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Hedumur ADAMTS-13 urpaer KIIOUYEBYIO POJIb B MATOT€HE3€ TPOMOOTHICCKON TPOMOOIUTOIIEHHICCKO
nypnyps! (TTII). B mociaesHue roapl CHUKEHHE aKTHBHOCTH ADAMTS-13 BBIAB/LIIOT HE TOABKO IIPH MUKPOAH-
THONATHYECKHX CHHIPOMAX, HO U PAJE INIOMEPY/LIPHBIX O0JIE3HEH II0YEK, B TOM YHC/IE IIPH XPOHUIECKOM IJIO-
MepynoHedpHTe, BOTIaHOYHOM Hedpure. [lepI0 HAlIero HCCIeJOBAHUS ObLIIO OIIEHUTH COCTOSTHHE CHCTEMBbI
«ADAMTS-13 - (paxrop poH BryureGpansa — TpOMOOITHTHI> Y OOTBHBIX C TPOMOOMD HIIHAMI, HMEIOIINX 3200/ IEBAHMS
mouek. 00caeqoBaHo 20 60abHBIX € TPOMOODITHAMHU (AHTH(HOCHOTHUITHTHBIM CHHAPOMOM U F€HETHYECKIMH)
¥ 3200JIEBAHHAMU IOYEK, B TOM YHC/I€ C BOTYAHOYHBIM HE(DPUTOM, XPOHHIECKUM ITIOMepyIoHehpHTOM, HMEB-
X MOP(OIOIrHIECKHe IPU3HAKH TPOMOOTHIECKOM MUKpoaHTHonatuy (TMA). AkruBHOCT ADAMTS-13 Hi:Ke
KpaiiHero pedepeHcHOro 3uaueHus (<93%), cocraBuBian 92-56%, oouapy:xenay 8 (40%) 601bHBIX. AKTHBHOCTb
ADAMTS-13 06paTHO KOppeIHpoBaIa ¢ ypoBHEM (paktropa o Bruwrieopanna (r = -0,3, p < 0,05) 1 mpamo - ¢ Iuc-
JIoM TpoMGOIUTOB (r = 0,57, p < 0,01). HanGosee HU3KHEe 3HAYEHHUA AKTUBHOCTH ADAMTS-13 oTME4YEHH! Y IBYX
GOJIBHBIX C THCTOJOTHYECKOM KAPTHHOM oCTpoii TMA B 6Guomrrarax mouek (56% u 76%). Pe3yabTaTsl HALIEro
HCCIEOBAHHA ITO3BOJLIIOT PACCMATPHBATD HapyleHUsA B cucreme <ADAMTS-13 - @B - TpOMOOIIUTEI> KAK OAUH
M3 YHHBEPCAIBHBIX IIATOI€HETHIECKUX MEXaHHU3MOB TPOMOOOOPA30BAHUA B COCYJAX MUKPOIUPKYIATOPHOIO
PYC/Ia MOYEK IPH PA3THIHBIX BUAX ITATOTOTHH.

Introduction and aims: It is known that ADAMTS-13 deficit is a reason of thrombotic thrombocytopenic purpura.
A reduction of the ADAMTS-13 activity has been recently demonstrated in different glomerular nephropathy (lupus
nephritis, chronic glomerulonephritis). The aim of our study was to assess the <ADAMTS-13 - von Willebrand factor -
platelet> system disturbances in patients with nephropathy and thrombophilia with TMA in biopsy specimens. We
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evaluated the ADAMTS-13 activity in plasma of 20 patients with nephropathy and thrombophilia (antiphospholipid
syndrome and hereditary thrombophilia). The ADAMTS-13 activity <93% was founded in 8 (40%) pts. The lowest AD-
AMTS-13 activity (56% and 76%) was noted in 2 patients with acute TMA. ADAMTS-13 activity directly correlated with
platelet counts (r = 0,5, p = 0,012) and there is indirect correlation between ADAMTS-13 activity and vWF (r = -0,3, p <
0,05). Our results suggest that the disturbances in the <ADAMTS-13 - von Willebrand factor - platelet> system is an uni-
versal pathogenetic mechanisms of thrombosis formation in renal microcirculation.

Key words: ADAMTS- 13, von Willebrand factor, thrombotic microangiopathy, thrombopbhilia.

BBengenue

ADAMTS-13 (a disintegrin and metalloprotease with
thrombospondin-1-like domains, member 13) — meTan-
JIONIPOTEA3a, IPUHALICKAIAS CEMEUCTBY IEITUAA3HBIX
6e1K0oB ADAM, OHOJIOrMYECKas POJIb KOTOPBIX 3aK/II0Yd-
€TCA B ACTPAJALMY KCTPALIECIUIIO/LIPHOIO JIOMEHA TPAHC-
MEMOPAHHBIX 6€1KOB. B uacrnoctn, ADAMTS-13 pacuie-
IUIAET CBEPXKPYIIHBIE MYIBTUMEPHL (PpakTopa GoH Bui-
nebpanaa (PB), ¢ IPUCYTCTBUEM KOTOPBIX B KPOBOTOKE
CBSI3BIBAIOT TPOMOO3BbI COCY/IOB MUKPOLIMPKYJIATOPHOI'O
pyciia npyu TpOMOOTHYECKON TPOMOOIUTOIEHUYECKON
nypnype (TTII) [27]. Jepuunut win OTCyICTBUE aKTHB-
HOCTHU 3TOI'0 (PEPMEHT4, KAK OBbUIO YCTAHOBJIEHO HEAABHO,
WUI'PAET KIIOYEBYIO pojb B maroreHese TTII, mpuBoss K
HAKOIUIEHUIO B LIUPKYJIALUYU CBEPXKPYIIHBIX MYJIbTH-
MepoB OB BereacTBre AeeKra ux gerpagaunu [18, 37).
[Mprunnamu aepunura ADAMTS-13 MOryT OBITH MHOI'O-
YHCJIEHHBIE MYTAIIUKU I'€H4, KOAUPYIOMIEIO CUHTE3 ITOU
METALIONPOTEA3BI (CErOAHA UX U3BECTHO Hosiee 70), min
BBIPAOOTKA aHTUTEN K Helt [17, 22, 37], B 3aBUCUMOCTH OT
YEro BBIIC/AIOT 1B OCHOBHBIX TUIIA TTTT: HACIE[CTBEHHYIO
(cungpom Upshaw—Shulman) 1 npruo6peTeHHy. Pa3-
BATHE TIOCJIEAHEN BOZMOXHO IIPHU CUCTEMHOU KPACHON
BogaHke (CKB), B TOM umnciie Ipy BOITYaHOYHOM HeppuTe
(BH), B pesynbrare geduiura ADAMTS-13, 00ycnoBieHHO-
ro aHTU-ADAMTS-13-anTurenamu 14, 21].

