTOSIHME THUNO(QUOPUHONN3A XapaKTepHO Kak
st KAOC, rak u ansa ABC-cunapoma [38, 33, 14].
Opnako B ominuue ot KADC, mis ABC-cunapoma
XapaKTEPHBIM SIBIIIETCS Pa3BUTHE TEMOPPArHUECKUX
OCIIO)KHEHHH, BBI3BAaHHBIX MACCHUBHBIX HOTpedie-
HUEM TMPOKOATYISIHTHBIX (PaKTOPOB M TPOMOOIH-
TOoB. MHTEpecHO, uTo Xyamui nporHo3 npu ABC-
CHHJIPOME acCOLMUPYETCS C MOBBIILIEHHBIM YPOBHEM
PAI-1 n Hapymenuem (QyHKIHUH CHCTEMBI IPOTEHHA
C [38]. Takum 00pa3om, y MalMeHTOB C KIIMHUYECKU-
MU U naboparopHbiME npusHakamu JIBC-cunnpoma
JUIsL ONpeAeseHus] JeyeOHOW TAaKTUKUM M IpOTHO3a
BEChbMa BaXXHBIM SIBIISIETCS OmNpefesieHre aHTHdOoC-
¢donunuaHeIx anTuTen (Tadm. 1).

Bnusuue ADA nHa cuctemy remocrasa IposB-
JsieTcs B HapylleHWH OayiaHca MeXIy (akropamu
CBEpTHIBaHUS, (UOPHHOIUTUYECKOW  CHUCTEMOH,
TpOMOOLIUTAMH W SHIOTENNEM, CHUKEHHH AKTHB-
HOCTH €CTECTBEHHBIX aHTUKOATYJISIHTOB, YTO CO3/1aeT
YCIIOBUS UL Pa3BUTUSI TPOMOOPHUIUTHUECKOTO CO-
CTOSIHUSL M Pa3BUTHUSI TPOMOOTHYECKHX OCIOKHEHUH.

[maBHYIO posib B BO3HUKHOBEHUH TPOMOOQHINH
npu ADOC UrparoT moBpeXIeHHUS B CUCTEME TIPOTEH-
Ha C. ADA uHrnbupyior cucremy npotenHa C He-
CKOJIBKAMHU My TSIMU:

a) MHrUOUpyoT (OpMHpPOBaHHE TPOMOHMHA, KOTO-
pBIi siBIIsIeTCsl akTUBaropoM npotenHa C (TpoM-
OMHOBEBII MAPaZOKC);

0) uHruOupyroT akTuBanuio nporenHa C uepes 00-
pa3oBaHHE aHTUTEN K TPOMOOMOIYIINHY;

B) BBI3BIBAIOT Pa3BUTHE MPUOOPETEHHOHN PE3UCTEHT-
HOCTH K akTuBUpoBaHHOMY npoTenny C (APC):

* 4Yepe3 MHTHOMpOBaHHME €ro COOpKM Ha aHH-
OHHBIX TOBEPXHOCTIX (pochoIMMUAHBIX Ma-
TPHLL,

* uepe3 NPAMYI0 HHTHOUIIUIO aKTUBUPOBAHHOTO
npotenna C,

* uepe3 MHTHOHMLHNIO KOPaKTOPOB aKTHBUPOBAH-
Horo npotenHa C-daktopoB Va u Vllla;

I') aHTHUTENIa IPUBOAST K Pa3BUTHIO IPHOOPETEHHOTO
nedunuta nporenna C u/unu nporeuna S. B Hop-
Me 50% mporenHa S B Iu1a3Me HaXOAUTCS B CBSI-
3aHHOM COCTOSIHHH C KOMITOHEHTOM KOMIUIEMEHTa
CB4b u He oOmamaer OMOIOTHYECKOM AKTUBHO-
ctbi0. ADA noBeimarot apuHHOCTS IpOoTEnHA S
kK CB4b, 4To MOXeT NpUBOANTH K IPHOOPETEHHO-
My aeuuuTy cBOOOJHBIX YPOBHEH mporenHa S.
XOTs B LIENIOM CHUXEHHE YpoBHEH npoTrenHoB C
u S y manuentoB ¢ ADC BBISBISETCA JOCTATOU-
HO PEIKO, 3TH CIIy4au, BEPOSITHO, OUEHb OTMIACHBI B
TUIaHE TPOMOOTHUECKUX OCIIOKHEHHH.
AyToaHTHTeNa, HalpaBleHHble NpoTuB FVa, 3a-

HIMIIAIOT €r0 OT MHAKTHBALUK C MOMOIIBIO AKTHBH-

poBanHoro npoteuna C. 3ameaneHHas Aerpamarius

(hakropa Va 00yCIIOBIMBaeT Tak Ha3bIBaeMbId (e-

HOTHIT PE3UCTEHTHOCTH K aKTUBUPOBAHHOMY IIpPO-

tenny C. B 3ToM ciydae OTCYTCTBYeT HCTHHHAsS

JletinenoBckast MyTanus, HO (akTop Va, CBSI3aHHBIN

¢ ADA, He HHrHOUpyeTCS aKTHBUPOBAHHBIM IPOTEH-

HoM C, coxpaHss CBOIO NPOKOATYISTHTHYIO aKTHB-

HOCTb. [Ipu 3 TOM HapymaeTcs He CTOJIBKO aKTUBAIINS

nporenHa C, CKOJIbKO BO3HUKAET PE3HCTEHTHOCTH K

aKTUBUpPOBaHHOMY MpoTenny C.

HccnenoBanusi mocieqHUX JIET MOKa3alH, YTO
HHU3KHUE JI03b TPOMOHMHA IPEUMYILIECTBEHHO aKTHBH-
pytot npotenH C. DTH U Apyrue HAONIOACHUS MpPH-
BEJIM K OTKPBITHIO TaK HAa3bIBAEMOT0 «TPOMOMHOBOTO
napajiokca»: TpoMOUH 00JIalaeT U aHTH- U TIPOTPOM-
OOTHYECKMMHU CBOMCTBAMH B CHUCTEME I'€MOCTa3a.
[Ipu HU3KKMX KOHUEHTpALMUSAX TPOMOWHA MPOSIBIIS-
eTCsl MPEUMYIIECTBEHHO akTuBanusi npotenHa C u
€ro aHTHUTPOMOOTHYECKHE CBOICTBA, TOIJA KaK MpU
OoJiee BHICOKMX KOHIICHTPALUSIX TPOMOHH TPOSIBIIS-
€T MPOTPOMOOTHYECKYIO aKTHBHOCTbB, CIIOCOOCTBYS
oOpa3oBaHuio (GpuOpHHA, aKTUBAI[MK TPOMOOIIUTOB
u (hakTopoB KoaryisnuoHHOro kackaga v, VIII, VII,
XI. Hu3kue KOHIEHTpalWH TPOMOMHA HUPKYIHAPY-
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10T B KPOBH 30POBBIX JIIOEH U MOAJICPKHUBAIOT UC-
XonHy!o aktuBauuio nporenHa C. AGA MHruOupyor
TPOMOUH W, CJIEJOBATEIbHO, CHHKAIOT aKTMBHOCTb
nupkynupyroniero APC.

Baxuplif BKi1aa B pasBuTHE TpOMOOMIMM B pe-
3yJIBTaTe MOBPEXKACHNUS cUcTeMbl poTenHa C BHOCUT U
CHIKeHHE (PUOPHUHOINTHYECKON aKTUBHOCTH B PE3YIIb-
Tare OTCYTCTBHA MHruOmpyromero Bnusaus APC na
vHTHOUTOp akThBaropa riasmuHoreHa PAI-1. Kpome
TOro, passurie Tpomooduun npu APC obycnoBieHo
CHW)KCHHEM aKTHBHOCTH Ba)KHEHILEr0 €CTECTBEHHOIO
aHTukoaryisiata antutpombuna IIl, BepositHO, Benen-
CTBHE HapyLICHHS €r0 B3aUMOICUCTBUSA C TeMapuH- U
renapaH-cynb(haTroM B YCIOBHM €r0 KOHKYPEHLHMH C
A®A 3a CBI3BIBAHHE C 3TUMHU KOMIIOHEHTaMHU MEM-
OpaH sHmoTenMaibHbIX KieTok. [lon nerictBuem ADA
AKTUBHPOBAHHBIE JHIIOTEIMOLUTHl 3KCIIOHUPYIOT B
OOMBLINX KOJIMYECTBAX TKaHEBbIH (hakTop, hakrop ¢on
Bunnebpanna u GuOpOHEKTHH, YTO TAKKE YBEINUNBA-
€T CBEPTHIBAIOLMH TOTEHIIAT KPOBH.

