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Jlabopamopnas QuazHocmuka mpomoomuyecKol
MUK]OdHzlonamuu

TpoMm6oTuueckaa Mukpoanruonatua (TMA) - 3To natonormyeckuii npouecc, CONPOBOXKAAWMIACA CUCTEMHBIM
TpoM6030M BC/leACTBUE OKKJII03UM COCYA0B MUKPOLMPKYNATOPHOrO pycna (apTepuon, Kanuanspos) pasfYHbIX
OpraHoB, KOTOpPbIii NPUBOAUT K MUKPOAHruonaTuieckon reMmonutuyeckoit aHemumn (MArA), Tpom6ouuToneHumn

M NOBpEeXAEHUI0 opraHoB [1-3].

TMA xmaccupuiupyioT Ha epBUIHBIE
u Bropuunsle. [lepsnunsie TMA BxiI0-
YaloT B ce0s1 TPOMOOTUYECKYI0 TPOMOOLI -
roneHndeckyo nypnypy (TTII), tunny-
HBIJI TEMOJIUTUKO-YPEMUYECKUI CUHIPOM
(rI'YC) n arunimanbiii (al' YC). K maoroumc-
JIEHHBIM BTOpUYHBIM TMA oTHOCATCS:
npesknaamMncus, sknammcus, HELLP-cunp-
POM, ayTOMMMYHHbIe 3ab01eBaHus, 3710-
KadeCTBEHHBIE OITYXO/I, BUPYC UMMYHO-
medunnra yenoseka, rpun HINI, raome-
pynonatuu, MeTUIMaNoHOBas aliuAypus
C TOMOLIMCTMHY PUell, HEKOTOPbIe TeKapCT-
BeHHbIe IIPeIapaThl, MOHU3UPYIOIIee U3TTY-
YeHNe, TPAHCIUIAHTAMA CONMMTHBIX Opra-
HOB Il KOCTHOT'O MO3ra.

Haubomnee nsBecTHbIMI 3a60/I€BAHUSAMI,
B OCHOBe KOTOPBIX 1eXXUT TMA, ABnAo0TCA
TpoMboTHYecKas TPOMOOLUTOIEHIYe-
CKas MypIypa U TeMOTUTUKO-ypeMude-
CKUI CUH/IPOM.

Tpomb6oTuyecKan
TpoMbouuTOoneHU4ecKan
nypnypa

TTII aBnsAeTcA pefKUM reMaTooruyde-
CKMM 3a00JIeBaHMEeM C pacIpOCTpaHeH-
HOCTbI0 10 cy4yaeB Ha 1 MIIH YelOBeEK.
IlepBbiii OCTpPBIN 51M30] BOSHUKAET B 3pe-
nom Bospacte (90% Bcex cnygaes TTII),
HO MOXKET BCTPeYaThCs y AeTell M MOfpOCT-
koB (10%). Kpome ayToMMMyHHOTO MeXa-
HU3Ma, IeKaliero B ocHose TTII, ommcaHbl
penkye HeMMMYHHBIE GOPMBI (CMHAPOM
Anmoy-Illynemana). TTII BcTpevaercs
B 2 pasa yallle Y )KeHIIVH U ee KIVHIYe-
CKOe TedyeHNUe XapaKTepusyeTcsa TeHNIeH-
nyeit k pequpysaM. HecMoTps Ha Tepanes-
tnyeckoe neyenue, TTII ocTaerca omac-
HBIM JIJLS1 )KM3HY 3a00/IeBaHMeM C yPOBHEM
cmeprHOCTHI OT 10 710 20%.

MaTtopusmonorua TTMN

Hauunas ¢ 1924 r. (9nu MowmkoBuig
omucan QaraabHbI KIMHUYECKUI CITY-
Yail TPOMOOTIYECKOI MUKPOAHTIMOTIATI )
u 1o 80-90-x rofoB XX crt., aTnonorust TTII
0CTaBaJIaCh HEM3BECTHO CO CMEPTENbHBIM
ucxopoM B 90% cnyyaes. OMOupuieckoe
JedeHMe C 3aMEHOI IIa3Mbl y HallMeH-
TOB B 3TOT MepPUOJ IOKA3a/I0 3HAUNUTEIb-
Hoe ymyumenne nporrosa mpu TTII, 4ro
MMO3BOJINIIO NOOUTHCA BBIXKMBAEMOCTU
B 85% cmy4aes.