daxrop (pon Bunnebpanjga — MyJIbTUMEPHBII MIPO-
TEUH, CUHTE3UPYEMBIIT NCKIIOUUTEIBHO B KICTKAX 3HJIO-
TeIUA COCY/IOB U MerakapuouuTax. 3pensiii @B cocrour
U3 arPErUPOBAHHBIX CYOBEAUHULL C MOJIEKYIPHBIM
BecoM 0KoJIO 280 k/ja, COOpaHHBIX B MYJIbTUMEPBI, CO-
XPAHAIOIUEC B BUJE CBEPXKPYIIHBIX (DOPM B TEJIbLIAX
Berb6na-Ilannana sHJOTENNANBHBIX KIETOK [25, 34].
CBepxXKpyIHbIE MyJIbTUMEPLI OB CEKPETUPYIOTCA U3 ITUX
OPTaHEIUI NIPU MTOBPEXKIECHUHN SHAOTENHS, CTUMYJIALUN
TPOMOUHOM, IPOBOCHIAIUTENBHBIMU IUTOKUHAMHU [31] 1,
TIOMA/1as1 B KPOBOTOK, OBICTPO pacmieruisitoTcss ADAMTS-13
JO TE€TEPOI€HHBIX MYJIbTUMEPOB C MOJIEKYJIIPHOI Mac-
con ot 500 o 20 000 k/la [13], onocpeayIommx aare3uio
TPOMOOITUTOB K KIETKAM SH/IOTENINSA U CYOIHOTENINANb-
HBIM CTPYKTYpaMm. [Ipu 3TOM aare3nuBHas akTUBHOCTb OB
KOPPEIUPYET C PA3MEPOM €0 MYJIBTUMEPOB. OUEBU/IHO,
yTO 6€3 HEMEeIEHHO! erpaganun ADAMTS-13 cepx-
KpyIHbIE MyIbTUMEPBI PB MOIyT GBICTPO HAKAIUIUBATLCA
B YYACTKAX MOBPEXACHUA SHIOTEINA, IPUBJICKASL Tyd
60JIBIIME KOJUYECTBA TPOMOOLUTOB, (POPMUPYIOMIUX
TpoM6sI [5, 13]. Takum o6pazom, ADAMTS-13 peryinu-
pyeT (PYHKIIMOHAJIBHYIO AKTUBHOCTbh DB, cmoco6CTBy
OI'PAHMYCHUIO POCTA TPOMOOB B MUKPOLIUPKYILITOPHOM
pyce.

MHOrOUMCIEHHBIE MCCIIEAI0BAHNA IIOKA3AIH, YTO AKTHB-
HOCTb ADAMTS-13 <5%, BILIOTb /IO €€ TIOJIHOT'O OTCYTCTBUS
(TsDKEIBIi e(PUIUT METAUIOIPOTEA3bI), XAPAKTEPHA UL
TTI1[7,17,28,33,37]. OnHAKO HEIABHO OBIIO YCTAHOBJIEHO,

YTO HEOOJIBIIOE WIN YMEPEHHOE CHIDKEHUE AKTUBHOCTU
ADAMTS-13 MOXeT HAOIIO/IAThCS TIPU TIEJIOM Psifie 3260-
JIEBAHUH, B TOM YN CJIC KAPIUO- U 1IEPEOPOBACKYISIPHBIX [8,
9, 10], tuppo3e MEUCHH, ATKOTOIBHOM TEITATHTE, OCTPOM
naHkpearure [29, 38], cencuce n MHAYLHUPOBAHHOM UM
CUHJPOME JUCCEMHUHUPOBAHHOI'O BHYTPUCOCYAUCTOIO
ceeproBanua (IBC) [20, 30, 41]. VMepeHHOE CHIDKEHUE
akTUBHOCTM ADAMTS-13, nomumo TTTI, onucano npu apy-
I'MX MHUKPOAHIMONIATUYECCKAX CUHIPOMAX: T€MOJIUTHKO-
ypemudeckoM cuHapome (I'VC), 310Ka4eCTBEHHOH apTe-
pUaIbHON TUNEpPTOHNH (15, 24, 39], a Taxxke anTUdOoCdO-
sunuaaoM curzapome (ADC) [4, 11]. TToABUINCH U TIEPBLIE
HCCIIE/I0BAHMS, B KOTOPBIX HU3KAs aKTUBHOCTb ADAMTS-13
OOHAPYKEHA IIPU ITIOMEPYIAPHBIX MOPAKEHUAX IIOUEK
pa3Horo re’es3a — BoauaHogHoM Hedpute (BH), xpoHu-
4yecKoM riomepynonedpure (XI'H) [7, 23]. Otu gaHHbIE
JTAIOT OCHOBAHUE MTPENONarath, yT0 ADAMTS-13 sBnsaercs
OJJHUM U3 (PAKTOPOB, BHOCAIINX BKJIA/ B (POPMUPOBAHUE
MUKPOLHPKYJIATOPHBIX TPOMOO30B HE TONbKO Ipu TTII,
HO Y IIPY APYTUX MUKPOAHTMONIATUYECKUX CHHAPOMAX, a
TAKKE [NIOMEPY/IIPHON ITATOJOI'MA UIMMYHOBOCIIAIUTEb-
HOI'O T€HE3d.

B nocieanue rojpl MOJYYEHB! JAHHLIE, CBUCTEIIb-
CTBYIOIIAE O BO3MOKHOCTH TPOMOOTHYECKOTO MOPAXKE-
HHUSL COCYJJUCTOTO PyCJla MOYEK IPU HAUOOJIEE YACTBIX
IEHETUYECKUX (popMax TpoMmbopminu — JleHjeHCKOU
MyTanuu V (pakropa CBEPThIBAHMUA KPOBU, MyTALUAX T'€HA
IPOTPOMOMHA, HHI'MOUTOPA AKTUBATOPA TIa3MHUHOI'€HA
(PAI-1) n meTunenrerparuapodonarpesykrasel (MTHER)
[19, 32]. Tax, T. Raife 1 COaBT. OOHAPYKWIIH, YTO y MAIIUCH-
TOB C KIMHUYECKUMHU 1 MOP(OTIOTMUECKUMU ITPUZHAKAMU
TMA ygacrora BeIABIE€HUs MyTauuu pakropa V Leiden
ObUId JOCTOBEPHO BBIIIE IO CPABHEHUIO C KOHTPOJIBHOU
rpynmnon. Kpome Toro, B uCCIe10BaHuAX Sucker U COaBT.
Obu1a BBIsSIBIICHA CBSI3b pa3suTysi ['YC/TTIT ¢ HOCUTEIECTBOM
renoruna T/T rena MTHFR C 677 T u rerorumna G/G rena
TPOMOMH-AKTUBUPYEMOI'O UHIUOUTOPA (PUOPUHOIN3A
(TAFI G505A) [35].

B Hammx HeIaBHUX MCCIIEAOBAHUAX ObIIO YCTAHOBJIEHO,
uyTO TMA y MAaIIMEHTOB C TEHETUYECKUMU TPOMOODUIHA-
MU, QHAJIOTMYHO HE(PPOIATUH, ACCOLMUPOBAHHON € ADC
(ADCH), MOXET Pa3BUBATLCA JIMOO KAK €JUHCTBCHHAAL
(popma NOPAKEHUS NIOUEK, TUOO COUETATHCS C YKE CYIIE-
CTBYIOIIEN HE(pponaTUeH, gare scero XI'H [2].

OpHako padoTsl O n3ydeHuIo pont ADAMTS-13 u @B
B PA3BUTUU TPOMOO30B MUKPOLUPKYIATOPHOIO PyCia
IIOYEK, ACCOLIUUPOBAHHBIX C IPUOOPETEHHBIMU M HACIIE]]-
CTBEHHBIMU TPOMOODUIMAMH, OTCYTCTBYIOT.