[TomuMoO 3HIOTENMANBHBIX HAPYLUIEHWMH OIHUM
U3 OCHOBOIIOJNIAraloIMX MEXaHU3MOB TpPOMOOGH-
mun ipu ADC sBnsieTcss TpoMboTHYECKas TPOMOO-
LIUTOINIEHUs], COMPOBOXKIAIOLIAsICS TUIeparperanueit
TpoMOounToB. Hanmnmuuem TpoMOOLUTapHBIX TPOM-
00B y 60nbHBIX ¢ ADC 00BsicHseTCs heHOMEH «Oe-
JIOTO CT'YCTKa», KOTOPBIA XUPYpPru HEPEeIKo OOHapy-
XKHUBatoT y 0onbHBIX ¢ ADC.

B mnacrosiiee BpeMsi ydacThe TpPOMOOLIMTOB B
kayecTBe MmulieHerd ADA He BBI3BIBAET COMHEHHI.
WnenTndukanus MapkepoB aKTHBALUH TPOMOOLH-
TOB y OonbiiuHcTBa mauueHToB ¢ ADPC BBIABISIET
HapyLIEHHYIO PETYISLUI0 3HKO3aHOUAOB: MHIHOH-
LU0 CHUHTE3a MPOCTAlMKINHA W/WIM IOBBILICHHE
MPONYKIMU TpoMOOKcana A2 TpoMOOIIUTaMH, a TaK-
K€ TIOBBILLIEHHE YPOBHS P-cenekTHHa M KOJIM4YecTBa
MHUKPOYACTHUI] TPOMOOIIUTOB.

TpomOounTonennss npu APC mo MexaHU3IMY
pa3BUTHA SIBISIETCS TPOMOOTHUECKOH W MMMYHHOH.
BriepBrle Teopusi 0 MexaHU3Max TPOMOOIMTONICHUN
Obu1a penokeHa Arnoux. OgHaKo UMMYHHAsI TPOM-
OonuroneHus BcTpeyaercs He Tosbko pu ADC; me-
XaHU3Mbl UIMMYHHBIX TPOMOOLIMTONIEHUH HpU pas-
JIMYHBIX MAaTOJOTUYECKUX COCTOSHUSIX BO MHOIOM
CXOXH M, BO3MOXHO, YHUBEpcaIbHbl. OCHOBHOH MO-
MEHT MaTOr€He3a — BO3MOYKHOCTH B3aMMOJICHCTBHS
FcyRII penentopa Tpombornura ¢ Fc-yactero antute-
Ja, 4TO BEJET K TPaHCAYKIMM CUTHAJIa U aKTHBALlUU
TPOMOOLIMTOB C peakuueil 0CBOOOKICHUS U TUIlepa-
rperanueit. Oquako npsimoe B3aumozeiicteue FeyRII
peuenropa ¢ Fc-gacTplo aHTHTENa HEBO3MOXHO: HE-
00XOIUM «IIOCPEIHUK», BBHICTYMAIOMINN B KauyecTBE
AHTUTCHHON MUILIEHU I aHTUTENa U JIOKaIU30BaH-
HBI Ha MOBEpXHOCTH TpoMOonuTa. [Ipu paznuyHbIx
[ATOJIOTHYECKUX  COCTOSHUSX, COMPOBOXKIAEMBIX
HMMYHHOH TpOMOOLMTONICHHEH, AHTHUICHHbIE MHU-

IIEHH, PAaBHO KaK M aHTHTENa, pa3Iu4Hbl. Tak, mpu
renaprH-uHAYUPOBAHHON TPOMOOIMTONIEHUH B Ka-
YecTBE aHTHUICHHOW MHILEHH BBICTYNAET KOMILJIEKC
renapu-PF4, npu AQC — xoMIuleKkec MeXIy ChIBO-
poTouHbIM OenkoM-KodakTopoM (B2-GPI, nmporpom-
OWH, BO3MOXKHO, IpyTrue OeNKH) U OTPULATENIBHO 3a-
PSKEHHBIMH (POCQOIUTTHIAMH.

Takum oOpazoM, nocie cnadoii aKTHBALUH TPOM-
0OLHTOB (B pe3ysbTarTe YK€ HMEBILIETO MECTO TPOM-
0o3a B aHaMHe3e, NPU BHUPYCHOH, OaKTepUanbHOU
WH(EKINN) OTPHULATENIBHO 3apsKeHHbIe (ocdomm-
MUIBI SKCTIOHUPYIOTCSI Ha MOBEPXHOCTH TPOMOOIIH-
ToB. ®ochoaunua-cBA3bIBAIOIINE TPOTEHHBI, TAKHE
kak, Hanpumep, B2-GPI, cnabo cBa3bIBarOTCS € OT-
pHULIaTeTIbHO 3apsHKEHHBIMH  (hoconmunuaamu, o0-
pasys aHTUTEHHYIO MUILICHb. AHTH(OCHOIUITUAHBIC
aHTHTeNa CTaOWIN3UPYIOT 3Ty CBA3b IyTeM 00pa3o-
BaHMA KOMILJIEKCA C aHTUTCHHOW MHIICHBIO M JIOTIOJN-
HUTEJIBHO MyTeM 00pa3oBanus cBs3u Mexxay FeyRII-
peuentopoM u cBoel Fc-uactbio.

Bonsias 3anarocts FeyRII-penentopa npusoaut
K TPAaHCAYKLIWHU CUTHAJIA M aKTUBAIIMK TPOMOOIIUTOB.
B pesynbrare mpOMCXOAMT 3amycK apaxuioHOBOTO
Kackaza ¢ 00pa3oBaHHEM 3HAYUTEIBHBIX KOJINYECTB
TpoMOOKcaHa A2, 4TO MPUBOJUT K MHTEHCHBHOM He-
00paTHMOi BHYTPUCOCYIUCTOH arperanuu TpomOo-
IIUTOB, BA30KOHCTPUKIUH U, CIIEAOBATEILHO, K HApY-
HICHUSIM MUKPOLUPKYIISLIUH.

Ocraercst He SICHBIM, IIOYEMY y OIHHX TalUeH-
TOB pa3BUBAeTCs TUIHMYHAs KIMHUYECKAs KapTHHA
ADC (TpoM0OO3bI KpPYITHBIX COCYIOB), TOTIA Kak Y
JIpyTUX HaOMIOmaeTcsl pa3BUTHE MPOTPECCUPYIOIINX
MHUKPOTPOMOO30B M TOJHOPTaHHOW HETOCTaTOYHO-
cty, T. e. KA®C. ComtacHo Teopun «TpoMOOTHYE-
ckoro mropma» Kitchens (1998), maccuBHOE TpoM-
0000pa3zoBaHue BIEYET 3a COOOH MPOrpecCHpOBaHHE
TpoMO03a [15]. B ocHOBe 3TOro sSIBICHUS JICKHUT
MpOTpeccUupyomasl akKTUBalus 0Opa3oBaHUs TPOM-
Ouna, yraereHue (uoOpuHoim3a 3a cuer PAI-1, mo-
TpeOJieHHe aHTHKOATYISHTHBIX (DaKTOPOB: MPOTEH-
Ha C u S, anturpom6buna III, pa3BuTHe MaccuBHOTO
TKaHEBOTO MMOBPEXK/CHNUS, BHIOPOCA IUTOKIMHOB, pa3-
Butue /IBC-cunapoMa 1 CHCTEMHOTO OTBETa Ha BOC-
nanenue (puc. 1). CCBO siBasieTcsi yHUBEpCATbHBIM
MPOIIeCCOM, KOTOPBIH MPUCYTCTBYET NPU Pa3IHYHBIX
KIIMHUYECKUX CHHIpOMax, BKmouas cercuc, JIBC-
curgapom, KADPC, TpomMOOTHYECKYIO TPOMOOIMTO-
NEHUYECKYIO IypITypY, TEMOJIUTHKO-yPEeMUYECKHI
CHUHJIPOM, TeMapuH-WHAYIHPOBAHHYIO TPOMOOIIUTO-
TICHHUIO, [T KOTOPBIX XapaKTEPHBI pa3HbIC MaTOTeHE-
TUYECKHE MEXaHU3MBI H DTHOJIOTHYECKUE (DAKTOPHI.