Ponb dakTtopa Bunnebpanpa n pedpuunt
ADAMTS13 B passutun TTII

daxrop ¢on Bunnebpanpa ssnsercs
MY/IBTYMEPHBIM O€TKOM, Y4aCTBYIOIINM
B MHUIMALIMN CIUTIaHKUS TPOMOOLMTOB.
OH CUHTe3UpyeTCs U BHICBOOOXKHAETCS
9H/IOTe/TNATbHBIMU K/IeTKaMU U XpaHUTCA
B OpraHe/IIaX IIUTOI/Ia3Mbl, Ha3bIBaeMbIMI
rpanynamu Baiibens-Ilannaga. MoHOMepbI
¢axropa Bumne6panpa ¢ M. B. 200-300 x[Ta
00pas3yT MyIbTUMEPDI ITOOYIAPHOIL
KoHdopmanuu ¢ M. B. 500-30000 k/la,
KOTOpbIE CHIKAIOT €T0 B3aUMOielICTBIe
C TPOMOOL[UTAMIL.

Css3p Mexny narousuonorveir TTII
u ¢B 6bi1a nokasaHa B pabore J. Moake.
OH 06Hapy>KUJI, YTO y MALMEHTOB C XPO-
HudeckuM penugusupyromum TTII
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B OONBIINX KOMMYIECTBAX LUPKYIUPYET
BBICOKOMOJIEKY/IAPHBIIT (B — Kak B Tepuox
ocTpoit (asbl, TaK U BO BpeMs PeMUCCHUN.
Tax Kak 5TV HEOOBIYHO OOJIBIIVIE MY/IBTH-
MepBI OTCYTCTBYIOT B HOPMaJIbHOI IIIasMe,
VICCTIENIOBATENb IPETIONIOXKII, UTO JO/DKHA
CYIIeCTBOBATh IpOTeasa i pacliere-
HMA TUINEpPajiTe3UBHBIX MY/IbTUMEDPOB
®B. Takum 6enkom okaszancs ADAMTS13
(A Disintegrin And Metalloprotease
with ThromboSpondin-1-like domains,
member 13) - MeTannonporeasa, MpuHas-
JIe)Kallas CeMelCTBY MeNTUAA3HBIX OeKOB,
KOTOpbIe B 1996 I. He3aBUCHMO IPYT OT ipyTa
BoIgenuau mucciaemosarenu H.M. Tsai
u M. Furlan. ADAMTSI13 cunresupyercs
B 3B€3/[YaThIX K/IeTKaX [eYeH 1 SH/JOTeNIN-
QJIBHBIX K/TETKaX COCY/IOB B BIJIE [TTMKOIIPO-
TenHa ¢ M. B. 180 x/[la [22, 23]. Kpome Toro,
6nomornyeckn aktusHblit ADAMTS13
CHHTE3MPYIOT IIOJOLUTHI T0YeK, TYOyIIsp-
Hble 3IUTeNaNbHbIe KIeTKU U TPoMbo-
nuThl [24-26]. ITocne CTPyKTYpHBIX M3Me-
HEHWIT B 9H/[ON/IA3MATINYECKOM PETUKY-
nyme ADAMTS13 cTaHOBUTCA aKTMBHBIM

U BBIfIE/ISIETCSI B KaueCTBe aKTUBHOTO dep-
MeHTa B IMPKYJLALNIO KpoBH [27], rie mpouc-
XOJIUT pacIlerl/IeHyie BBICOKOMOIEKY/IAPHOTO
$B Mexpy octaTkamy TMpo3uHa 842 u Me-
tioHnHa 843 nomena A2. Ilpu gedunnre
ADAMTSI3 nabmogaercs ¢B-3aBucumoe
HaKoOIlJIeHJie TPOMOOIIITOB, YTO B KOHE-
HOM UTOT€ IPUBOJUT K MUKPOCOCYAMCTOMY
tpom60o3y 1 TTII (puc. 1).

ADAMTSI3 perymupyeT GpyHKIMOHAIb-
HYI0 aKTUBHOCTD (B, cIIoco6cTBYS Orpanu-
YeHUIO0 POCTa TPOMOOB B MUKPOLIMPKY/Ls-
topHOM pycre. Jepurmr ADAMTS13 moxer
OBITH 00YCIIOB/IEH MyTAIMAMMU IeHOB, KOTO-
Ppble KOTUPYIOT CHHTe3 3TOro hepMeHTa, TN
BBIPa0OTKOI K HEMY aHTUTE]L