ITegpr0 HANIETO HCCAETOBAHUA OBUIO OIICHUTDH
COCTOSIHUE AKTUBHOCTH CUCTEMBI «<ADAMTS-13 — (paxrop
(pon Brnebpanya — TpoMOOLIUTEL> Y AITUEHTOB C IPUOO-
perennort (APC) 1 HACIEACTBEHHBIMUA TPOMOO(DIINAMU
U IOPAKEHUEM II0YEK, JINOO PA3BUBIIMMCS KAK JTJOKIBHO
[IOYEYHOE IIPOABICHUE TPOMOO(DUINY, JINOO COUETAIO-
muMmcs ¢ XI'H wnm BH.
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MaTtepuaasl H METOABI

B nccnenosanne 66U10 BRIIOYEHO 20 OONIBHBIX C TPOM-
60UIMAMA 1 TPU3HAKAMU TOPAKEHUSA IOYEK (CP. BO3PACT
30+ 11 ner): 14 (70%) My>xant 1 6 (30%) KEHIIHH, HAXO-
JUBIINXCS B KIMHUKE UM. EM. Tapeesa B 2007-2010 rT,, 1
14 310pOBBIX JOOPOBOJIBIIEB, COOCTABUMBIX IO MONY U
BO3pacTy. KpurepreM oT6opa MariieHTOB ObLIO HATMYHUE
MOPQOIOrMYeCKUX NMPU3HAKOB TMA B He(poOHONTATAX.
Ha MOMEHT BBIITOJHEHUA OMOIICUH IIOYKU OLICHUBAIN
OCHOBHBIE KIIMHUKO-TA00PATOPHBIE TTPOSBICHUS HE(DPO-
MIATUM: APTEPUAIBHOE J1aBeHUE (ALl), CYTOUHYIO IIPOTENH-
ypuio (CITY), apuUTpOIUTYPHIO, CKOPOCTh KITyOOUKOBOM
uibrpanuu (CKP) merogom Pebepra—Tapeesa, Kpeatu-
HUH CBIBOPOTKU (SCT), ypOBEHD AIbOYMUHA KPOBU.

Kpurepusamu aprepuaibHON runepronun (Al) 6puru
yposenb cucronndeckoro AL (CAL) > 140 MM pT. CT. 1/Uu
guacronnyeckoro AL (IA) 290 MM PT. CT. IO HA3HAYEHUSA
AHTUTMIIEPTEH3UBHLIX IIpenapaTos. [1pu yposue AJl >
180/110 Mm pr. cT. A" pacieHUBAIN KaK TsoKeylo. Hapy-
HICHUE (DYHKIIUU IOYEK KOHCTATUPOBAIU Ipu CKD Hipke
80 My1/MUH 1/1n ypoBHE SCr Boime 1,4 mr/L. «[TogeuHbIM
HCXO/IOM» CYUTAIN CTAOMIBHOE IOBBIILIEHUE YPOBHS SCr
>1,4 mr/an B TedeHue He menee 6 mec. [IpoTenHypuio
OIIPELE/LIN KAaK CYTOUHYIO 9KCKPELMIO OEJIKA HE MEHEE
0,1 r/cyr (npu 3HaveHuax 0,1-0,4 r/cyr — MUHUMAJIbHAS,
npu 0,5-3,0 T/cyT — yMepeHHas, 605€ee 3 T/CyT — BbIPa-
JKEHHAA). [eMaTypHIO ONpeesuld KaK YMEPEHHYIO IIPU
KOJIMYECTBE SPUTPOLUTOB OT 4 10 20 B 1OJIE 3PEHMSA, KAK
BBIPAKEHHYIO — 60siee 20 B [TOJIE 3PEHMUSL

JUIATENIbHOCTD IIOYEUHOI'O dHAMHE3A OIPEAEIIINA Ha
OCHOBAHUU MEAUITUHCKOM JOKYMEHTAIIUU, B KOTOPOU
HMEJIMCh IAHHBIE 00 OTCYTCTBUM IOPAKEHUA IIOYEK 32 OT-
HOCHUTENBHO HEOOJIBIION IEPUOA BPEMEHH JI0 TOABICHHS
IIPU3HAKOB HE(DPOIATUH, U PACCUUTHIBAIN B MECALIAX OT
Je610Ta 6OJIE3HN IO MOMEHTA OGMOTICUM TIoUeK. Cpe/THsIs
JJIMTENBHOCTD IIOYEYHOI'O aHAMHE3A K MOMEHTY IIPOBE/IE-
Hust Groricuu cocrasuia 10 [2; 96] mec.

Y BCexX GOJIbHBIX OIPEAECIIUIN CEPOIOTMUECKUE MAPKE-
per ADC (aHTHTENA K KAPAUOIUIIMHY, BOMTYAHOYHBINA AHTH-
KOAryJIIHT, AaHTUTEINA K f,-ITIMKOIIPOTENHY I) 1 crezytomue
[IOJIMMOP(PU3MBI I'€HOB CBEPTBIBAIOMIEI CUCTEMbBI KDOBU:
MmetueHTerparuapodorarpenykrazsl C677T (MTHFR
(C677T), nporpombuna G20210A (PTG (G20210A),
(baxropa V Leiden G1691A (F5 (G1691A), B-nienu pudpu-
HoreHa -455G>A (FGB (-455G>A), TpOMOOIIUTAPHOTO

Tabaruya 1
PacrnipenesieHue reHOTHIIOB IOJIUMOP(HBIX MapKepoB

T€HOB I'€MOCTa32 Y 00CI€JOBAHHBIX OOJIBHBIX

E.1O. Xadmsosa, H.J1. Kosnoscxas, J1A. boGposa 1 ap.
rukonporenta [11a T176C, L33P (ITGB3 (T176C, L33P) u
HHTUOUTOPA AKTUBATOPA IUTa3MuHOreHa [ trma -675 4G/5G
(PAI-1 (-675 4G/5G) METOIOM MOJIUMEPA3HO HIETTHON
peaxuuu (TTIUP).

V5 (25%) 601bHBIX AUArHOCTUPOBAH ADC: IEPBUYHBIIA
A®C — vy 1, Bropnunslii npu CKB — y 4 nanuenTos. ¥V 15
(75%) GONBHBIX BBIABICHA MYJIBTUTCHHAS TPOMOOMUIIHS,
NIPEACTABICHHASA PAIUYHBIMUA COUETAHUAMU <«IIPOTPOM-
OGOTEHHBIX>» TEHOTUIIOB UCCIIEJOBAHHBIX I'€HOB (Ta6IL. 1).

JUts1 onipesienieHus YPOBHSA M AKTUBHOCTH OB 1 aKTHB-
noctu ADAMTS-13 B mazMe KpOBU BEHO3HYIO KPOBb
CMEIIUBAIN C AHTUKOATYJIAHTOM (LIUTPAT HATPUSA), TIOCTIE
4ero LeHTpudyruposanu npu yckopenuu 3000 g B Teue-
Hue 20 MUHYT U 3AMOPAXKUBAIM IIpU TeMiiepatype —20 °C.
AxtuBHOCTh ADAMTS-13 onpenensiin MmetrofioMm FRET
(fluorescence resonance energy transfer) ¢ ICIIONb30BAHN-
eM (pimooporenHoro cyocrpara FRETS-VWE73 (PeptaNova
GmbH, Germany) 1 BbIpRKaJIM B IPOLEHTAX. FIHTEpBaN
akTUBHOCTU ADAMTS-13 y 310pOBbIX cOCTaBrI 94—113%.

