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Ot penakumu

TpomboTuueckas mukpoarrronatus (TMA) npeacrasnaet coboi kMHMKO-1a60PATOPHBIN CHH-
LPOM, B OCHOBE KOTOPOTO NEXHT QHOMANbHAS Arperauus TPOMOOLMTOB, NOBPEXAEHME SHAOTENMS
COCYZOB 1 OKKITIO3W MUKPOLMPKYASTOPHOTO PYCia B PE3ybTATE BO3AEHCTBUS PA3NMUHBIX GAKTO-
POB — KK reHeTMYeckux, Tak U GOKTOPOB BHELLHEN cpeabl. B utore passusaetcs TpomboumTone-
HUS1, MUKPOOHTMOMNATUYECKMI FEMONU3 U ULLEMUYECKOE MOBPEXLEHNE XUSHEHHO BAXHbBIX OPraHOB,
Hepeako ¢ GOPMMPOBAHMEM NOMMOPTAHHON HEAOCTATOYHOCTH.

CnexTp 30601€BaHHI, ACCOUMMPOBAHHBIX C TMA, BKNIOYAET HE TOMBKO KNACCUYECKME HO30MOTH-
4eckue GOPMbl — FEMOTIUTUKO-YPEMUYECKUI CUHAPOM U TPOMOOTUYECKYIO TPDOMBOLMTONEHHYECKYIO
Myprypy, HO M MHOXECTBO APYTUX COCTOSHMM, TaKUX Kak 1o- 1 nocnepogosas OlNMH, npesknamncua—
sknamncust, HELLP-cunapom, ckneponepmms, CUCTEMHAsH KPACHAS BOMYAHKA, MOSIMMUMO3UT, AHTUGOC-
GOIMNUAHBIA CUHAPOM, 310KQYECTBEHHAS APTEPUANBHAS MMMNEPTEH3US, TEHETUYECKM-0DYCNOBNEH-
Hble Tpombodbunum u ap. Kpome Toro, TMA moxeT passnsaTscs npu HekoTopslx MHbekumsax (BMY,
LMTOMErQNOBUPYCHARA MHDEKLMS) U ABNATHCA CIEACTBMEM BO3ENCTBUA LENOTO PAAA NEKAPCTBEHHbIX
npenapartos. [TopaxeHue noyek — Hanbonee yacTo BcTpeuaioweecs npossneqne TMA, kotopoe
Hapsay ¢ nopaxennem LIHC, neuenn, cepaua u nerkux onpepenser nporHo3 3abonesaHms.

B s10# nopbopke Mbl XOTUM NPEACTABMTL BALIEMY BHUMOHMIO ABA MATEPUANA, MANOCTPUPYIO-
LMX OCOBEHHOCTM KIMHUYECKOM KAPTHMHBI, TPYAHOCTU AUATHOCTUKM M HEKOTOPbIE ACTMEKTbI fIeYeHMs
pasnuyHbIX BapraHtos TMA.

Haaeemcs, 4TO 3HOKOMCTBO C MPEACTOBAEHHBIMU KIIMHUYECKMMU HABIOAEHUAMM MOMOXET B
LMQTHOCTUKE M NIEYEHMM STON XMUIHEYTPOXAIOLLEH NATONOTMM.
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HHEH, HEBPOJIOTHYECKHMH HAPYIIEHUAMH, I0Y€YHOH HEJOCTATOYHOCTBIO HIMXOPAJKOH. B OCHOBe maTorenesa
TTII - 0Opa3oBaHHE B APTEPHOIAX H KATWILAPAX TPOMOOIHTAPHBIX TPOMOOB BCIEACTBHE TSLKEIOTO JeduiuTa
crnenuduaeckoi meravionporeassl, ADAMTS 13 (a disintegrin and metalloprotease with thrombospondin type
I motif 13), pacuieruiaronieri CBepXKpPyImHbIe MyTbTHMEPSI (hakTopa BruuieGpania B IU1a3Me KPOBH, YTO HEOOXO-
JHMO IS IPEIYIIPesKICHUS CIIOHTAHHOTO TPOMOOOOPA30BAHUSA B CHCTEME MUKPOIUPKY/LAIHH. IIporuo3 TTII
3HAYHTEIHHO YITYIIIIIICA IIOCTE BBEICHHA B KIMHHYIECKYIO IPAKTHKY HH()Y3HI CBEKe3aMOPOKEHHOH IUIA3MbI
HIH IUIA3MO00MEHA, KOTOPBIE IIPHUBEIH K CHUKEHHIO IETATBHOCTH IIPH 3TOM 32001eBaHuH ¢ 90% 10 meHee 20%.
B HacTOAIEM COOOIIEHUH IPHUBOTUTCA KIMHHYECKOE HAGTIOAEHHE 39-TTeTHE JKEHIHHBI C TAKEIBIM TeICHUEM
octpori TTIL, yCIIenrHo JICYeHHOM CeaHCAMU IUIa3MO00MeHa. B cTaThe Tak:Ke IIPUBEICHBI IIOC/ICTHIE JAHHBIE O
naroreHese u aedeHun TTIL.