JlabopaTopHana guarHoctuka TTI

HOuarnoctuxka TTII ¢ yuacTtuem
ADAMTSI3 BxroyaeT onpefeneHye cie-
AyHOLMX TabOpaTOPHBIX TeCTOB [28]:

o akTBHOCTD ADAMTS13 117151 MO TBEPIK-
IeHus KanHndeckoro auarsosa TTII;

e anTU-ADAMTSI13 IgG nna ycraHOB-
neHus npuanHsl fedurra ADAMTS13;
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MuKpococyA 3[0poBoro YenoseKa
(apTepvionbl 1 KanunApsI)

Mwukpococyn npu TTI (@kTvBHocTE ADAMTS

<10% oT HopMasbHOro YPoBHS, pacLuenneHre ¢B
3HAUUTESIbHO CHIMAETCA, 06pa3oBaHVe MUKPOTPOMOOB,
npozyLVpoBaHye LI30LMTOB, FeMON3 3pUTPOLIMTOB)

Puc. 1. Mukpococya 3a0poBoro yenoseka npu TTN
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Puc. 2. CxemaTu4yecKoe u3obpaxeHne TeCT-cMCTEMbI NPV NPOBEAEHUM UMMYHOAH3 N33 C NaTepaNbHbIM
noToKoM AnAa onpegenenus E. coli 0157:H7

* B OT/IEJIBHBIX C/Iy4YasaX — CEKBEHNPOBa-
Hue rena ADAMTS13.

st puddepeninanbHoOl AMATHOCTUKI
IpUOOPETEeHHO ¥ BPOXKAEHHOI (OPMBI
ADAMTSI13 npuMeHAOT alTOPUTM.

Yposun ADAMTS13 <10% npu Hanu-
MM AHTHUTEN XapaKTePHBI /151 GOMbIIIH-
cTBa nanumenTos ¢ TTII. OTu manueHTHI
pearupyoT Ha OOMeH IIa3Mbl ¥ UMMYHO-
cynpeccuwo. IlagqueHTbl ¢ ypOBHAMU
ADAMTS >10% u 6e3 aHTUTEN HE OYAYT
pearupoBarb Ha TaKue MeTO/ bl JTeYeHVA.
[l1s1 HUX HeOOXORMMO UCKATh APYTHe IpH-
YIHBI TPOMOOLMTONIEHNY Y AaHEMUM, KO-
Topble BKmovatoT: [IBC-cungpowm, cemcuc,
paK, IPe3KIaMIICHIO, CMCTeMHBIN CKJIepOos3,
CKB, 310Ka4eCTBEHHYIO I'UIIEPTEH3NIO,
OTTOpIKEeHNe T0YeYHOTO TPaHCIIAHTAHTA.
Cpepy NalMeHTOB PefiKO BCTpevyaeTcs Ha-
nuune HU3Koro yposHsa ADAMTSI13 6es
HpPUCYTCTBMSA ayToaHTUTeN. Takme ma-
IMeHTHl HOKHBI IPONTU reHeTuIecKoe
tectupoBanue ADAMTS13, Tak Kak UM
noTpebyercsi TONbKO MHQY3UsT Ta3MBblL
6e3 mMMyHocynpeccu. ['eneTnyeckoe Tec-
THUpOBaHUe TaKXKe IOKa3aHO J/IA JieTell,
JKeHINVH C PeNUAUBUPYIOI UM 31IM30-
LaMU BO BpeMs 6epeMEeHHOCTH, TI0feil
C TIOTIOKUTETbHBIM CeMeJTHbIM aHaAMHE30M
VIV TIPY HQIVYUU IPYTUX KIMHNYECKNX
IPM3HAKOB.

NuTepnpetauma tecta ADAMTS13

Hopma: AxtuBHOCTD — 50-140%, nHTN-
6UTOp He BBISBIIEH.

o AxTuBHOCTB - 0-5%, ocTpas ¢dasa
cuHpoMa Momkosuua. ITanneHTsr HyX-
HAIOTCS B HEMEIEHHOM BBEEHM T1/Ta3Mbl
C METaJIIONPOTENHA3OI.

o AKTUBHOCTD — 6-7%, IpU3HaK reHe-
TUYECKOI MyTallyu ¥ CUHApOMa AIIIOY-
[ynbpmana.

o AKTUBHOCTD — HIKe 40%, OC/TOKHEHU ST
6epemennocT, [IBC-crHApOM, OHKOIOTH-
4yeckue 3a00/1eBaHNs, TOCIEONIEPATIVIOHHBIE
BMeIIaTeTbCTBA.