Konuenrpanuio OB B riazme kposu (VWEAG) u ero
AKTUBHOCTD OLIPELE/LUIA METOLOM TBEPAO(PAZHOIO UMMY-
HO(EPMEHTHOIO aHAIM3a (ELISA) ¢ MOMOIIBIO TOJIMKIO-
HabHBIX antuten (Technozym vWTE:Ag ELISA; American
diagnostic inc. vWF activity kit). YpoBenb @By 310pOBbIX
BOJIOHTEPOB cocTaun 0,5—-1,5 ef1/Mi1, 2 aKTUBHOCTb OB —
56%[5, 31, 83].

J1st MOP(POIIOrMUECKOI'0 UCCIEA0BAHNA UCIIONB30BAIN
MATEPUAJL, TIOJIYYCHHDIH C [IOMOILBIO YPECKOKHON ITYHKIIH-
OHHOI OMOICUY TOYKU. B GMONTATAX OLIEHUBAIN YACTOTY
U XAPAKTED IVIOMEPYIAPHBIX U3MEHEHNH, U3MEHEHUN
HUHTEPCTULNS, KAHAJIBLIEB U COCY[OB, HATUYUE U OCOOEH-
HOCTH UIMMYHHBIX OTJIO?KEHHUI, ITIOMEPY/LIPHOIO CKIEPO3A.

[Tpu CTaTUCTUYECKOI O6PAOOTKE OTYYCHHBIX JAHHBIX
PACCYUTBLIBAIN CPENHEE 3HAYCHUE U CTAHJAPTHOE OTKIIO-
Henue (mean +SD) wim meguany, 25-11 1 75-1 KBAPTAIN —
Me [25%, 75%], B 3aBUCUMOCTH OT COOTBETCTBUSA JJAHHBIX
HOPMAJILHOMY PACIIPEAEIECHUIO. 11 IPOBEPKU CTATUCTH-
YECKOU 3HAYUMOCTH PA3INYNIT YACTOTHBIX IIOKA3ATENEN
HCIIOIB30BAIN KPUTEPHIT % 1O [TUpCcOHy. JOCTOBEPHBIMU
CUUTAINCH paznuuus 1pu p < 0,05; 0,05 < p < 0,1 paccma-
TPUBAIN KAK TEHJIECHIIUIO K PA3JIUYHIO.

JIJ11 BBIABJIEHUA W OLIEHKH CBA3EH MEXK[Y UCCIENyE-
MBIMU IIOKA32TE/AMU IPUMEHSIICA HENIAPAMETPUYECKUN
KOPPEJALMOHHBIA dHAIN3 110 MeTohy Spearman. O cuiie
Y HAIPABJICHHOCTU CBA3U CYAWIN 110 BEJIMYUHE U 3HAKY
KO3(pPUITMEHTA PETPECCHH I. [JOCTOBEPHBIMU CUUTAIN

pasmuuns npu p < 0,05. CraTUCTUYECKYIO
06pabOTKY JAHHBIX BBIIOJIHSIN C IIOMOIIBIO
naxera nporpamm SPSS 11,5.

PesyiabTarnl
T'en TTonu- «Jukni> | «Jukui> | lerepo3uror- | fomosuror-
MOP(HU3MBI aJUIeJIb | TEHOTUIL, | Had 3aMEHA, | HAad 3aMEHAQ, KIMHUYECKAs KADTHUHA TTODAKEHHUS TIOYEK
ne | ne ne | g b P

blJIA NIPEACTABIEHA HEPPOTUIECKUM CHUH-
FVLieciden| GI1691A G 19 (94,7) 1(53) 0 JpoMoM y 7 (35%) 6OIbHBIX, OCTPOHEDPHU-
— 9 -

PTG G 202104 G 19 (94.7) 153) o TUYECKUM CUHIPOMOM —V 3 (15%), 1/130an00
BAHHBIM MOYEBBIM CUHAPOMOM — Y 10 (50%)
MTHFR C677T C 10 (50) 7(35) 3(15) rauueHToB. [Iporennypusa (I1Y) BbiABIeHA Y
18 6051bHBIX, ¥ 10 113 KOTOPBIX (55,0%) HOCHITA
FGB G 455A G AR 1069 35 U30JIMPOBAHHBIN Xapakrep. Bemmuuna [1Y co-
ITGB3 C 176T (L33P) C 15(75) 5(25) 0 craswia 0,95 [2,2; 5,2] 1/CyT. DPUTPOLIUTYPHUA
- - 3apeructpuposana y 16 (80%) maiieHTOoB, B
PAI-1 4G (-675)5G 5G 5(25) 735 8¢9 TOM YHCJIE BBIpLKEHHAs1 — v 6. HapymeHue
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(PYHKLIMK ITOYEK OTMEUEHO Y 15 60ibHBIX. Bce onu nmenu
cHpKkeHHyI0 CK®, cpeiHas BEJIMYUHA KOTOPOM COCTABUIIA
61 * 38 mi/muH, y 12 (75%) u3 Hux cHipkeHue CK® co-
YEeTAIOCH C MOBBIIEHUEM YPOBHA Sct. Y 2 60nbHbIX (10%)
pazsuiachk OITH, noTpe6oBaBiIas JIEUEHU CEAHCAMU T'e-
MOAXANIN3A. «[ToueuHbIN NCXO/» HACTYIINI Y 10 GONbHBIX.

Kiunuko-nabopatopHas XapaKTepUCTUKa OOIbHBIX
[IPEJCTABICHA B TA0M. 2.

Anemus BoigsieHa y 8 (40%) 60JIbHBIX, 3HAYEHHUA I'EMO-
[JI06MHA Y KOTOPBIX COCTABWIN 55—116 1/11. TIoBbIIIEHHE
yposus JIIT ot 480 no 834 ME umenn 4 (20%) n3 3tux
nanueHToB. TpomboruToneHus (YUCiIo TPOMOOITUTOB
53000 B 1 MKIKpOBI) OTMeEUEHAIMIIbY 1 (5%) MALUEHTKY,
HMMEBLIEH HAUOOJIEE HU3KUI TI0KA3ATEb IFEMOIVIOONHA U
BbICOKHUI JI/IT. Taknum 06pa3oM, 1abOPaTOPHBIE TPU3HAKU
TMA B BU/IE TSKEION TEMOIUTUYCCKON aHEMUU U BbIPA-
JKEHHON TPOMOOLIUTONEHUN 3APETUCTPUPOBAHBI TOJIBKO
B OJJHOM ciryuae, y 6onpHOM CKB. Elnie y 3 arineHToB KOH-
CTaTUPOBAHA U30JIMPOBAHHAS MUKPOAHIMONATUYECKAS
I'€MOJIUTUYECKA AHEMUSA C YMEPEHHBIM CHIKEHUEM YPOB-
H IEMOIIO0MHA U noBbienueM JIII mpyu HOpMaIBHOM
YHCIJIE TPOMOOITUTOB.

Tpom603b! pa3BUIUCh Y 8 (40%) GOJNBHBIX: APTEPUATIL-
HBIE — Y 5, BEHO3HbIE — Y 2, CMEIIAHHBIE — Y 1 60JIBHOTO.