Thrombotic thrombocytopenic purpura (TTP) is arare life-threatening disorder characterized by microangiopathic
hemolyticanemia, thrombocytopenia, neurological and renal abnormalities and fever. The pathogenesis TTP is related
to a severe deficiency of specific metalloprotease, ADAMTS 13 (a disintegrin and metalloprotease with thrombospon-
din type I motif 13) that cleaves the largest von Willebrand factor multimers in plasma and prevents the spontaneous
formation of platelet thrombi in the microcirculation. Prognosis of TTP has been improved by plasma therapy decreas-
ing the mortality rate from 90% to less than 20%. A case of severe acute TTP in 39-year-old woman, successfully treated
with repeated plasma exchange is presented. Recent data on pathogenesis and treatment of TTP are briefly reviewed.

Key words: thrombotic thrombocytopenic purpura, bemolytic uremic syndrome, thrombotic microangiopathy, von
Willebrand factor, ADAMTS 13, plasma exchange, immunosuppressive agents.

TpoMboTHYecKast TPOMOOIIUTONICHUYECKAS ITypITypa
(TTIT) Buepseie Oputa onucana Eli Moschcowitz B 1924 ro-
1y [39], korja Ha 3acemannu Hpio-FIOpKCKOro 061mecTsa
[1ATOJIOTOB ObLIA MIPE/ICTABIEHA UCTOPHSI 6OJIe3HU 16-11eT-
HEI JIEBOUKH C JINXOPA/IKOH, aHEMUE, GOJIIMU B CYCTaBAX,
OBICTPBIM PA3BUTHUEM OCTPOH JIEBOKETYLOYKOBON HENO-
CTaTOYHOCTH, UIIEMUYECKOI'O NHCY/IBTA, KOMBI M CMEPTH.
Ha BCKpBITUU BBISIBJICHBI MHOKECTBECHHBIC THATTMHOBBIC
TPOMOBI B TEPMUHAJBHBIX APTEPUONAX U KAMWIIAPAX
[IEYEHH, CEPALIA U ITOYEK.

K nacroamemy spemenu TTII paccMaTpUBAETCA KAk
PENKOE, YIPOXKAIOIIEE )KU3HU 3200JIEBAHUE, OTHOCAIIEECS
K KJIACCY TPOMOOTHUYECKUX MUKPOAHIMOIIATHI.

OHO HAGIIOAETCA € YACTOTOM 2—4 cirydad Ha 1 MuI-
JIMOH HACEJICHUA B I'OJ ¥ Yalle PA3BUBACTCS Y KCHIIUH
(COOTHOIIEHUE KEHIIUH U MYXUYMH 3:2-5:2). [T1k 32060-
JIEBAEMOCTH IIPUXOANTCSA HA TPETBIO M YETBEPTYIO JICKA/IbI
JKU3HH [43].