Ponb reHeTu4Yecknx ¢popm Tpombocdpunun B
natoreHeze KA®C

[ToMuMO y>Ke U3BECTHBIX NMPOBOLUPYIOMUX (ak-
TopoB KADC (unH(pekuus, omnepaTMBHOE BMella-
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TpaBma, vHMeKums, 6epemMeHHOCTb,
reHeTudeckue n npnobpeteHHble (ADC) TpombodUnUN

/\

[MToBpexaeHue TKaHel <

> CocTosiHMe runepkoarynaumm

Bbl6bpoc npoBoCnanuTesibHbIX T T T PAI-1 l MpotenH C T Komnnekcebl
umtokuHos (IL-1, IL-6, TNF-a) F MpoTeuH S TPOMOUH-AHTUTOMOWUH
AHTuTpOMO6UH I D-gumep
®parmeHThl
npoTpoméuHa F 1+2
Tpomboo6pa3oBaHue

/\

CCBO

Cunppom [BC

Puc. 1. I'mmote3a «tpomborrueckoro mropmay (Kitchens et al., 1998)

TEJIHCTBO, OMYXOJIM, OTMEHA aHTHKOATYISHTOB, aKy-
[IepCKUE OCIIOXKHEHUS) POIb B €70 Pa3BUTHU MOTYT
WTpaTh O CHUX TOP HEeWJCHTU(DUIIMPOBAHHBIE (ax-
Topel. Y 45% mnpoBouupyromuii Gpakrop pa3BUTHA
KA®DC ocraercs He n3BecTHRIM. Bo3zmoxkao, KADC
pa3BHUBaeTCs MPH HAIMYAHM T€HETHYECKON Ipepac-
TTOJIOKEHHOCTH, ONPEIEISIONIEH pa3BUTHE Upe3Mep-
HO CHJILHOTO OTBETA Ha Pa3INYHbIE TPOBOIHUPYIOIITHE
(akropsl. Tak, ObuTa HOKa3aHa CBA3b anens Val 247
B2-GPI ¢ yBenndyeHnem MpoayKIUu U PEakKTUBHOCTH
ADA [36].

Hamu 6pu10 omucano 6 nanuentok ¢ KA®C, mpu
3TOM reHeTudeckue GopMbl TPOMOOG MUY OBLTH BbI-
serieHsl B 100 % cimyuaeB. B aToii cBsi3u npeacrasie-
HuUs 0 naroreHernyeckux mexanuzmax KA®C u no-
JIMOPTaHHOHN HEJIOCTAaTOYHOCTH TPEOYIOT IEPECMOTPA.
PeTpocnieKTHBHO MOXKHO chenarh BBIBOX O BO3HHK-
HoBeHNH KA®DC y onncaHHBIX MalMeHTOK Ha (oHe
reHeTH4YecKor TpoMOo(UIny, T. €. MOXKHO TOBOPHUTD
0 €€ KJII0YEBOM pOJu B JEKOMIIEHCAIIMHA CUCTEMBI T'e-
MOCTa3a, YTO KIMHUYECKH IPOSBHUIOCH Pa3BUTHUEM
KA®C. Hamu BbIBOIBI M YTOYHEHHUS OBLTH JOJOXKE-
el Ha Il xoH(epeHnuu no aHTH(OCHOIUTHIHOMY
cuapomy B I. Tyruunr (I'epmanus, 18-21 anpens
2005 1.) [34] ¥ TO3UTHBHO OICHEHHI BEIYIUMH CIIe-
LMaJIMCTaMHi B 3TOH oOiactH, BKiItodas R. Asherson,
ybpe uMa HocuT KADC. Hammm BEIBOJEI TaKKe corvia-
CYIOTCS € TOCIIEIHUMHU JaHHBIMU O POJIU MyTaruu FV
Leiden B maroreneze ADC [22]. Bmecte ¢ TeM Tpe-
OyroTCsl HanbHEHIINE MCCIECAOBAHUS AJISl ONperese-
HUSl PO HapyIICHUs (QYHKIMA aHTUKOATYJISTHTHOMN
CHCTEMBbI BCJIECTBUE HAJIMYHMS T€HETHYECKUX (OpM
Tpombodumuu (myrauu FV Leiden, nporennos C/S,
nedunmra anturpomobuna IIl), kak pakTopos, ycyry-

OJISIFOLMX TOZIABJICHUE AHTUKOATYISIHTHOM CHCTEMBI
B ycnoBusax ADPC u criocoOCTBYIOLIHMX Pa3BUTHIO €T0
KaracTpoduueckoit Gpopmol.

JokazaHo, 4TO TeHeTHYecKue TpoMOOhuInu sB-
JSIFOTCS BeyLed NpUYrHON pa3BUTHSI TPoMO03IMO0-
TUYecKux ocnokHeHuil U B 80% OTBETCTBEHHHI 3a
pa3BUTHE aKyLIEPCKOW MaToJOTUH: CHHApPOMA IMOoTe-
pH 110712, BHYTPUYTPOOHOU 3aA€PKKU POCTa TII0/a,
NPEXKIECBPEMEHHOM OTCIOWKM HOPMAJIBHO PaCIioio-
>KEHHOM Tutanentsl, recto3oB, HELLP-cungpoma.
Kpome Ttoro, Obina mokaszana 3¢pekTHBHOCTH maTo-
TCHETHYECKOH Tepanuu ¢ MPUMEHEHHEM HH3KOMO-
nexynsipHoro renapusa (HMI') ans npodunaktuku
aKyLIEPCKUX OCJIOKHEHHH y MAaMeHTOK C TeHETHYE-
ckumu ¢popmamu Tpombodumuu [19]. B Toxe Bpe-
MS B psAJ€ UCCIIEOBaHUI HE OBUIO BBISIBICHO CBS3U
KA®C ¢ nannumem reneTudeckux Gopm TpoMoopu-
muu (FV Leiden, mytanus nporpomouna G20210A,
MTHFR C677T) [7, 23]. Onnako momoOHbIE BBIBO-
Il OCHOBaHbI Ha aHAJM3€ JOCTaTOYHO Y3KOTO CIEK-
Tpa TreHeTUYECKUX (GOpM TPOMOOPHUINH JINIIb Y He-
ckonpkux nanuenToB ¢ KA®C. Hamm ucciienosanus
MOKa3ajH, 4TO U Apyrue GopMsl TpoMOOGMINil MO-
ryT urpatb posnb B naroreHeze KADC [26]. Tak, y
nocjeqHeld OMMCAaHHOW HaMM NAalMEHTKH YAaJoCh
BBISIBUTH MYJIBTUT€HHYIO TPOMOO(HINIO, 3aTparu-
BAIOIIYI0 NPEUMYILIECTBEHHO (HOPHHOIUTHYECKOE
3BeHO remocrasa. [lpu atom moBpexaeHue Gpudpu-
HOJIUTUYECKON CUCTEMBI Y MMAIIUEHTKHU CBA3aHO Cpas3y
C HECKOJIBKMMH MeXaHH3MaMH: Auc(HUOpHHOTEHE-
MHel, XaremaH-3aBUCHMBIM THUNO(QUOPUHOIN30M
(mytauust reHa FXII), yMeHbIIEHHEM aKTHBHOCTHU
9HIOTEHHOTO (pUOpMHONM3a BCJIEACTBUE HAIWYUS
HacJeICTBeHHOTo AeuuunTa t-PA n akTuBauumeit axc-
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npeccun PAI-1 BcaencTBue HAMMYUS TOTUMOphu3Ma
675 4G/5G PAI-1. Panee ObLIO MOKAa3aHO, YTO Ha-
pylIeHne TpoIreccoB (GUOPHHONM3a CHOCOOCTBYET
Pa3BUTHIO TPOMOOTHYECKUX OcinokHeHUH pu ADC.
OHnporenuanbHas — OUCQYHKOMSA, OOyCIOBICHHAS
uupkysinueit ADA, conpoBokaaeTCs HapyILIEHUEM
npoaykuuu t-PA u yBennuenuem sxcnpeccuu PAI-1.
AnTHdOoChOIMIIUAHBIE aHTUTENA, PEearupyromue ¢
IUTa3MUHOM, CIIOCOOHBI CBsI3bIBaThes ¢ t-PA m mpe-
ISITCTBOBATh €r0 (YMOPHMHOMTUTHYECKON aKTHMBHOCTU
[20]. Kpome Toro, mokazaHa posb HapylieHus (ak-
top XlI-3aBucumoil akTuBanuu GUOPUHONIK3A B Ta-
TOT€HE3€ aKyIIEPCKHX OCJIOXKHEHHUH (recrosa, BHY-
TPUYTPOOHOH 3aAE€PIKKU pocTa Ioaa). Y NarueHToK
C OCJIOKHEHHOW OepeMEHHOCTHIO BBIIBIISICTCS YBE-
JMYEHHUE MapKepoB TPOoMOO(pmInU GpparMeHToB mpo-
tpombuna F1+2, FVIla npu nOHMXEHHOM YpOBHE
¢axrtopa Xlla n akTHBaTOpa MJIa3MUHOT€HA YPOKH-
HazHoro tumna u-PA [21]. BelpaxkeHHOE HapylieHue
¢GyHKIMH GUOPUHOIUTUYECKOW CHCTEMBI B YCIO-
Busix couetanuss ADC c reHernueckumu opmamu
TpoMOO(HIMK MOXKET IPUBOAUTH K HEBO3MOXKHOCTHU
a/ICKBaTHOTO OTBETa Ha MPOTPOMOOTHYECKHE CTH-
MYJbI, MPOSIBISTHCSA MOBBIILICHHON CKIOHHOCTBIO K
TpoMOO3aM M CHOCOOCTBOBAaTh Pa3BUTHIO Hamboiee
TSDKENOH, KaracTpoduueckoit popmbr ADC.