FeMONUTUKO-ypeMUYECKUNA
CUHAPOM

TMA ¢ nepBUYHBIM OOHapyXeHUEM
[I0Y€YHOI HeJJOCTATOYHOCTI Ha3bIBAETCH
TeMOIUTIYECKUM YPEMUYECKIM CUH/PO-
moMm (I'YC).

Hawubornee pacripoctpaneHHol hopmoit
ABJIAETCA 3apajkeHUe KMIIeYHOI Maloy-
koit Escherichia coli (ceporunst O157:H7,
O111:H8, 0103:H2, 0123, 026 unu gp.,
KOTOpBIe IPOAYUUPYIOT UINTATOKCHH),
YTO CONPOBOXK/AETCs KPOBABOII iapeeii.
9ra popma HaspiBaerca EHEC-T'YC (am-
tTeporemopparudeckas E. coli, EHEC)
unu STEC-TYC [29]. TYC npu pec-
nupartopHoit uHdexkuun (Streptococcus
pneumoniae) unu SP-I'YC Bcrpedaercs
KpaitHe pegko [30]. Ecnin Hu ofjHa u3 uH-
dekuuit He onpe/eNieHa, TOTa MOJ03pe-
BatoT atunuuHbiit [ YC, KoTOphIil 00-
YC/IOBJIEH TeHeTMYeCKIMY HapyIIeHNAMU
VIV U3MEHEHMSIMU UMMYHHON CUCTEMBI,
XapaKTepM3YIIMMUCS TaTONOTHel CHC-
TeMbl KoMIieMeHnTa [31]. Y mereit okomo
80-90% cnyuaes BpisBanbl EHEC-T'YC,
5-10% otHocaTca k al' YC u menee 5% -
k SP-TYC [32].

Bce matodusuonornyeckue ¢hpopmbl
I'YC umeroT onocpeoBaHHOE NTOBPEX/e-
HIe 9H[OTeNMaNbHBIX KIETOK, KOTOpOoe
B OCHOBHOM IOpa)kaeT KalyjIspbl MOYEK.
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Ecu T'YC 06ycoBieH AeiicTBUEeM Kpart-
KOBPEMEHHOTO TPUTTepa (3aIycKalomuii
(bakTOp), TAKOTO KaK IINTATOKCUH (9HTEPO-
remopparudeckasi Escherichia coli), nadex-
uuu Streptococcus pneumoniae Uy JieKap-
CTBEHHBIX IIPEIIapaToB, TO IOCIIe YaTeHU
TPUTITEpA U MOJIEP>KMBAIOLIEN Tepaun
IPOVICXOMIUT CIIOHTaHHaA peMuccus. B ciy-
Jae reHeT4ecKoro fedexra mmnm npuobpe-
TEHHOI! AMCPeryIALny KOMIUIEMEHTa VIV
cucreMbl reMocrasa TMA MoXeT IpuBecTH
K TIOBPEX/IEHIIO OPraHOB (0OBIYHO MTOYKII)
Haxke IOCTIe yAaaeHus Tpurrepa. Ilpume-
POM 3TOTO AB/IAITCA KOMIITIEMEHT-Perys-
TOpHBIE eeKThl, BbI3BaHHbIE MYTAL[UAMY
daxropa H, pakropa I, pakropos B, C3 nnn
MeMOpaHHBIM KodakTopoM 6enka (MCP)
unn ayroanrurenamu k ¢akropy H. 3a-
nyckamomumy GakTopaMu TakKe MOTYT
OBITD: 37T0KaYeCTBEHHAsI OLYXO/b, Oepe-
MEHHOCTb, TPaHCIJIAHTAlUsA CTBONOBBIX
KJIETOK, MH(EKINH, IeKapCTBEeHHBbIE IIpe-
Haparbl. B pegKux cnydasx HaOMIOfarTCsa
MYTal}}i TeHOB, YYaCTBYIOLINX B CHCTEMe
CBEpTHIBAHNS KPOBH, TaKMe KaK J{UAIIVII-
rnuueponkntasa E (DGKE) u tpom6omo-
LY/IVH, KOTOpble XapaKTePHBI B OCHOBHOM
U1 leTell Jo ofHoro roga [33].