[1Ipu OTCYTCTBUM IATOI'€HETUUECKON TEPAITNU JIETAIb-
Hoctb ipu TTIT gocturaer 90%. OHAKO 3MIIUPUUYECKOE
JledeHue yxe ¢ 70-X rofioB IPOLLIOro BEKA HHQY3UAMU
IUIA3MBI ¥ INTA3MOOOMEHOM IIPUBEJIO K 3HAYMMOMY YIIyd-
MIEHUIO IPOTHO32 32060JIEBAHMSA U CHIDKEHUIO JIETAIBHOCTH
110 20% 1 HrKe. 34 ITOCIeJHUE MO/Ibl 3HAYUTENLHO PACIIN-
punch npegcrasinenus o narorenese TTII B wacTHoCcTy,
IIOJIy4€HBI JAHHBIE, OOOCHOBBIBAIOINE ATOT€HETUYECKYIO
POJIb IVIA3MOTEPAIIAHN IIPU ITOM 3200JICBAHUN U OTKPBIBA-
IOIIME NEPCIIEKTUBLI €TO e11e 00JIEE YCIIEMHOTO JIeYeHus. B
HACTOAIIEM COOOLIEHUH MbI IIPUBOJIUM CIIYYaii TSKEIOTO
TedeHus uaunonarudeckon TTII, ycnenHo jgeuenHoin ce-
AHCAMU IJIa3MOOOMEHA, C 0O30POM COBPEMEHHDIX IIPE]-
CTABJICHUI O MEXAHU3MAX PA3BUTUA ITOI'O 3200IECBAHNS.

Maumnentka 39 net, meanumtckas cectpa. B 1990 roay 8o Bpema
6epemenHocT1 neperecna rectos (noesiwenne AL go 140/90 mm
pT. CT., OTeku roneweit, npotenHypws). [ocne pogos AL octasanocs
Ha yposHe 130—140/80-90 mm pr. cr. C cepeants 2008 roaa
HAGNIOAANNCE MATOYHBIE KDOBOTEYEHMS, TPAKTOBABLUMECS KAK
ANCOYHKUMOHAMBHBIE, B CBA3W C YeM HEOOHOKPATHO MPOBOAMIMCH
neyebHO-AMArHOCTUYECKHE BLICKADAMBAHMS.

07.01.2010r. 8o Bpems cesonHoM scnbiwkn OPBU nosisunmcs nu-
xopagka no 38,5 °C, ronosHsle 60nm, mranti, cnabocts. [MNpurmana
HMBC, apbupon. HYepes 3 aHs TemnepaTtypa Tena HOPMANM30BANACh,

OAHAKO CNaboCTb HAPACTANA, MOABUAMCH TOLUHOTA M FOSIOBOKPYXE-
Hma. B ceaan catum 17.01.2010 r. 6bina rocnutanuamposara no CMIT.
[MNpw nocTynnexum cocTosHue cpeaHert Taxectu. bonbHas ssnas,
QAMHOMMYHASA, 3ATOPMOXEHHAS. XKanobbl Ha BHIPAXEHHYIO OBLLYIO
cnaboCTb, ronoBHyio 60k, rONOBOKPYXEHWE, NOLWIATHBAHME NPU
xonbbe. KoxHele nokpossl GresHbie, cknepsl CybukTepuyHbL. Temne-
parypa tena 36,6 °C. Orekos Het. Y1 16 8 T muH. B nerkux asixarme
seankynapHoe, xpunos HetT. All 125/80 mm pt. c1. Co cropoHs
cepaua 6e3 ocoberrocten. YCC 76 8 1 muH. Xusot markuit, 6e3-
BonesHeHHbI. [leyeHb, ceneseqka He nanbnupyoTCs.

B obiwem ananuse kposu: remornobuH 75 r/n, sputpountsl
2,62 x 100, neikouptsl 13700 (n/a 14%, c/s 64%, n 17%, m 3%),
CO3 22 mm/u. B Broxummueckom aHanmse KpoBM: KpeaTnHmH
0,16 mmons/n, mouesnna 10,1 mmons/n, Gunupybun obimi
103 mxmons/n, ACT 122 ELl/n, AT 157 EL/n, wenouHas docdarasa
589 E[l/n, ammnasa 544 E[l/n, xonecrepun 6,36 mmonb/n (tabn.).
B aHanuse moun: otHocutensHas nnotHocts 1012, 6enok 0,12 1/n,
NENKOUMTBI M SPUTPOLMTH HE OBHOPYXEHSI.