Takum obpazom, KADC moxer pa3BuBaTbcs Ha
¢oHe reHeTHyecko TpoMOOPUIMH, YaCTOTa KOTO-
poii B momynsiuu, 1o 0000LUIEHHBIM JaHHBIM MUPO-
BOH nuteparypsl, cocrasisger 15-20%. Coderanue
npuoOpeTeHHOM  TpoMOomIny, 0O0yCIOBICHHON
A®DC, c reHeTHUECKUMH Ae(eKTaMH reMocTasa cy-
LIECTBEHHO YTSDKEISIET TEUEHHE MaTOJIOTMYECKOrO
mnpoiecca, T. €. aHTUPOCHOTUIHUIHBIA CHHAPOM 00-
JajaeT CHHHEPTHYHBIM 3(PQeKToM C TeHeTHUeCKU
0OyCIIOBICHHBIMU TPOMOO(UINAMU B OTHOLICHUU
Pa3BUTHS aKyLIEPCKOH NaTOIOTUH, TPOMOOTHUECKUX
OCJIOKHEHU U CBA3aHHOM C HUMHU OJMOPTaHHON He-
nocrarognocty ipu KADC. IIpu 3Tom Hanbonee He-
OnaronpusTHBIM npezacTaBisercs couetanue ADC u
MYJIBTHTEHHBIX (popM TpoMOoduIun. MyasTHTCHHBIE
¢dhopmbl TpoMOOG UK OBLIH BBIBSUICHBI Y 4 U3 6 00-
cieoBaHHBIX HaMu nanreHTok ¢ KADC (66,7 %).

B pamkax Teopuu «IBOWHOTO yaapa» reHeTHYe-
ckue (HopMbl TPOMOOPHIMHM MOTYT CIYKUTb HpEA-
pacnonaratomiuM ¢axkropom Kk pazsutuio KADC.
[on nmeficTBueM yke M3BECTHBIX (DaKTOPOB, IMPOBO-
mupyonmx KA®C (undexuus, mpuMeHeHNE Opajib-
HBIX KOHTPALENTUBOB, OTMEHA AHTHUKOATYJSIHTOB,
XHpPYprUuecKue BMeEIIaTelIbcTBa) Ha CTOJIb HeOa-
TOTNIPUATHOM (POHE CO3MAIOTCS YCIOBHSI ISl I€KOM-
MIEHCalMM CHUCTeMBbI reMocTa3a u paszputus KADC.
VY 45 % nanueHToB NPOBOLMPYIOMINH QakTop pa3Bu-
™1 KADC octaercsd Hen3BeCTHLIM. MBI MoJiaraem,
YTO B KadecTBe MOA0OHOrO (hakTopa MOTYT BBICTY-
natb reHeTuyeckue Qopmel TpomOodumuu. Takum

oOpazomM, TpebyeTcs NpUCTaTbHOE BHUMAaHHE K Te-
HeTh4YeckuM popmaM TpoMOOpHINH KaK K (akKTopy,
CYLIECTBEHHO yTspkensomemMy Teuenne ADC, u He-
00XomMMO JanpHEeWIIne W3yYeHHE POJI TeHeTHYe-
ckux TpoMmOo¢pmuii B maroreneze KADC

AnTH(OCHOIMIUAHBIA CHHIAPOM SIBIISETCS CH-
CTEMHBIM IPOLIECCOM TOPAKAIOUIUM BCE OpraHbl U
TKaHU opraHu3ma. Bo Bpemsi OepeMeHHOCTH B Ka-
YecTBE Ba)KHEHIIIETO OpraHa BBICTYNAET IUIAlICH-
ta. Hapymenus ¢QyHKUMM maneHTHl BCIEICTBHE
SHAOTENHUATBHOW AUCQYHKIUH, HIIEMHUH, MHUKpPO-
TpoMOO30B TUIALICHTHI SIBISAIOTCS MPUYUHON pa3BU-
THs AKYLIEPCKUX OCJIOKHEHMH: recro3oB, HELLP-
CUH/IpOMA, OTCIIOWKH TTaneHThl. ADA BBISBISIOTCS
y OonbmuHCcTBa manueHTok ¢ HELLP-cunapomom u
accouupyercs ¢ 0ojee paHHUM Pa3BUTHEM aKylLIep-
ckux ocnoxHeHuil [35]. IlosBneHue axymepckux
ocyoxkHeHnl y manueHtok ¢ A®C Bcerga moao3pu-
TenbHO B oTHOIIEHUN KADC. Tak Kak OCIOXKHEHUS
0epeMEeHHOCTH A0 CHUX TMOp HE paccMaTpHUBaJIHCh
B KkauecTBe KpurepueB KADC, mocnenHuit MoxeT
OBITH TOpa3fo OoJyiee YacThIM SBJICHUEM, YEM MpPEa-
MoJarajioch paHee, U B OOJNBLUIMHCTBE CIy4aeB HE
JUarHOCTHpYeTCs BoBpeMsa. MBI cunTaem, 4To aKy-
HIEpCKHE OCJIOKHEHUS, Hapsiay ¢ TpOMOO3aMH pas-
JIMYHBIX OPTaHOB, ABJSIOTCS KPUTEPUAMHU CHHApPOMA
nonuopranHoi Hegoctarounoctu u KADC.

B cBs3u ¢ Tem, uto KADC sBiseTcs CUCTEMHOM
narosiorueii, HaOmofaeTcs MOpaKeHHE HE TOJIBKO
MaTEepUHCKOTO OpraHu3Ma U IJIAEHTHI, HO U TUIOJA.
Henaeno Obina nokazana poas CCBO y miona u mio-
JIOBOM TpoMOo(uiInK Kak (pakTopoB, CIIOCOOCTBYIO-
IIUX Pa3BUTHI0O MaTePUHCKUX U IUIOJOBBIX OCIIOXK-
HeHHH mpu OepeMeHHOCTH. Tak, IpU XPOHUYECKOU
MHQEKINH ¥ CHHAPOME CHUCTEMHOTO BOCHAIUTEIb-
HoOro oTBeTa y mMarepu paszsuBaerca CCBO y mnoga
[25]. CormacHO HaIIUM HUCCIIEIOBAHUSIM, B IIATOT¢HE-
3€ OCJIOKHEHHOTO TeueHHs OEpPEMEHHOCTH M PElpo-
JTYKTUBHBIX IOTEPH KIIIOUEBAs POJIb MPUHAJICKUT HE
TOJBKO TPOMOO(DWINU MaTepy, HO U TNIOAOBOU TPOM-
o6o¢pwnu [28]. BozmokHo, reHeTHYecKas TpomOo-
¢bunus u nupkysiuus ADA y utona SBIsSIETCSI OTHUM
U3 BaXHEHIINX (aKTOpOB, 0OYyCIABIMBAIOLINX Pa3-
BUTHE OCIIO)KHEHHH OepeMEHHOCTH U OCIOKHEHHN
CO CTOPOHHI TI0fa (BHYTPHYTPOOHAS 3a7epiKKa Po-
CTa TI0Ja, CUHAPOM TMOTEpH IT0JIa, PEXIeBPEMEH-
HBIC POJIBI).