Y BceX GOBHBIX B OMOINITATAX IIOYEK UMEIUCH MOP(O-
JIOTMYECKUE NPpU3HAKA TMA, pefCTaBIECHHBIE ITIOMEPY-
JIIPHBIM M/WIA APTEPUOJIIPHBIM TPOMOO30M, YTOJILCHAEM
HMHTUMBI APTEPUIL C KIIETOYHON NPOAU(pEPALUEN IO TUITY
«IYKOBUYHOM IENTYXW», yTOJIIEHUEM Oa3aIbHBIX MEMOPAH
KAIIMJUIAPOB KIIyOOYKOB, APTEPUOJIOCKIEPO3OM, HHTED-
CTUILIUAIBHBIA (PUOPO30M, ATPOHEI KAHANIBIIEB, UITIEMU-
4yecKoi aTpoduer KopbL [Ipu a1oM v 5 (25%) 60IbHBIX
C MYJIETUT€HHOU TpoMobodmmeit TMA okazanach eauH-
CTBEHHBIM BAPUAHTOM MOPAKEHUS MOUEK; Y 1 GOIBHOTO
6bu1a nposieiaeHneM APC-He(pPONaTHH IIPU IIEPBUUHOM
ADC; y 4 ¢ BroOpruHbIM ADQC cOYeTAIACh C BOTYAHOYHBIM
nedpurom (BH); y 10 narmentos TMA coueTanacs ¢ pas-
JIUYHBIMU MOponornueckumu gopmamu XIH:y 3 — ¢
ME3aHIMOKATWIAPHBIM [H, y 5 — ¢ Me3aHrnonpomudepa-
TuBHbIM ['H, y 1 — ¢ Mem6panosueiM TH, y 1 — ¢ pokasbHO-
CErMEHTAPHBIM ITIOMEPYIOCKIEPO30OM (TallL. 3).

O6pamnanu Ha ce0s1 BHUMAHHUE YaCTOTA U BBIPAKCH-
HOCTb CKIEPOTUYECKUX U3MEHEHUI B TKAHU II0YEK IIPU
OTHOCUTEIBHO KOPOTKOM aHAMHE3€ HeponaTu. CerMmeH-
TAPHBII WX TTTOOIBHBIN ITIOMEPYIOCKIEPO3 ObUT BBIBIECH
y 12 (60%) GOMBHBIX, APTEPUO- U/HITH APTEPUOTOCKIEPO3 —
y 17 (85%), cknepos uurepctuiyst — y 15 (75%) O0IbHBIX.
B 15 6uonrarax MMeNINCh U3MEHEHMS 6A3IbHBIX MEMOPAH
kiy6oukoB (BMK), mpeicTaBIeHHbIE YTOJIEHUEM Pa3-
JIMYHOU CTENEHU BBIPAKEHHOCTHU U/UIHU YABOCHUEM, HE-
3aBUCUMO OT MOP(POIOTNIECKOIO BAPUAHTA HE(PPOITATUH.
[TomHOKPOBHE KAWLLIPOB OTMEYEHO Y 10 (50%) OOIBHBIX.
[Tpusnaxu octpoit TMA o6Hapy:xeHbl Y 2 601bHBIX (10%):
y ogHOM ¢ CKB, MMEBIIEN NPU3HAKA MUKPOAHTUONIATH-
YECKOI'O I'€MOJIM3A U TPOMOOLUTOIIEHUIO, B COYETAHUU
¢ BH III kmacca, y apyroro — ¢ Mem6pano3usiM ['H. [1pu
MMMYHOI'UCTOXMMHUYECKOM HUCCIEAOBAHUM OTIOKCHUSA
(pubpunorena na I'bM, B CTEHKAX COCYAOB 1 KAMWUIIPOB
ObLIN BBIABIEHDBI Y 10 GOJIBHBIX.

AxtuBHOCT ADAMTS-13 BIpyIIIie KOHTPOJLI COCTABUIIA
94-114%, B rpymiie 60ybHBIX — 56—123% (p > 0,1). B 3aBu-
CHUMOCTH OT aKTUBHOCTH ADAMTS-13 y 310pPOBBIX, GOJIbHBIE
ObLIM PA3[E/ICHDI Ha 3 IPYIIBL C AKTUBHOCTBIO HIDKE KPaii-
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Tabauuya 2
KIHMHHKO-T200paTOPHASA XaPAKTEPHUCTHKA OOTBHBIX
(n=20)
ITokasarenb 3Ha4yeHue
CAIl, MM PT. CT. 181+£54
JAJl, MM PT. CT. 106 + 28
I'emornoous, '/ 123 +29
TpoMOOITUTHL, THIC. B 1 MK 242 +91
JIAT, En/n 371+ 245
KpeaTHHUH CBIBOPOTKH, MT'//JT 31+£25
CyTO4Has IPOTEUHYPHs, I')/CYyT 0,95 [2,2;5,2]
CK®, mj1/MuH 61+38
Tabaruya 3
Mopdonoruyeckue BAPUAHTHI IOPAKEHHUS II0YEK
MopdoIorudecKue BApUaHThI KonmnuecTBo 60IbHBIX
WzonuposanHas TMA 5
ADCH npu ITAOC 1
A®DCH + BH 4
MT'H + TMA 1
MKTH + TMA 3
MIITH + TMA 5
OCIC +TMA 1

HETO pehepPEHCHOr0 3HAUEHU, B IIPEAEIAX PEPEPEHCHBIX
3HAYCHUI U BBIIE HUX. AKTUBHOCTb ADAMTS-13 Huxe
KpanHero peepeHcHoro suadenus (<939%), CocraByUBILIAs
92-56%, o6HapyxeHa y 8 (40%) 60bHBIX (TabIL. 4), U3 KO-
TOpbIX 2 crpaganu CKB, B oqHoM ciydae ¢ ADC, 4 — XTH,
1 — neppuunbiM AQC 1 1 M€ TONBKO I'€HETUYECKYIO
TPOMOO(DUIHIO. Y ITUX KE ITALIUEHTOB OTMEUEHBI HAMOOIEE
BBICOKHE IIOKA3aTEIN YPOBHA U aKTUBHOCTU DB, a Taroke
HAMMEHBIIEE KOJIMYECTBO TPOMO0LUTOB. [Tociennee XxoTs
1 OBUIO B IIPEZIENIaX HOPMAIbHBIX 3HAUEHUH, TEM HE MEHEE
OKa3J10Ch 3HAYNUTEILHO HIDKE, YeM Y 60/1bHbIX [T u I rpyrimn.
BIIl rpymiie, BKOTOPOI akTUBHOCTb ADAMTS-13 npesbiina-
J1a pepEPEHCHBIE 3HAYECHMUS, UCCIIENOBAHHBIE ITOKA34TENN
HUMeIn OOPATHBIE 3HAYCHUS: YPOBEHD U AKTUBHOCTL OB
OKA3JIUCh HAUOOJIEE HU3KUMH, 4 UUCIIO TPOMOOLIUTOB —
HaunboJsee BBICOKUM. Bo 11 rpyIie 3TH NOKA3aTENN UMENN
MIPOMEXYTOUHBIE 3HAYEHUS (TA6M. 4). KOppeasiinoHHbIi
AHAIN3 BBIABWI OOPATHYIO 3ABUCUMOCTb MEXK/Y aKTHB-
HOCTBIO ADAMTS-13 1 ypoBaem @B (r = -0,3, p < 0,05)
(puc. 1) 1 npAMyIo — MEXIY aKTUBHOCTBIO ADAMTS-13 u
yuciIoM TpombonuTos (r= 0,57, p < 0,01) (puc. 2). Hau-
Goree HU3KKE MOKA3aTeNH akTBHOCTH ADAMTS-13 (56%
1 76%) OTMEYEHBI Y IBYX GOJIBHBIX C I'MCTOIOTUYECKOM
KapTUHOI ocTpor TMA B 6uonTaTax MoY€eK, y OAHOMN U3
KOTOPBIX OHA coueTanach ¢ Il kaccom BH, ay gpyroro — ¢
MEMOPAHO3HON HE(PPOIATHUEN.