B npuemMHOM OTHENEHNM KOHCTATMPOBAHLI AHEMUSA HEACHOM
3TUONOTMM M OCTPBIM reNaTUT HeacHoro reHesa. OcmoTpeHa Hes-
PONOTOM: AGHHLIX 30 OCTPYIO OYArOBYIO NATONOMMIO HE BbISBNEHO.
[OCNUTANM3MPOBAHA B OTAENEHUE TACTPOIHTEPONOTMH.

B teyenne 3 nHeit nocne rocnutanusaumm cnabocTs M 3aTop-
MOXEHHOCTb YCHIMNUCh. bornbHas nepectana camocTosTensHo
NEPEMBMraTLCS, MOABUINCE CNOBOCTL B KUCTAX M CTONAX, OHEMEHME
B PYKQX ¥ HOTAX, AM3APTPMA. [TOBTOPHO OCMOTPEHA HEBPONOTOM, MO
3QKIIOYEHMIO KOTOPOTO: BOMLHAS OPUEHTUPOBAHA, HE KPUTUUHA K
CBOEMy COCTOHMIO. [lBuxeHue rMasHbIx $6N0K OrPAHUYEHO B NPABbIX
oteegenmsx OS. JIMuo acummeTpuuHo. 3bik — aesnauus Bnpaso.
CyxoxunsHble pednekcsl S = D, xuBble, HO BEPXHUX KOHEYHOCTAX
MBILUEYHAS CMNA B AMCTANbHBIX OTAENAX 3,5 6anNa, B NPOKCUMATbHbIX
otaenax 3,5-4 6anna; HQ HAXHUX KOHEYHOCTAX B MPOKCUMATbHBIX
otaenax — 2 6anna, B gucTanbHeix otaenax — 3 6anna. Hapywenne
YYBCTBUTENLHOCTH MO MOJUHEBPUTUYECKOMY THNY. [laTonormdeckmx
3HOKOB HeT. 3anonospeH cuuapom MuiteHa—bappe, 1 naunenTka
20.01.2010 nepesenera 8 OPUT.

Mpu noctynnennn 8 OPUT cocTosnne Gnnxe k Taxenomy.
O6pauanu Ha cebs BHUMAHME BIEAHOCTb KOXHBIX MOKPOBOB, Cy-
BUKTEPHUUHOCTb CKIEP, MESKME NETEXMM HA KOXE NEBOTO MPEANIEeybs
(HO MECTE HANOXEHUS MAHXETHI), FEMATOMbI B MECTAX BEHOMYHKLMH.
Temnepartypa tena 37,3 °C. Mo opraxam aamHbie npexave. Oa-
HaKo NABOPATOPHO OTMEYEHbI: eLle Gonee BbIPAXEHHAA AHEMMS
(remornobun 67 r/n, sputpountsl 1,99 X 10¢), TpombountoneHus