CyMMupysl COBpEMEHHBbIE 3HaHMSA O IaTOreHe3e
KA®C, MOXHO cBelaTth BBIBOJA, UTO MPHU HAJTUUIUH
aHTU(POCHOIUIUIHOTO CUHIAPOMA U TCHETUYCCKUX
dopM TpomMOOQHIMHM HEPEAKO TOI BIHSHUEM pa3-
JUYHBIX TPOBOLHPYIOMHX (akTopoB (OepeMeH-
HOCTb, MHQEKIHs, OTMEHA OPAIbHBIX AHTUKOATYJISH-
TOB, IIPUEM OPAJBHBIX KOHTPALIETITUBOB) CO3/AI0TCS
YCIIOBHUS ISl IEKOMIIEHCAIIUH CHCTEMBI 'eéMOCTa3a.
[Tpu 3TOM TporcxoAuT (GOPMUPOBAHNE CHCTEMHOTO
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I'eneTnueckue popmbl Hupkyasuua ADA IIpoBounpyromue Gpakropsl
TpoMOop NN Wndexnns
Bbepemennocthb
OmnepaTuBHbBIE BMEIIATEIbCTBA
OTMeHa opabHBIX
AHTHUKOATYJISIHTOB
[Ipuem opanbHBIX
I'mnepkoarynsinus KOHTPALIETITUBOB
JABC-cunapom
v CHHAPOM CHCTEMHOI'0 BOCHIIAJUTEIBLHOIO 0TBETA l
CucreMHasi MUKPOAHTHONATHS
Jlerkue ¢ OHC
OPIIC Wncynpr
Jlerounast sMO0mHs Cynoporu
AnbBEOISIpHBIE Karacrpoduuecknii OHuedanonarus
KPOBOU3JIUSHUSA anTH(OCH 0T ITHIHBIN Koma
Ortek jerkux CHHIPOM TpaH3uTOpHEBIE

Tpom003 KpyITHBIX

HIIEMHYCCKHE aTaK1

COCYJIOB/MHKPOTPOMO03
JlerouHast rUMEpTEH3MUSI ¢
Hoanoprannas
R
CepneyHo-cocynucTasi cHcTeMa HE/I0CTATOYHOCTH Ko:xa
310Ka4ecTBeHHAs TUIIEPTEH3HS Axpornuano3

OKKITIO3US] METIKUX COCY/IOB
[Nopaxenue kIamaHoB
Wudapkr Mmuokapaa
CepaedyHast HEIOCTAaTOYHOCTh
OHJIOKapAUT/BEreTalluu
BuyTtpucepneunsiii Tpom603

!

Ilouku
IToueunas
HEJI0CTaTOYHOCTD
Hedporuueckuii cunapom

Cetuaroe JIUBEIO
l'anrpena manelieB
HimemMudeckue s3BbI
IToBepXHOCTHBII HEKPO3
MHOX€eCTBEeHHBIE TeMOPPAruu B

HOI'TEBOM JIOXKE

KKT IlnanenTa Jlpyrue oprasbi
Tpom603 cocynos neueHu I'ecto3 Hannoueunukosas
(cunppom banna-Kuapn), HELLP-cunapom HEJIOCTaTOYHOCTh
CEJIEe3EHKH, MOJKETYI0UHON XKETE3bl, IIpexneBpemennas Tpom0o03 aprepuii u BEH ceTYaTKu

JKEJTYHOTO ITY3bIPs
TpoM003 Me3eHTEepPHAITLHBIX COCYIIOB,
HIDKHEH MOJIOH BEHEI,
BOPOTHOM BEHBI

OTCJIONKa HOpMaJlb-
HO PaCIOIOKEHHOM
TJIALCHTBI
CuHIIpOM 3aJIepPKKU
pocTa miona

Hekpo3 kocTHOrO MO3ra
TpoM0603 COCYIOB IUTOBUTHON
KeJe3bl
TpoM003 coCyIOB siMUeK,
SANYHUKOB

Cxema 1. [Tarorene3 KADC (o R. A. Asherson, gnononaenHas nononaeHHas A. JI. Makanapus [27])

BOCHAIUTENBHOTO OTBETa W MPOTPOMOOTHYECKOTO
(heHOTHTIA C PA3BUTUEM CUCTEMHOM YHIOTEIHATEHON
muchyukuuu u JIBC-cuaapoMa. DTH TpoIiecchl SAB-
JISTFOTCSL TIATOTEHETHYECKOW OCHOBOW TSI Pa3BUTHS
MTOJTMOPTaHHOM HeloCcTaTouHOCTH (cxema 1).

MpuHumnbl Tepanun KADC

PaHHs1s quarHOCTHKA M HAYaJI0 aIeKBaTHOU Tepa-
MUU SBISIIOTCS KpuThueckumu s ucxoga KADC.
[Ipu nogo3pennn Ha KAOC HezaMeATuTEIbHO JOMXK-
Ha OBITh Ha4aTa arpeccuBHas tepamus. Ciemyer oT-
METHUTh, YTO CEPOJIIOTUIECKOE BBIIBICHHE MapKepOB

ADC wim obHapyxxenne BA Tpebyer BpemeHu unu
4acTO HEBO3MOXKHO, a MOpoil Ha (hoHE IMporpeccu-
pYOIUX TPOMOO30B WIIM BCIEACTBUE JUIMTEIBHOMN
UMMYHOCYIIPECCUBHOW Tepanuu pe3yiabTaTsl J1a0o-
PaTOPHBIX MCCIEAOBAaHUN MOTYT OBITh OTPHIIATEINb-
HbIMHA. TakuM 00pa3oM, YCTaHOBJICHHWE JWarHO3a
KA®C B cOOTBETCTBUH ¢ UMCIOIIMMUCS Ha CETOIHS
MEXIYHAPOJHBIMU KPUTEPUAMHU B KIHMHUKE YacTO
SIBJIICTCS OUCHB CIIOXKHOM 3aJ1aucH.

VYuuteiBast, uto KADC sBnserca tpomOoduim-
YECKUM PacCTPOUCTBOM C XapaKTepHOU pacmpocTpa-
HEHHOM MHKpOBAcCKyJlONarue, MNaToreHeTUuYeCKu
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ITonozpenne na KADC (Hanuuue 2 knaccu(pUKaMOHHBIX KpUTEpUEB)™

Ycrpanenue tpurrepHbix paktopoB KADC (antnbnotuky npu nHGEKIUH, yaaaeHue
HEKPOTHYECKHUX TKaHEH WM aMITyTalusl KOHEYHOCTH, B CIIy4ae FaHTPEHbI)

Yrpoxaroniee >KU3HH COCTOSIHUE?

Ja

\4

1) aHTHKOATYASHTHI (B/B TE€MapyH);
2) OonbIIue 1035 CTEPOUIOB

A 4

Knunuueckoe ynyurienue

/\

na HET

'

\

HECT

\ 4

1) aHTHKOATYASHTHI (B/B TeMapyH);
2) GonbIIue 1035 CTEPOHIOB;

3) B/B UMMYHOTIIOOYJTMH W/WITH
ia3madepes®*

4

\ A

Knunaunueckoe ynyurienue

/\

na HET

Crepousibl + opaibHbIC

A

AHTUKOAT'YJISTHTBI

y
Huknodpochamun (mpu CKB)
WA TTPOCTAIMKIIMH
wiH (GUOPUHOTUTHKH
i 1epuopoTHI

Puc. 2. Anroputm neuennss KA®C, npennoxennstii Ha 10-m Mesxxnynaponsom konrpecce no AOC B r. Taopmuna, Cunmitust (CeHTIOph

2002) [5]

* —  HCKIIIOYHTH JPYTHe MUKPOAHTHOMATHIECKHE CUHAPOMBI (TIPEXIE BCETO TPOMOOTHUECKYIO TPOMOOLUTOIIEHUUECKYIO ITyPITypY,
U renapyH-NHIYHPOBAHHYIO TPOMOOLMTOIEHUIO/TPOMOO3bI);