[Tockonbky 3HaueHuss ADAMTS-13, npeBblmaone
pedepencHsle, He ACCOLUUPOBAHBI C PA3BUTHEM IIATOJO-
T'UH, MBI OObEAMHMIIN MTALIUEHTOB, Y KOTOPBIX 3HAYEHUS
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Tabruya 4  MeTALIONPOTEA3bI HAXO/MIIUC B IIPE/ENAX PEPEPEHCHBIX
Iokasarenu, Xapakrepusyromue Gakrop WJIM OBbUIH BBIIIE HUX, B €IMHYIO I'PYIIITY C <HOPMaJIbHbIMU>

¢on Brte6pania u TPOMGOIUHTEL B 3aBHCHMOCTH MOKA3aTeIIMU aKTUBHOCTH ADAMTS-13. CpaBHUTEIBHBIH
OT aKTHBHOCTH ADAMTS-13 AHAIN3 OCHOBHBIX XAPAKTEPUCTUK IOUEYHOIO MPOLIECCa

B 3TOH rpynne (12 60JbHBIX) U B IPYINIE GOJIBHBIX CO
Hapaverper Axripnocts ADAMTS-13 CHILKEHHBIMH TOKa3aTesiMu ADAMTS-13 (8 60MbHBIX)
Irp. I rp. Irp. | p [IOKA3aJI, YTO IIPU OTCYTCTBUM PA3NUYUI B BEIUYUHE
(n=8)| (n=9) | (n=3) nporennyput (3,5 + 6,0 vs 3,1 £ 3,8 r/cyr), CAIl (188,7 £
<93% | 94-114% | =115% 574 vs 159,0 + 39,8 mum pr. cr.) u JAJL (109,3 + 30,0 vs
VposeHb (pakropa 12+ 09+ 05% | o0z 98,0 £ 21,7 MM pPT. CT.), a Tarke CKD (47,9 £ 289 vs 37,9 +
pon Bumne6panya, en/mn | 04 0,6 04 ’ 30,2 MJI/MWH) Y TAIIUEHTOB C <HOPMATbHBIM>» ADAMTS-13
ATBHOCTS baTOpa 186= | 150% | 1202 YPOBEHBb KPEATHUHHUHA CBIBOPOTKU ObLI HIDKE, YEM Y OOJIb-
tbor Brnebparuia, % 38 70 84 Hp HBIX C «HU3KUM» ADAMTS-13 (2,5 % 1,5 vs 3,7 £ 2,7 mMr/m,
p = 0,07). JIo4egHOro MCXO/a» HOCTUTN 5 U3 8 (62,5%)
Hucsio TpoMGOIHTOB, 198+ | 268+ | 306+ | | MAIMEHTOB CO CHMKCHHBIM YPOBHEM METALIONPOTEA3bI
TBIC. /MK 109 65 74 15 u3 12 (41,6%) — ¢ «<HopManbHbIM» (P > 0,05).
" — pasnumusn mencoy pynnamu f w111,
OO6cy:KxIeHne
130
- TaxknM 06pa3oMm, B MPOBEIEHHOE UCCIEA0OBAHNE ObLITN
BKJIIOYEHBI IMALIMEHTEL ¢ Ipuo6perenHon (APC) u Ha-
120 = [ CJIEACTBEHHON TPOMOO(DUIMAMHA U IOPAKEHUEM TIOYCK.
I'mcronorndeckas KapTuHa HePPOIATUN BO BCEX CIIYYAAX
110 6bUTA IPE/ICTABICHA PU3HAKAMU TMA, H30IMPOBAHHON Y
6 605mbHBIX (V 1 ¢ epBudHbIM ADC 1 5 — ¢ MYJIETUTEHHOM
o 100 (popmoi1 TpombOdmInm) U coueraromerica ¢ BH y 4 na-
& LUEHTOB C BTOPUYHBIM ADC MIn pa3IuuHbIMU MOPGO-
E 90 JorudecKkuMu BapuanTamu XI'H — y 10 ¢ HOCHTENIbCTBOM
< HECKOJIBKUX «IIPOTPOMOOTEHHBIX> OJUMOP(PU3MOB
< gp I'€HOB I'€MOCTa33. BO3MOKHOCTD pa3BuTus TMA Kak e/JuH-
CTBEHHOH (DOPMBI IIOPKEHUS IIOUEK Y OOJIBHBIX C MYJIb-
70 TUI'€HHOH TPOMOO(DUINEI, AaHAJIOTUYHO BO3MOKHOCTU
BO3HUKHOBEHUS N30MPOBAHHOI ADC-aCCOITUMPOBAHHON
60 r=-03 Hepponaruy npu APC, 6bUId YCTAHOBICHA HAMU PaHee [3].
p=002 - HecmoTpst Ha HECOMHEHHBIE MOP(OIOINIECKUE TPU3HA-
xku TMA, mumib v 1 nanuentku ¢ CKB BbLABIEHBI TPOMOO-
50 0 05 10 15 20 25 LATONEHUS U MUKPOAHIMONIATUUECKAs TEMOIUTUYECKAS
VposeHb OB AHEMU, TO3BOJIAIOMINE Tpeanonarats passurue TTIT xoTs
npusHaky nopaxenua LTHC 1 mmxopazika OTCyTCTBOBANIY,
Puc. 1. CA3b akTHBHOCTH ADAMTS-13 c yposHEM ©B emme y 3 GOMbHBIX MPU3HAKA MUKPOAHTHOMATHYECKOTO
I€MOJIN32 OTMEYEHBI B OTCYTCTBUE TPOMOOILUTOIIEHU .
130 Hammm jaHHbIE COBIIAJAIOT C OIyOIMKOBAHHBIMU HE/IAB-
o HO PE3Y/IbTATAMU UCCIIEA0BAHN, B KOTOPOM TMA BbLAB/ICHA
120 B OMOINTATAX I1OYEK OOJBHBIX C HEACHBIMYU IIPUUYUHAMU
HAPYIIEHUS TOYEUHBIX (DYHKIIUM, TAKKE HE UMEBIINX
110 3TOr'0 CUMIITOMA, IPUYEM Y YACTH ITUX IALUEHTOB OT-
CYICTBOBAJIA M AHEMUA. ABTOPBI HA3BIN TAKYIO (POPMY
100 TMA «aTpOMOOIIMTOIIEHUYECKOI» U IIPEIIONOKIIN €€
2 BO3MOXHYIO CBA3b C HApymeHusaMu ADAMTS-13 u @B [12].
g 90 DTO IPEATIONOKEHUE IOATBEPAWIA PE3Y/ILTATHL HAIETO
Z HCCIIENOBAHNSA, OOHAPYKUBIICIO CHIPKECHUE AKTUBHOCTH
2 ADAMTS-13, nosbienue yposHa 1 akTUBHOCTH OB y 40%
80 6071bHBIX ¢ Ipro6peTeHHON (ADPC) U HACTEACTBEHHOM
TpoMOOdIUAMY TPU HANUYUH TMA HE3aBUCUMO OT TOTO,
70 CYILIECTBOBAJIA JIM OHA U30JUPOBAHHO WIM COUYETAIACDH C
=057 XI'H v BH. HecMoTpst Ha HOPMaIbHOE YUCIIO TPOMOO-
60 ° p < 0,01 LIATOB B I'PYIIIE OOJBHBIX CO CHIPKEHHOHN aKTUBHOCTBIO
ADAMTS-13, Mbl, KaK ¥ IPYIHUE ABTOPBI, OOHAPYKWIN
50 . . . . NPAMYIO CBA3b MEXKIY ITUMU ABYMA ITOKA3ATEIAMU U 00-
0 100 200 300 400 500 PATHYIO — MEK/Y aKTUBHOCTBI0O ADAMTS-13 u ypoBHEM
TpomGoLuTb! OB [39], uTO JaeT OCHOBAHUA NPEJIIOIATATh BO3MOK-
Puc. 2. CBa3b akTHBHOCTH ADAMTS-13 ¢ KOTHYECTBOM HOCTb MOTPEOJICHHSA TPOMOOLUTOB it POPMUPOBAHIS
TPOMGOLUTOB MUKPOLUPKYJIATOPHBIX TPOMOO30B B COCYAUCTOM PyCJIE
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IIOYEK U IIpU yMepeHHOM jepunure ADAMTS-13. Jaxe
HEOOBIIOE CHIDKEHNUE dKTUBHOCTH 3TOU METAIONPO-
TEA3DBL, IO-BUAUMOMY, MOKET CTATh IIPUYUHON HEITOJIHON
JErpajlaliuy 1, CJIENOBATEIBHO, HAKOIUIEHUS CBEPXKPYII-
HBIX MyJIETUMEPOB OB, KOTOPBIE UIPAIOT KIIOYEBYIO POJIb
B O6PA30BAHUN TPOMOOLIUTAPHBIX AIPETATOB, COCTABJIAIO-
XX OCHOBY TPOMOOB B COCY/IAX MUKPOLIMPKYJIATOPHOI'O
pycia [26).