TMNUYHBIA reMONUTUKO-YPEMUYECKUI
CUHAPOM

TUnuYHLI reMONTUTUKO-YPeMUYecK I
curgpoM (tI'YC)- ato octpoe 3abonesa-
HIe, IPK KOTOPOM Ha (hoHe MHDEKIVIOHHO-
00YC/I0B/IEHHOII Maper B IPOAPOMab-
HOM IIep1ofie Pa3BUBAIOTCS HEVMMYHHas
MUKPOAHIMOIATNYECKAsI TEMOTUTUIECKas]
aHeMusI, TPOMOOLMTOIIEH ST U OCTpast Io-
YeyHas HeJJOCTaTOYHOCTb.

B 1955 r. C. Gasser BBel TEpMUH Y IIa-
[MEHTOB C IIOYEYHOI HEJOCTATOYHO-
CTBIO IIOC/IE KPOBABOI Auapen, a B 1978 1.
M. Rahaman mokasan cBs3b MeXAY
I'VC u Shigella undexuneit [34]. Campim
pacnpoCTpaHeHHBIMY NPOAYLEHTAMMU
IMUTATOKCUHA SABIAITCSA CEPOTUIIDI
EHECO157:H7 n 0104:H4.

OcHOBHBIM (aKTOPOM IATOT€HHOCTH
CYMTAETCS MUTanofoOHbI TOKCHH (Stx),
KOTOPBIII Ipopyuupyer takxe Shigella
dysenteriae 1 Tuma. Boipiensior Ba cemeit-
crBa Stx — Stx1 u Stx2. ITokasano, uto E. coli,
BbIieNIeHHas oT 6onpHbIX ['YC, mpoayiu-
pyer m60 oba TokcnHa (Stx1 u Stx2), mi6o
TONbKO Stx2. VIcToyHMKaMu nepefadyn mu-
TaTOKCVHA ABJIAIOTCA: KPYIHBII POTaThIi
CKOT, O/IHN, OBL{BI, KO3BI, JIOLIA/I, COOAKI,
HTUIIBL, MYXU. A MCTOYHMKM 3apPaskeHVs IS
Jye/I0BeKa: HaBO3 U KOPMYIIKMU B XO35IICT-
Bax (MOBBILIEHHbIIT PUCK 3apakKeHNs B CENb-
CKOIT MECTHOCTH); MOJIOKO; Msico (mipn y6oe
CKOTa); HeX/IOpMpOBaHHAsA BOJja; TPA3HBIE
GpyKTHI M 0BOLY (POCTKY pefiica, cajar,
SIGTIOYHBIIT CUAP); KOHTAKT C MHOULIMPOBAH-
HBIMI YXMBOTHBIMY WM 9KCKPEMEHTaMMU
Je/I0BeKa; HelacTepM30BaHHBII S0MTOYHBII
COK; KOHTAKT C 3apaKeHHBIMU TIOLbMU

(B merckux yupexpenunx). CpegHuit uH-
TepBa HpOsIBIeHN s OOMTE3HU COCTABISET
3 pus (ot 1 go 8 pHeit). TUNMYHBIMY Hava/Ib-
HBIMI [POSIBTIEHUSAMU SIBJISIOTCST: CIIA3MBbl
B OPIOIIHOI IIOJIOCTH, CTA0OCTD, OIUTOAHY-
pust. Temopparudeckas guapesi BCTpedaeTcst
B 70% cny4aeB. ['YC 00bIYHO [UAaTrHOCTH-
pyeTcs 4yepes 6 [Hell [OC/Ie Havala fuapen
C TAKMMM CUMIITOMaMH Kak pBoTa (30-60%),
nuxopanka (30%), OBbIIIEHVIE KOTMIECTBA
JIEVIKOLITOB.