** B COUCTAHMH CO CBEXX€3aMOPOKEHHOH TIa3MOH NPH HAIWYMH IIUCTOIMTOB ((parMeHTOB 3PUTOIUTOB)

000CHOBaHHON NPEACTABISAETCS TEPANUs C MCIONb-
30BaHMEM aHTHKOArylsHTOB. Kpome Toro, Tepamus
JOJKHA OBITH HampaBlieHa Ha MPEAOTBpalleHue 00-
Pa3oBaHMs U LUPKY/SIIUH MEIUAaTOPOB CHCTEMHOTO
BOCTIAJIUTEIBHOTO OTBETA M TKAHEBBIX MOBPEXKICHUN
(ADA, TUTOKMHOB, MPOIYKTOB aKTUBAIMH KOMILIE-
MEHTa, AaHTHIHAOTEIHAJbHBIX AaHTUTEN). AHAIN3
KOMOMHHUPOBAHHON Tepanuy MoKas3al, 4To JIydllIne
pe3ynbraThl (BBDKHBAEMOCTh 68 %) ObUIN MOTyYCHBI
pY KOMOMHALIMU aHTHKOATYJISTHTOB, KOPTHUKOCTEPO-
U7OB, 3aMECTHTEIBHONW TEpaluh CBEXE3aMOPOXKEH-
HOM MJIa3MOil ¥ BHYTPUBEHHOTO MMMYHOITIOOYIIMHA.
B cBs3u ¢ aTuM Ha 10-m MexxnyHapoaHOM KOHTpecce

o A®C B r. TaopmuHa ObLI1 BEIpabOTaH CeIyOMIHNN
anroput™ Beaenus 6oibpHbIX ¢ KADC (puc. 2).

O dexTUBHBIMU TIpenapaTamMyd JUIA  JICYCHHUS
KADC sBnsrorcs Takue JEKapCTBEHHBIE CPEICTBA,
KOTOpbIE CHOCOOHBI OAHOBPEMEHHO OJOKHPOBAaTh
00a MmaToreHeTHYECKUX MEXaHU3Ma 3TOro 3adoseBa-
HUSI — NPOKOATYJISTHTHBINA U TPOBOCTIATUTEIILHBIN

I'emapun B 1000 pa3 yBennumBaeT aKTHUBHOCTB
anturpomOuna I, yro mpuBoguT K 3¢ QPEKTHBHO-
My MHrHOMpoBaHMIO TpoMOuHa, (akTopa Xa m [Xa.
B nmocrarouHO BBICOKHMX KOHLEHTpAalUMsAX TeNaphH
CHoCcOOEH OKa3bIBaTh JOMOIHUTEIBHOE HHIHOUPYIO-
1iee BIMSHUE Ha TPOMOHMH 4epe3 renaprH-Ko(akTop
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II. HexoTopsie orpaHudeHusi aHTHKOATYIITHTHOTO A(-

(exTa renaprHa CBA3aHbl C HEBO3MOXKHOCTBIO B KOM-

wiekce ¢ AT 1l uarubupoBars TpoMOuH U pakTop Xa

pu (PUKCAITUH MTOCTIETHIX HA IIOBEPXHOCTH PHOpHHA

u pocomunuaos. IPHEKTUBHOCTH IPUMEHEHHS Te-

napusa y nanuentoB ¢ KA®C oOycnoBneHa He TOJIBKO

€ro BO3JACHUCTBHEM Ha CHCTEMY reMOCTasa, HO M, BO3-

MOXHO, CIIOCOOHOCTBIO ajcopbupoBars ADA, mpe-

JOTBpALIaTh UX CBA3BIBAHHE C KIETKAMU-MHUILCHIMH,

1 MHTUOMPOBATh AKTUBHOCTH KOMILJIEMEHTA.

Bonee mpennodTuTenbHBIM MPEACTABISIETCS HC-
MOJIb30BAaHUE HHU3KOMOJICKYISIPHOTO TelapuHa, TaK
Kak OH: a) 00ecleunBaeT XOPOILIUH aHTHUKOArYJISHT-
Hblid 3 dekT; 0) B MEHbIIIEH CTENIEHN HYKIAeTCs B
koakrope (AT IIl), korna B ycioBusix KADC yrue-
TAIOTCS ECTECTBEHHBIC AHTHKOATYJISHTHBIE IIyTH;
B) HECET MEHBIIYIO ONAacCHOCTb Pa3BUTHs TeNapuH-
WHAYIUPOBAaHHOH TpoMmOormronenuu, T. k. HMI
MPAaKTUYECKU HE B3aUMOAEHCTBYET C TPOMOOLUTaMU
u paxTopoM 4 TPOMOOIIUTOB.

Kpome toro, HMI' obnanmaer eme wensiM psi-
JIOM TIPEUMYIIECTB Iepex HepaKLUHOHUPOBAHHBIM
rernapuHoOM:

* Xopolasi OMOIOCTYITHOCTh U OBICTPOE BCACHIBa-
HUE TPU TOAKOKHOM BBEIECHUH;

» Oonee mpenckazyeMoe aHTHKOArYJISHTHOE HAei-
CTBHUE;

* OTCYTCTBUE HEOOXOIMMOCTH B PETYIIIPHOM J1a00-
pPaTOpHOM KOHTPOJIE B IEPHUOJ JICUEHUS;

* JUIMTENBHOCTHh JAEWCTBUSA U BO3MOXKHOCTH IOA-
KOYKHOTO BBE/IEHUs 1—2 pa3a B CyTKH.
[IportuBoTpoMOOTHYECKYIO akTHBHOCTE HMI

JUTMTETIbHO CBSI3bIBAJIM MCKIIIOYUTEIBHO C Ipeodia-

JJaHWEM aHTH-Xa aKTUBHOCTBIO HaJl aHTUTPOMOHHO-

BOH akTHUBHOCTBIO. [l03HEE BBIICHUIIOCH, UTO TOJIb-

ko 30 % npotuBoTpoMOoTHUECKOH akTHBHOCTH HMIT

ocymecTsiusiercs uepe3 aHtTutpomOut 11 u va 70 %
gepe3 3QQeKThl, CBI3aHHBIE C SHAOTEINEM, B YACTHO-

CTH C BBICBOOOX/IEHHEM €CTECTBEHHOTO HHIMOUTOpa

BHelIHero myTH cBepteiBanus TFPI. AxtuBarus Tka-

HEBOTO (haKkTOpa SABISETCS KIIOYEBBIM TAIIOM pa3BH-

THUSI KOAryJsiiUi U BOCHAJICHUS U SIBIISETCS BaYKHOU

YacThI0 NaTOreHe3a THOMHO-CENTUYECKUX 3a00IieBa-

nuit, KA®C, [IBC-cunpoma, 4to 00bICHSCT IPPeK-

TUBHOCTH puMeHeHuss HMI' npu 3Tux cOCTOSHHUSAX.
Cnektp 3a005eBaHUIl M TATOJIOTHYECKUX COCTOSI-

Hui, npu Kotopbix HMI™ ahekTrBHBI, Upe3BbIYaiiHO

mmpok. Ha ceropusmnuii nens HMI' sBisercs npe-

naparoM BbIOOpa y OepeMeHHBIX ¢ TpoMOodmineld u

[O3BOJISIET TPEIYNPEIUTh DPa3BUTHE KaK BEHO3HBIX

TpOMOO30B U TpoMOO3IMOOJMH, TaK M IEJIOr0 psijia

AKyILLIEPCKUX OCIIOKHEHU: HEBbIHAIIMBAHMS OepeMeH-

HOCTH, T€CTO30B, IPEXKIECBPEMEHHOM OTCIOWKUA HOp-

MaJIbHO PACIIONIOKEHHON IUTALeHTHI, BHYTPHYTPOOHOH

3a/Iep KKK pocTa IUI0/a, aHTeHaTaIbHOM rubeny miona,

(eromnaneHTapHOi HegocTarouHOCTH. HenasHo Obin

OIyONMKOBaHBl pe3yabTarbl uccrnegoBaHus LIVE-
ENOX [19]. Ilpumenenue sxokcanapuna y 180 oepe-
MEHHBIX KEHIIHH ¢ TPoMOO(DHIHMEH 1 CHHIIPOMOM T10Te-
p¥ Iwiona B aHaMHe3e ObUTo 3(h(EeKTHBHBIM (POXKICHHUE
XKuBBIX zereil) B 84% cnyuaeB. He ObU10 oTMeueHO
HH OITHOTO Ciiy4asi TpoM003a, HA OJHOTO KIMHHUYECKU
3HaYMMOTr0 KPOBOTEUEHHUS WM 3IH30[a TPOMOOIHMTO-
neHny. COmacHO HalllUM JaHHBIM, JyYIIHE HCXOIBI
MMEIOT MECTO y TAIMeHTOK, KOTOpbIe TOMydallk Tepa-
NIMIO C PAaHHHUX CPOKOB OEpEMEHHOCTH U B (pepTHIILHOM
IWKJIe B paMKax MOATOTOBKU K OepeMeHHOCTH. OTHIM
U3 ONpPEACISIONHX (PAKTOPOB MPUMEHEHHS TelIapHHOB
B aKyIIEPCTBE SIBISICTCS OTCYTCTBHE TEPATOrCeHHOTO U
IMOPHOTOKCHYECKOTO 3(PPEKTOB, MOCKOJIBKY OHH HE
NPOHMKAIOT Yepe3 MIIAIICHTY.