Harmm ganHble COIIACYIOTCA C PE3YIBTATAMU JPYTUX UC-
CJIEIOBAHUI, B KOTOPBIX HE3HAYUTEIIbHBIN WM YMEPEHHDINA
pedpuiur ADAMTS-13 Oput o6HapyXKEH y 00abHbIX ['YC/
TTII, aCCOLUUPOBAHHBIMU C GEPEMEHHOCTBIO U POJAMH,
IIPUEMOM PA3JIMYHBIX JIEKAPCTB, TPAHCIUIAHTALIUEN KOCT-
HOI'O MO3I'd, CEIICUCOM, OIIYXOJIAMHU, 3/I0KA4€CTBEHHOU
APTEPUAIBHON I'MIIEPTEH3UEN, 4 TAKKE Y OOJIBHBIX MTOCT-
nuapettaeim ITVC [15, 39, 40, 42]. Bonee Toro, B pabote
S.K. Vessly 1 cOaBT. ObLIO YCTAHOBJICHO, YTO IIOYTH Y ABYX
TpETeit MaUEHTOB ¢ uauonaTudeckoi TTIT akTHBHOCTb
ADAMTS-13 0Ka3a/1aCh BbIIIE 5%, mprdeM y 36% GOTbHBIX
npesbiana 25% [40]. Ha oCHOBaHUM 3TUX IAHHBIX OBUIO
BBICKA3aHO IPEAIIONIOKEHHUE O TOM, YTO YMEPEHHBIH JIe-
puur ADAMTS-13 (>10%) MOXET ObITb JOIOJIHUTEID-
HBIM (DAKTOPOM PUCKA PA3BUTHUA MUKPOLUPKYJIATOPHBIX
TPOMOO30B Pa3IU4YHOro renesa [42], naxe npu TTIL
[TpaBOMEPHOCTD TOI'O MPENTIONIOKEHUA OATBEPKIAIOT
HAGIIO/ICHUA NO3AHET0 NedTa HacneqcTBeHHOM TTTI,
KOTOPAs PA3BUBAETCS Y B3POCHIBIX NOAEH [36]. [TpraunHa oT-
CPOYEHHOIO Haua1a 60JIE3HU HESICHA, HO OCTPOMY SIU307Y,
KaK IIPABUJIO, IPE/IIIECTBYIOT NH(EKIINH, GEPEMEHHOCTb,
XUPYPIUYIECKUE ONIEPALINH, T. €. COCTOSTHUA, IIPYU KOTOPBIX
PAa3BUBAETCS SHJOTENUANbHAA AUCPYHKIIMA, COIIPOBO-
KIAIOMAACH CEKPELUEN CBEPXKPYIHBIX MYIbTUMEDPOB
@B, 4TO JJaeT OCHOBAHHUS IIPEAIIOIAraTh HEOOXOUMOCTD
TpurrepHoro Mexanuama TMA 1axe pu HaCJIEACTBEHHOM
nepunmure ADAMTS-13 [39, 40, 42].