MaTodusmonorunueckuin Mexanusm 1ryC
ITpu xumeyHOi MHEKLMM LINTATOK-
CUH IIPOXOJUT 4Yepes3 CTeHKY KMIIeYHMKa
U TPAHCIIOPTUPYETCA B KPOBOTOK HENTpPO-
¢buraMu, MOHOIMTAMMU Y TPOMOOLIUTAMIL.
Jlanee cBA3BIBAETCA C SH[OTEIMATBHBIMA
K7eTKaMu 104Ky yepes CD77 (kmacrep aud-
depennumposku, CD77 unu rmobonrpuao-
cunuepamup, Gb3), BbI3bIBasi rbesb KIIETOK
u BbICBOOOXK1as1 hakTop Butebpanma. V-
reprnerikuusbl (IL-1, IL-6) u ¢akTop Hekposa
onryxorm (TNF) ycummBalor akcrpecciio pe-
LIENITOPOB LIMTAaTOKCHHOB Ha MOBEPXHOCTU
9HJOTeNNATbHBIX K/IeTOK. [loBpexieHHbIe
KJIETKY 9KCIPeCCUPYIOT IIOBEPXHOCTHBDIN
BBICOKOMOJIEKY/IAPHBII akTop Bune6-
paHja, KOTOPBIl MHULMKUPYET CAUIIaHMe
TPOMOOLIMTOB Yepe3 B3aUMOJEIICTBIE C ITIN-
korpoterHoM Ib. IIIuraTOKCHHBI TAKKe BbI-
3bIBAIOT 9KCIIPECCHIO0 TKaHEBOrO (haKTopa
Ha 9HJOTe/TMA/IbHBIX KJIeTKaX, YTO IIPUBOINT
K akTuBanuu dakropa VII n ob6pasoBanuio
¢ubpuna. IIpu sToM nponcxoput Tpom603
HOYEYHBIX COCYJI0B, KOTOPbIil MOKET 3aXBa-
ThIBaTh fpyrue cocynnl. Habmonaercs akTu-
BalVIA CUCTeMbI KOMIUIEMEHTA 11 Jia/IbHeliIee
paspylieHye SHAO0TeMAIbHBIX K/IETOK.

JlabopatopHas guarHoctuka 'yc

JIabopaTopHbIe MCCIeROBAHMS CIIEAYeT
BBINTOJTHSATD B MEPBbI€ CYTKM FOCHUTAIIN-
3anuu HalyeHTa B CTAIMOHAp IO HavYasa
aHTHOaKTepranbHOIl Tepanuu. Ilpn sTOoM
[IOKA3aHBI C/IE[YIOLIVe TeCThL:

e IIOCEB Kajia Ji/is BBISABIEHMS KYJIb-
typbl STEC (cpema MacConkey s E. coli
O157:H7);

o OIIpefiefieHNe B CBIBOPOTKE KPOBM aH-
tuTen K munononucaxapupy (0157 LPS);

¢ OIIpeie/IeH e IIIUTATOKCUHA B KaJIe MIN
pexTanbHOM Maske MerogoM IIITP;

* pa3pabOTKa OBICTPBIX TECTOB Ji/1A OIpe-
menenns E. coli O157:H7 B kane [35] (puc. 2).

ATMNUYHBINA FreMONUTUTUKO-YPEMUYECKMIA
CUHIPOM

ATUNINMYHBIA TeMONUTUKO-YpeMuye-
ckuit curgpom (al'VC) - xpoHnyeckoe
CUCTEMHOE 3a60)’IeBaHI/I€ TeHeTU4YeCKOM
IIpupoabl, B OCHOBE KOTOPOTO JIEXKUT HeE-
KOHTpONMpyeMas aKTUBalMsA ajbTepHa-
TUBHOTO HyTI/I KOMIIJIEMEHTa, Benymaﬂ
K reHepain30BaHHOMY TpoMboobOpasoBa-
HUK B cocynax MI/IKpOHI/IpKyJIHTOpHOI‘O
pycna (KOMHTICMCHT-OHOCpC}IOBaHHaH

Tabnuua. MyTtaumu B reHax KomnieMeHTa npu al'yC

MaeHTUdULMpPOBaHHbIE reHeTUMECKME aHOMaNuK B perynaTopHbix 6enKkax KoMnnemenTa npu alryC

o MpuyYMHa HEKOHTPOIMPYEMOW aKTUBaLUK
WU3MeHeHHbIN 6enoK FeH KOMNAeMeHTa Yacrora (%)

DaxtopH CFH HapyLueHo cBA3bIBaHME C 3HOOTENMEM, 20-30
CHUXeHa HaKkTuBauma C3b
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aHTUTen
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Puc. 3. AnbTepHaTUBHbI MEXaHU3M NyTU KoMNAeMeHTa npu alyC

TpoMbOOTHYECKass MUKPOAHTMOMIATIA).
B 1998 r. P. Warwicker u coaBt. mepBpiMu
cBaszaimu pasputue al YC ¢ reHeTn4ecKuMu
HapyLIeHNAMY, ONYOIMKOBAaB Hab/IIOeHMe
passurus al'YC.