HMI sBnsieTcs mpenapaTom BEIOOpa 115 Tpohu-
JIAKTHUKU U JICYCHUS TPOMOOTUUECKUX OCIOKHEHU N
y OHKOJIOTHYECKUX 00JIBHBIX. UHTEpECHO, YTO 3TOT
a¢dextr HMI cBsizan He TONBKO C €ro BIUSHHUEM Ha
npoueccsl koarynsinuu. HMI™ o6nagaet cnocoGHO-
CTbIO CBsI3bIBaThCA ¢ P- u L-cenekTuHamu, npensr-
CTBYsl IIpolieccaM MeTacTa3upoBaHud. [lo gaHHbBIM
in vitro, HMI" npensTcTByeT aire3uu Oy X0JIEBbIX
KJIETOK K aKTHBHPOBaHHOMY moJl neiictBueM IL-1b
MOHOCJIOI0 SHJOTENUANbHBIX KIeToK. O IpOTHUBO-
BOCIIAJIUTENbHBIX cBoMcTBax HMI' cBugerenn-
CTBYET €T0 CBOMCTBO MPEMSATCTBOBATH IKCIPECCUU
TF Ha sHIOTENINH, aKTUBUPYEMBIM I10J] IEHCTBUEM
npoBocHanuTeNbHbIX IUTOKMHOB TNF-a n IL-1b.

B mocnenHee Bpemsi NpHCTalbHOE BHUMaHHE
yaensercs uzydyenuto BnusaHuss HMI' Ha mpoueccsl
BOCTIAJICHUS! ¥ BO3MOXKHOCTh €0 NPUMEHEHHsS ISt
JICYCHUS Pa3InYHbIX 3a00J€BaHU, BKIIIOYAsl BOCIa-
JUTENbHBIE 3a00JIeBaHMsI KUIICYHUKA, OpOHXHAIb-
HYIO aCTMY, ayTOHMMYHHBIE U CEPICYHO-COCYUCTHIC
3aboneBanusa. Tak, mokaszaHa crocodoHocte HMIT
MHTUOMPOBATh aJIre3UI0 JIEHKOIUTOB M IKCIIPECCHIO
TNF-o.

O hekTHBHOCTD MTIOKOKOPTUKONI0B TTIp KADC
00yCJIOBJICHA MX CITIOCOOHOCTHIO MHTMOMPOBATH pas-
BUTHE CHCTEMHOTO OTBETa Ha BOCIAJCHUE BCIIEA-
crBue OnokupoBanus skcnpeccun NF-kB — ¢ak-
TOpa TPAHCKPHUIIIHH OONBIIMHCTBA MEIHUATOPOB
BocnajeHusi. CienyeT OTMETHTh, YTO caMU 1o cebe
[JTFOKOKOPTHKOH/IBI HE BIUSIOT Ha PUCK Pa3BUTHUS 1O-
BTOPHBIX TPOMOO30B.

[IpuMeHeHne BHYTPUBEHHOI'O HMMYHOTIO0Y-
JUHA MOXET OBITh 3(P(PEKTHBHBIM B CBSI3H C €r0
CIIOCOOHOCThIO OJIOKMPOBaTh CBSI3bIBAHHE aHTH-
TeJI C peuentopamMu Makpogaros, yBEIHMYHUBATH
T-KJIIETOUHBIN CYNPECCOPHBINA OTBET, H, BO3MOXKHO,
YMEHbBIIATh CUHTE3 U aKTUBUPOBATH METa0OIU3M
nupkynmupytomux [gG, perynmupoBars MpoayKIUIO
UTOKUHOB U aKTUBAILlMIO CUCTEMbI KOMILIEMEHTA.
NMMyHOTIIOOYTUH TpPUMEHSIETCS Takke JIsl Jie-
YeHUs! TPOMOOTHUYECKOH TPOMOOIHMTONEHUYECKON
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mypHypsl ¥ 0coO0eHHO 3(()EeKTHBEH Yy MalneHTOB
¢ TpombOouuToneHuei. C OCTOPOXKHOCTBIO H IO
BO3MOXXHOCTH B MHMHHMMAJBHBIX J03aX CIEAyeT
NPUMEHSATh UMMYHOITIOOYIMH Yy NALUEHTOB NpHU
MOPaKEHUH MOYEK, TaK KaK Mperapar MOKET CIIpo-
BOLIMPOBATh Pa3BUTHE MOYCUYHOH HEZOCTATOYHO-
ctd. OcoOeHHO 3TO KacaeTcs JUI ctapuie 65 Jer,
NPUHUMAIOIINX Mpernaparsl ¢ BO3MOKHBIM Hedpo-
TOKCHUYECKUM JCHCTBUEM U IPU CETICHCE.

B mnocnennee Bpemsi Bce Oosblie AaHHBIX 32
ycIlemHoe npuMeHenue mia3Magepesa npu KADC,
SIBJISIFOILIETOCST CETOAHSI OJHUM M3 OCHOBHBIX METO-
JIOB TEpalMH JAHHOTO COCTOSIHUA. D(P(PEKTUBHOCTD
mwia3Madepesa cBsi3aHa C yJaJEHHEM NpH IJaHHOU
npouenype ADPA, NpoBOCHAIUTENBHBIX ITUTOKUHOB
TNF-o, IL-1, IL-6, KOMIIOHEHTOB KOMIUICMEHTa U
JPYTHUX MEAMATOPOB BOCIAIEHUS, YTO NPEMATCTBY-
€T TPOrPECCHPOBAHHIO BOCIAIUTENHHOIO OTBETA,
MPOLIECCOB KOAryIslMd M TOBPEXKIEHHUS TKaHEH.
[ToBTopHBIE TUIa3Madepe3sl ONpaBaaHbl IpU HAUOO-
nee pedpakrepubix ciydasx KADC, xoraa ocraib-
Has oOIenpuHsATas Tepanys He IPUHOCUT OJNOKH-
TENBHOTO PE3YNbTaTa.

3aMecTUTENbHAs Tepanus CBEKE3aMOPOKEHHOH
I1a3Moil HeoOxoauMa, B OCOOEHHOCTH, IMpPU SBHBIX
npu3Hakax JIBC-cuHapomMa M MHKpOaHTHOIaTH4e-
CKOM TeMOJIMTHYECKON aHEMHH (TIOSIBJIEHHE OONBIIOTO
YHCNIA LIHCTOUUTOB — (ParMeHTOB SPUTPOLMTOB —
B nepudepuyeckoii kposH). [lokazano, yro miua3ma-
(epe3 sBisercs Haubonee 3(PGEeKTHBHBIM METOAOM
Tepanuy MHMKPOAHTHONATHYECKOH Te€MOIUTHUYECKON
anemuu, accouuupoBanHoi ¢ ADC. [Ipu 3Tom onHa u3
OCHOBHBIX II€JIEW 3aMECTUTENBHOMN Tepanuu — BOC-
[IOJTHEHUE YPOBHSI €CTECTBEHHBIX AHTHUKOATYJISTHTOB U
B niepByto ouepeab AT I u nporenna C.

BecbMma s¢dexTBHO MPUMEHEHNE KOHIICHTPATOB
antutpom6OuHa 1l u nporenna C. Tak, pekoMOMHAHT-
HBI akTUBUpoBaHHBIA mpoTenH C ([porpexorun)
005aaeT MOUIHBIM AHTUTPOMOOTHUYECKUM (CHMXKa-
eT ypoBeHb D-aummepa), TpOTHBOBOCHIAIUTEIEHBIM
(camxkaer xoHuneHtpauuto 1L-6) u ¢ubpuHONIMTH-
yeckuM 3¢ ¢pextom. Ero sddexruBrocTs nokxazana
y HalMeHTOB ¢ TsDKENbIM cercucoM [29]. B cBssu ¢
KJIFOYEBOH POJIBIO0 CUCTEMHOTO BOCIIAJIUTENBLHOTO OT-
Beta B naroreneze KA®C npumeHeHue 3Toro nperna-
para o0ocHOBaHO U y namueHToB ¢ KADC.