CeropiHa B KQUECTBE IIPUUMUH YMEPEHHOTO Je(UIITA
ADAMTS-13 paccMaTpuBaiOT MOBBIIICHHOE TOTPEOICHNUE,
YMEHBIIEHHBIN CUHTE3 U IIPSAMYIO HHIHO6ULUIO [42]. Heko-
TOPBIE IPOBOCIAINTEIBHBIC IUTOKUHBL, B TOM YUCIE (PAK-
TOP HEKPO3a ONYXOJIN-0L, UHTEPICHKNH-4, THTEPPEPOH-Y
MHI'MOMPYIOT TPAHCKPUIILIUAIO 3TOH METAIONPOTEA3D
B 3BE3YATBHIX KICTKAX IICYCHU U SHIOTEINOLUTAX U €€
cexkpennio u3 HUx [10], a TAaKKe HEMOCPEAICTBEHHO OJI0-
KUPYIOT aKTUBHOCTh ADAMTS-13 [6]. [T03TOMY MOKHO
IIPEATIONOKUTD, YTO B HAIIEM UCCIENOBAHUU Y OOJIBHBIX
AKTUBHBIMU (popMaMu HE(PUTA, HE3ZABUCHUMO OT TOI'O,
ObUI JIM 3TO OPANTOB WIN BOTYAHOYHBIN HE(PPUT, MOITIN
HMETDb MECTO JIOKATIHO IIOYEUHOE ITO/IABJICHUE CEKPELIUU
ADAMTS-13 nnu npsimas ero 6J0Kajid, OnoCpPeIOBAHHAS
LIUTOKMHAMU. IMEHHO [TO3TOMY B CUCTEMHOH LIUPKYJLAIAN
OTMEYEHO JIMIIb HE3HAYUTENLHOE CHIDKECHUE AKTUBHOCTH
MeTaonporeassl. C APyro CTOPOHDL, IHAOTEIAAIbHAS
gucynxuys, xapakrepras st XI'H u ocobenno BH, mo-
JKET IIPOABJIATHCA IOBBIIEHUEM YPOBHA U AKTUBHOCTH OB
B IJIA3ME KPOBH, KAK OBUIO YCTAaHOBJIEHO paHee VM.H. Bobko-
BOW M COaBT. [1]. [ToBpexaeHNe KIETOK SHIOTENNA MOXKET
OBITh BBI3BAHO TAKKE BO3ACUCTBHEM aHTU(OCHONUTIN]I-
HBIX aHTUTEJL, 9YTO OOBACHAET POCT aKTUBHOCTH OB 1npn
ADC-nedpomnarun. TakuM 06pa3oM, y manueHTos ¢ BH,
XT'H mim AOCH, umeromux MopQoI0ruIeCKUe IPU3HAKA
TMA, moxeT HabIoAaThC AUCOIAHC MEXKY AKTUBHO-
c1bi0 ADAMTS-13 1 @B, KOTOPBIH, KAK IOIAraIoT, 6ojee
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BAKCH, 4eM aO6COJIIOTHBIE KOHLIEHTPALIUU 3TUX (PAKTOPOB
[39]. I1Ipy 3TOM B3aUMOIEHCTBAE MEKIY HUMHU MOKET OCY-
MIECTBJIATBLCA IBOSKO: C OJHOIN CTOPOHBI, OCBOOOK/IEHUE
HU30BITOYHBIX KONMNYECTB OB 13 MOBPEXICHHBIX JHIOTE-
JIMAIBHBIX KJIETOK MOKET CBA3aTb ADAMTS-13, npusesis
K YMEHBIIEHMIO €I'0 AKTUBHOCTH, C PYTON — CHIDKEHHAS
aKTUBHOCTh ADAMTS-13 cnoco6Ha MPUBECTU K IKC-
IIPECCUU CBEPXKPYIIHBIX MYJILTUMEPOB DB, 06mazaomux
Hanub0JIeE BBICOKOI NMPOTPOMOOIEHHON aKTUBHOCTBIO
[39], 4TO MOXKET MHAYLUPOBATH TPOMOOOOPA30OBAHUE
B COCYJAaX MUKPOLMPKYJIATOPHOI'O PyCJa IIOYEK C Pa3-
BUTUEM HIIEMHUH OPraHa. I10-BUAUMOMY, MyIbTUTCHHYIO
TPOMOO(UIINIO, UMEBIIYIOCS Y OOJIBIIMHCTBA OOJIBHBIX C
yMepeHHbIM AiepunTOM ADAMTS-13, MOXKHO CYUTATD JJO-
HOJIHUTEIBHBIM (PAKTOPOM, BHOCAILIMM BKJIA[] B PA3BUTHE
MUKPOLHPKYJIATOPHBIX TPOMOO30B, IOCKOJIbKY, KAK OBUIO
YCTAHOBJICHO B HALIEM IIPEABIAYIEM UCCACIOBAHUY, OHA
OOYCIOBINBAET U3OBITOYHYIO AKTUBALUIO BHYTPUKITYOOU-
KOBOT'O CBEPTBIBAHUA KPOBH, HE 4I€KBATHYIO BBIPAKCH-
HOCTH UMMYHHOI'O Bocnanenus [2]. IToaydeHHble HaMU
JAHHBIE CBUJETEIBLCTBYIOT O CIPABEATMBOCTH TEOPUHU
«JBOHMHOIO YAapa» IIPUMEHUTENIBLHO K PA3BUTHIO MUKPO-
LUPKYJIATOPHBIX TPOMOO30B, BOSHUKHOBEHUE KOTOPBIX
y 60mnbHbIX BH, XI'H 11 AQCH 06yCIOBIIEHO HECKOJIBKUMH
pakTopaMu, BKIIOYAIONUMHU B CEOs1, KDOME AKTUBHOCTH
HMMMYHOBOCIIAIUTEILHOI'O IIPOLIECCA, TCHETUYECKUE Ha-
PYLIEHMA B CHCTEME I'€MOCTA34 U B PAJE CIYy4AEB ACPULIAT
ADAMTS-13. VX coueTaHue, no-BUIMMOMY, 06€CIICUNBa-
€T IIPOIPECCUPYIOLIEE TEYECHUE ITOYEUHOIO IIPOLIECCd, B
HOJIb3Y YETO CBUJIETENBCTBYET OONEE BBIPAKEHHOE MOBBI-
HICHUE KPEATUHHUHA CBIBOPOTKH Y IIAIIMEHTOB C JePUIIU-
TOM ADAMTS-13 110 CPaBHEHUIO C OOJIBHBIMH, UMEBITUMH
HOPMAJIBHYIO €I'0 dKTUBHOCTD, 4 TAKXKE OOJIBbIIAS YaCTOTA
«[I0YEYHOI'O UCXO/1A» IIPU CHYPKEHHON AKTUBHOCTH METAJI-
JIONPOTEA3bL. Hammm JaHHbIe COINAaCyIoTCs C PE3YIbTATAMU
HCCIIC/IOBAHUI, B KOTOPBIX YCTAHOBJIEHA OOPATHASI CBAA3b
MEK/IY CBIBODOTOUHBIM KPEATUHUHOM U AKTUBHOCTBIO
ADAMTS-13 y OOJIBHBIX 3/I0KAYE€CTBEHHON dPTEPUAIBHOI
runeprensueii u JBC-CuHApOMOM IIPU CETICUCE, YTO JAJIO
OCHOBAHUA aBTOPAM 3TUX PaOOT IPEAIONATATh BAKHYIO
posb iake HebobIoro aeduimta ADAMTS-13 B pa3sutimn
OPIraHHOI'O NOBPEXKACHHUA IIPH PA3IMYHBIX MUKPOAHIUOIIA-
TUYECKUX CUHIPOMAX, COIPOBOKAAIOMMNXCA AKTUBALIUECH
u pucyHKmen aggorenus [30, 39).

3axiaroueHue

Taxum 06pa3oM, PE3YIbTATHL HANIETO UCCIELOBA-
HUS [103BOJIIOT PACCMATPUBATD HAPYIIEHUA B CUCTEME
«ADAMTS-13 — OB — TpOMOOIUTEI> KAK O/INH U3 YHUBED-
CAJIBHBIX MTATOTEHETUYECKNX MEXAHU3MOB TPOMOOOOPA-
30BAHMA B COCYAAX MUKPOLIUPKYJIATOPHOI'O PyCIId IIOYEK
IIPY PA3JIMYHBIX BU/IAX IIATOJIOTUH M OOOCHOBBIBAIOT BO3-
MOKHOCTD passutysa TMA py MMMYHOBOCHIATIATEILHBIX
3abonepanuax novek (BH, XI'H) u A®C-nedpponaruu.
HocuTenbeTBO MHOMKECTBEHHBIX IIOTUMOP(PU3MOB I'€HOB
IeMOCTA34, KaK U aHTU(OCPOIUITNUAHBIE AHTUTEI, 10-
BUJJUMOMY, CJIYKUT (DAKTOPOM, MPEAPACIONATAIONIUM HE
TOJIKO K aPTEPUAIbHBIM H/WIN BEHO3HBIM, HO U MUKDO-
LUPKYIATOPHBIM TPOMOO3aM, U B PAJE CIy4d€B MOKET
UI'PATH POJIb JIOKAJIBHOI'O TPUITEPHOI'O MEXAHU3MA I'H-
HEPKOATYJIALINN.
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