Pacpoctpanennocts al'YC cocraBnser
10% oT paclpoCTpaHEHHOCTU TUIMYHOTO
I'VC (0,2 na 100 TbIC. HaceneHus, U3 KO-
TopbIx 40% 6onbHBIX al YC - B3pocible).
Arunnynsiii I'VC nogpasaensior Ha ceMeli-
Hb11 (10-20%) u cnopagudaeckuit (80-90%).
B ocnose al'YC nexxat MyTaLuy perynsaTop-
HBIX 0€IKOB CUCTEMBbI KOMIITIEMEHTa, TaKie
Kak: komIuieMeHTapHblit ¢paxrop H (CFH),
MeMOpaHHBI KOQaKTOPHBII NPOTeUH
(MCP), xommnemenrapuslit ¢paxrop I (CFI),
tpombomonynuH (THBD), pakrop (B), paxk-
top C3, a Taxoke anTuTena k CFH.

MMatopusmonornyeckuin Mexaumam al'yC
ITpu akTMBaLMU KOMILJIEMEHTa 00pasy-
ercsa C3-koHBepTasa, pacuenndmomasn C3
Ha Masiil (C3a) n 6onbinoit (C3b) dpar-
MEHTBI, KOTOpas ONCOHM3MPYETCA Ha II0-
BEPXHOCTI MUKPOOHOI KJIeTKY ¥ GOpMIPYeT
MeMOpaHoaTakylomuit komieke (MAK),
cocrosamuit us C5b, C6, C7, C8 u C9. dto
HPUBOJUT K OCMOTIYECKOMY JIN3NCY KITETKIA.
Yro6bl aKTHBUPOBAHHAS CHCTEMA KOMILTE-
MEHTa He YHIYTOXI/Ta COOCTBEHHBIE KITETKIA,
Ha X OBEPXHOCTY PACIIONIOXKEHbI OeK-
perynaTopsl. YacTb Takux 6e/KOB CHHTe3N-
pyeTcs B IeYeHU U LUPKY/INPYeT B I1a3Me
KPOBM B HEAKTMBHOM cocTostHMM. K Takum
6e/IKaM OTHOCSIT KOMITJIEMEHTapHbI (ak-
top H (CFH), pakrop I (CFI) u mem6paH-
HbI1 KOAKTOPHBII TPOTENH, 3aKPeT/IeHHbIIT
Ha noBepxHOCTH KIeToK (CD46). ®akrop I,
[JIaBHBII 13 BBIIIEIIEPEYNCIIEHHBIX akK-
TopoB, pacuenisier C3b u C4b. ®axrop H
u CD46 siBnsirotcst Kodakropamu akTopa
koMmIieMeHTa 1. IlepBblit 13 HUX CBA3bIBa-
eTCs C IIMKO3aMIHOITIMKAaHAMV COOCTBeH-
HBIX KJIETOK OpPraHM3Ma, OTCYTCTBYIOLIMMU
Ha MeMOpaHaX 6aKTepUaIbHBIX KJIETOK,
a TaKxe MHrMbMpyer akTuBHOCTH C3-KOH-
BepTasbl. [Ipy MyTaLuy JaHHBIX PeryiaTop-
HBIX 0€TKOB MPOMCXOAUT yTpaTa 3aliMThl
9HJOTENNAIBHBIX K/IETOK OT HOBPEX/ICHM A
KOHEYHBIMY IIPOAYKTaMV aKTUBAL[UY a/lb-
TePHATUBHOIO ITyTU KOMIUIeMeHTa (puc. 3).
MyTanun B reHax, MMeIOIuecs y Ialiu-
eHToB ¢ al'YC, npuBofgAT K HapyLUIeHUIO
3alMThl 9HAOTENMNATBHBIX K1eTokK (IK)
OT aKTUBALMN CUCTEMbl KOMIJIEMEHTa
BcaepcTBue fedunnura uanm QyHKLINO-
HaJIbHBIX HapyLIeHUI 6eN1KOB-peryis-
TOpPOB. OTO BbI3bIBaeT NoBpexaeHne K
¢ mocnenyoomyuM obpazoBaHneM TpoMOOB
B COCYJaX MUKPOLMPKYIATOPHOIO PyCIIa.
[IpenMylecTBeHHOE IOpaXkeHMEe II0YEK
npu al'YC cBs3aHO € 0COOBIM CTpOEHVEM
9HJOTeNNs KIyOOUKOB, KOTOpoe obecrie-
YIBAET IOBBIIIEHHYI0 YyBCTBUTENBHOCTD
K HOBPEXAEHNIO, 00YCTIOBIEHHOMY Hapy-
LIEHHOM PerynAuyeil KOMIJIEMEHTa.