Myt npocdpunakTukmn KADC

[Manuentsr ¢ A®C cocTaBisAOT TPYIIY OYEHb
BBICOKOTO PUCKa Pa3BUTHS TPOMOOIMOOINYECKHUX
OCJIOKHEHHH B MEpUONEPAlMOHHOM IIEpUOJE.
Haxxe MUHUManbHbBIE HHBa3WBHBIE BMEIATENb-
cTBa (OWoOTCHUs, KIOpPETax, IKCTpakmus 3yda) mo-
ryT cnposonuposars pa3zputue KADC. V 40%
nanueHToB KADC Obl1 cipoBOUPOBaH XUPYPIH-
YyeCKUM BMemaTeabcTBOM [23]. OCHOBHBIMU MpH-

YMHAMH Pa3BUTHI TPOMOOTHYECKHX OCJIOKHEHUN

B CBS3M C XUPYPIHUECKUMH BMeELIATEeIbCTBAMHU

SBJISIIOTCSI IOBPEXKAEHUE COCYIUCTON CTEHKH, CTa3

KPOBHU U OTMEHa HEMpPSIMBIX aHTUKOATyJISTHTOB.

C nensio npopunaktuku KA®C B nepuoneparu-
OHHOM TIEpPHO/IE PEKOMEHIYETCS:

* CBeCTM K MMHHMYyMY IIE€pPHOJ, B TEUEHHE KOTO-
pOro MPHUOCTAHABIMBACTCS AHTUKOATYJISIHTHAS
Tepanus;

* TpH OTCYTCTBUU XUPYPIHYECKHX MPOTHUBOIOKA-
3aHUM Kak MOXHO paHbllle BO30OHOBHUTH aHTH-
KOAryJISHTHYIO TEpaluio B MOCIEONEPalMOHHOM
MepuoJie, yUYUThIBasd, 4yTo y mauueHToB ¢ ADC
BO3MOXKHO pa3BUTHE TPOMOO30B HE CMOTpsl Ha
NPUMEHEHUE CTaHJApTHBIX aJCKBATHBIX CXEM
AHTHUKOATYJSIHTHOW Teparuu,

* TPUMEHATH AHTUKOATYJISHTHI B J03aX BBIIIE CTaH-
JNapTHBIX, T. K. Yy nanueHToB ¢ ADC mocnenHue
MOTYT OBITh HEAOCTATOYHO 3P PEKTUBHBIMUY;

e 00ecreuuTh SIIACTHUYECKYI0 KOMIIPECCHUIO IS
MPEeNYNPEXICHHS SBICHUN CTa3a B AMCTaJIbHBIX
y4acTKax COCYJUCTOrO pycia.

B mepuon oTMEHBI HEMPSMBIX aHTUKOAryJISHTOB
HEOOXOMMO MapeHTepaJbHOe BBEICHHUE AHTHKOA-
TYJISTHTOB, MPEANOYTHTENLHO HHU3KOMOJEKYIISPHOTO
rermapuHa, B aJeKBaTHBIX jao3ax. Kpome Toro, He-
00XOIMMO BHUMATEIIFHO OTHOCHTHCS K JICYCHHUIO
m000r0 MHGEKIMOHHOTO 3a00JIeBaHUs, MPUMEHSS
a/IeKBaTHYI0 aHTHOHOTHKOTepanuto. CrenyeTr Takke
MOMHUTB, 4To pu ADC KaTeropudecku NpoTUBOIO-
Ka3aHO NPUMEHEHHE OpalbHbIX KOHTPALETITUBOB U
3aMECTUTENILHON TOPMOHAIbHOU TEPAIHH.

3aknio4yeHune

BesycnoBHo, coxpaHeHne OepeMEHHOCTH TIpU
Haymuuu B aHamHeze KADC ¢ pa3BuTHeM MOIHOP-
TaHHOW HEJOCTaTOYHOCTH TMPEJCTaBIAeT OONbIION
puck. OnHaKo Ha OCHOBaHMH HAIIIETO OIbITa MBI MO-
JKeM YTBEep)KJaTh, YTO MAaTOreHeTH4ecKas Tepamus C
MIPUMEHEHHEM HHU3KOMOJIEKYIIPHOTO TemapuHa Io-
3BONISIET M30€XKaTh OCIIOXKHEHUI OepeMEeHHOCTH Y
MAIUCHTOB C KpaitHe Tspkeno mportekaromum ADC,
Ha ceronusamii 1eHs BaXXHOH OcTaeTcst mpobiema
muarHoctikn KA®C, kotopast HembIciuMa 0e3 orpe-
nenenuss ADA. Ilostomy, BeisiBienue ADA 10mKHO
OBITH 00s13aTENBHBIM Y BCeX OEpEMEHHBIX C TecTo3a-
MH, TPUBBIYHBIM HEBHIHANTUBAHUEM, HadalbHBIMH
NPOSIBIICHUSIMA THOWHO-CENTHYECKUX 3a00JICBAHUIA.
CoeBpemennas auarHoctuka KA®C mo3onur Ha-
3HAYUTB AJICKBATHYIO Tepanuio ¢ npumeHenneM HMI
CBEKE3aMOPOKCHHOH TUIa3MBI, TIa3Madepesa u n30e-
JKaTh HEOOOCHOBAaHHBIX U 3a4acTyto He 3(Q(HEeKTHBHBIX
BMEIIATENbCTB (IKCTUPIIAIMA MaTKU U T. 11.).

Kpaiine Ba)XHO BBIIEIHUTH TPYIIY MALUEHTOK, C
yrpozoii pazsutuss KADC. V Bcex OepeMEHHBIX ¢
A®C u HaciieACTBeHHOM TpoMOoduueit Hanbosee
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nenecooOpa3HoN SIBISIETCS paHHsSA MaTOTeHeTHYe-
CKasi TPOTUBOTPOMOOTHYECKAss W IPOTHBOBOCIIA-
nutenbHas tepanus ¢ npuMmenennem HMI, kak Bo
BpeMsi OEpEeMEHHOCTH, TaK U MUHUMYM B TEUEHHE
6 Hemenpb Mocie PoAoB. YKa3aHHBIM MOIXOM MO3BO-
JIIET OCYIIECTBUTH MPOMUIAKTHKY MOTEPh IUIONA U
TPOMOOTHYECKNX OCIOXHEHHUH, 00ecreunTs Oolee
aJIeKBaTHOE Pa3BUTHUE TUIAICHTHI, MPOBECTU MPOQH-
JIAKTUKY Pa3BUTHS BHYTPUYTPOOHOW 3aJEPIKKH PO-
CTa TUI0/Ia, a TAK)KEe MPENOTBPATHT PA3BUTHE CAMOTO
rpo3Horo ocnoxHeHust AOC — karactpoduueckoit
¢dopmbr ADC.
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Cratbsa npeactasnera 9. K. AiinamagzsHom,
OrBY «HNNAT um. O. O. Otra» C30 PAMH,
CaHkT-MNeTepbypr

CATASTROPHIC ANTIPHOSPHOLIPID SYNDROME
IN OBSTETRIC PRACTICE

Makatsariya A. D., Bitsadze V. O., Khizroeva D. Kh.

m Summary: Catastrophic antiphospholipid syndrome (CAPS) is
an uncommon, often fatal, form of the antiphospholipid syndrome
that results in a widespread coagulopathy and affects predominantly
small vessels supplying organs with the development of multiorgan
failure against a background of high level of antiphospholipid
antibodies. Thrombotic microvasculopathy is the basis of
multiorgan failure and clinically manifests with CNS disturbances,
adrenal failure, and the development of acute respiratory distress
syndrome. CAPS is a life-threatening condition and requires urgent
measures. Optimal treatment for CAPS is not developed yet.
CAPS present a multidisciplinary problem. Authors demonstrate
17 cases of CAPS in patients which were managed from 2001 to
2012 years. Molecular mechanisms of pathogenesis and different
obstetric and non-obstetric manifestations of CAPS are discussed
in the article. There is the description of first case of management
of pregnancy and labor of patient with CAPS in her history. The
methods of CAPS prevention are described.

m Key words: pregnancy; pregnancy complications; thrombsis.
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