Hanb6onee yacroit npuuntoii al' YC cun-
taerca myranus ¢akropa H — ocHoBHOrO
PeryIsATOPHOrO OefKa, OrpaHNYMBAIOIIEr0
AKTMBHOCTD a/IBTEPHATIBHOTO ITyT! KOMIL/Ie-
MmeHTa. Ero meduunt, kak u geduuut gpyrux
PEryIATOPHBIX IPOTENHOB, KaK I/Ta3MeH-
HBIX, TaK U MeMOpaHOCBsI3aHHBIX (pak-
topbt: H, I, MCP), npuBopuTt K 6e3yziepKHO
VI IOCTOSTHHOV aKTMBALUM aTbTePHATUBHOTO
HOyTH, 3aBepUIAOIIerocsi obpasoBaHmeM
MeMOpaHoaTaKylolero komiriekca. ITocen-
HUJ TOfiep)KUBaeT MeXaHM3MbI COCY/U-
CTOTO TIOBPEK/IEHSI U TPOMOOOOPa3OBaHILL.
Y He6onbIIOro Yncia OOIbHBIX CIIOpafinye-
ckas popma al'YC MoskeT OBITH 06yCTIOBIeHA
HPUCYTCTBYUEM aHTUTeN K hakropy H.

Ha cerogusamumit genp al'YC paccma-
TPUBAIOT KaK KaTacTpoduuecky Ipore-
Kalolllee yrpoxkaiolee XU3HU CUCTEMHOe
3aboneBaHme C HEOMATOMPUATHBIM IIPO-
THO30M (70% OGOJIbHBIX YMMPAIOT B MOMEHT
[IEPBOTO 3MNU30/a).

MyTauuu B reHaX KOMIIEMEHTa IpK
al'YC npepicraBnensl B Tabnuie [36].

NabopatopHbie TecTbl npu al'yC
Insa nopreepxkgenns al'YC pekomenpo-
BaHO IIPOBefieHNe CIeAY 0K TeCTOB [37]:
o MyTaLMI/fie/IeL M1 TEHOB KOMIITIEMEHTa
(C3, CD46 (MCP), CFB, CFH, CFHRI,
CFHR3, CFHR4, CFHRS5, CFHI);
o MYTAL[/ T€HOB O€TIKOB CHCTEMBI KOa-
rynAnyn (II1a3MIHOT€H, TPOMOOMOJY/IMH);
o autn-CFH.

BbiBoAbI

TMA MOXXeT IpoABAATbCA IPYU CaMBIX
PasHbIX 3a00/IeBaHMAX U OTHOCUTCS K HEOT-
JIO)KHBIM TeMaTOIOTMYECKIM 3a00/IeBaHMAM,
KOTOpbIe TPEOYIOT CPOYHOTO BMeIIATe/b-
crBa. B Hacrosiiee Bpems [yt Takux Ghopm
TMA, xax TTIIu I'YC, onpepenens! MoneKy-
JISIpHBIE MeXaHM3MBI VX Pa3BUTHUA U paHHUE
MeTOfbl Tab0paTopHOIt fuarHoctuku. Taxoke
VIMeeTCst BO3MOXKHOCTb AnddepeHInpoBarh
TTII ot al'YC. Tax, gna TTII xapakrepex
ne¢uur ADAMTSI13, mpu KOTOPOM MY/Ib-
TrIMepbl akTopa Buebpanpa He paciuern-
ASI0TCS. JTaHHBII TaOOPATOPHBII TECT II0-
3ponuT BpadaM oTanyuth TTII ot al'YC
(BK/TIOYAS MCCTIeJOBaHYe MyTal[i T€HOB
kommemenTa). K coxarnennto, crierpgnde-
CKVIe METOJIBI AVATHOCTKY, TaKye KaK OIpe-
nenene aktuBHOCT ADAMTSI13, ananus
Ha IIUTaTOKCUH, He TONbKO He BXOMAT B ITe-
pedeHb UCCTIeloBaHNIT SKCITpecc-Taboparo-
PWIL, HO OHM IOCTYIIHBI He BCEM KPYIIHBIM
MEIUIMHCKNM yupexeHnsaM. OfHako py-
TUHHBIE TECTHI, BHIIIOTHsEMbIE BO MHOTUX
nmaboparopusix (mosbiirenve JIIIT, cHmkeHne
ranTormoOuHa, NAeHTUPUKALVS U301
TOB, OTpuULaTe/IbHbI TecT KymOca), 3a 04eHb
KOPOTKMIT IIPOMEXYTOK BPeMeHY MO3BOJIAT
HOATBEPAUTD COOTBETCTBYIOIIUII IATHO3.

CnncoK nuTepaTypbl HAXOANTCA B pefaKLmuu. @