T.14, N°2 2012 -Hedponoruav guanus 115



E.C. Mearosa, H.A. Tomununa, O.J1. Moakopsitosa, JLIO. ApmioxuHa

LLkona Hedpornora

"DWEDIU BOHHONCOJOWDEINCIND — [ HIWQOOWEDIU — O] [ BNHDhOWNA] |

79 °019L C HUW | 179 “JI9L G HUIW 79 JI9L G
-1edd W oo | -1edd W Qo | WO DML G HUW | Yo OML ¢ HUW | HUWIedd ‘a/dg
Huneordo | Humenordo | -redd mw ooy | -redd ‘w oo | aw ¢/¢ Todn
‘10‘¢ wonouod | ‘10‘¢ wonouod | HuMTEMONdO HUATEMOUO | -UIOW ‘U O0GT qa/qa
9 0141 9 1L € SOW A/ IN G/ ¢ | oW ‘a/aam ¢/ ¢ | ‘10°¢ wononod | 41(‘¢ wonarod | eodeWwogwodL IW G/ ¢ Podu
anuw.redd nuwiedd rodumronw rodumronw SOW ‘A/g.IN G/ ¢ | -OW ‘d/aIN G/ ¢ UN GG -HMLOW ‘U )97
1A/ G T ‘adrdug aw 0z | ‘adidag aw o¢ | ‘UW QST T 1IED ‘IW 006 LIED rodimLon rodumronw ooew ‘de 2ooew ‘de HOodM
HOKOeUHTAd]] | HOrOeHHIZDA]] | HOKOeHHIOd] | nuedApH nnedAdH ‘IN 00TZ OLI ‘U OTSZ OLI ‘I 0062 OL1 ‘IW 000¢ OI1 | ‘rmode ‘eamQ OUHORD][
I9HX¥AdEHQO ¢1 SINVAv
SH 9HMAdEHOO 1adoLHOn.IHY
¢1 SLAVAV
%S9 %1 99HIN ALOOHAUINY
Ir/9OWIN
€9 A% 8'1¢ e 10T (%4 0z ¢1 101 ‘EHUEOhOIN
If/AUONIN
800 600 600 (SN0 ¢1'0 810 L1°0 810 81°0 910 ‘HUHILEIAY
78 8t 08 of 144 901 o 6L 9¢ LST /174 LUV
6L 81 rag 9% 4" 8¢ 7S op 419 e /1749 1OV
11/ 9UOWIIN
891 8L 6LT e ¢ve L¢T ¥'0S o6l A% co1 ‘HuoAduung
LS 089 LZ8 ov¢e 1/179 T
000 80¢ 000 ¢¢T 000 ¥zT 000 ¥L 000 €< 000 ¥1 0008 0009 [Lrognody,
LTT 76 6 98 ¢cL 9¢ LS <9 L9 SL 1£/.1 ‘HUQOILIOND
EIEOW EIEOW
OJOHHIOIOI BMD OIOHHIOIO.I
-10 UWBUHOIHE yaro ‘odadonm EHRULUAM
BEHLIOMOLID ounaInkAgeod | O adadhonmair niodorAd -1 yogedn g oH ‘eHEg0d BEHHXOW
‘EHLEDIDTE soHdorow HogaI € YNHO olHHedosUIred BUHOHOWEHN -niHondo -doree ‘BEHRUNW JALELD IO
‘eHRHLUAY] -OXHO[ [ EMUHUL] 7 BWOY -OHA.I ‘7 BNOY 1 BWOY J1990.IER() ‘UMHEHEOD -EHUYI'E ‘BEIEY -OhMIOIOdgo ]
edeHOMITRLD €U IUdO en g 1M1dO BUIL
eIOULIY rogador | BUITEQALONE rdaun ram ram ‘BUTTEQALHL] g rogodor | -BEUIBLULIDO |
01022061 01022080 0T'10°0¢ T0102'10ST T10102'101C 10102 10¢T 010 10Ce 010210 1T “TOT0C' 100 TO0TI0CTOLT
EHHOhJL OJOHdEHOMITEL) BIWAdd BE IDLLHOMITEII QI9HHEY d19Hd0Led0ger-OMHHHUIN]
vhnwrovg

116 Hedpponornan gnanus - T. 14, N2 2 2012



TpomboTHUECKast TOOMOOLMTONEHUYECKAS MYPNYPA: Y40 YCNELIHOTO NIeYeHHs

Lkona Hedponora

(rpomBouuTs 6000), neitkountsl 15600 (/9 10,5%, c/a73%, 1 12%,
m 3%). CO3 20 mm/u. B Broxmmudeckom aHanmse Kpoem: KpeaTu-
Hun 0,18 mmons/n, mouesunna 13,0 mmons/n, obumin 6enok 67 r/n,
ansbymmnn 39,7 r/n, Gunnpybun obwmit 53,2 mkmons/n (npsmoit
8,1 mkmons/n), ACT 53 EL[l/n, AJIT 56 E[l/n, wenounas docharasa
179 EQ/n, TTT 35,2 EQ/n, amunasa 142 EL/n, NAT 2340 EO/n.

B ananuse moun: otHocuTensHas nnotHocts 1010, 6enok
0,15 r/n, nerkountsl no 10 8 n/3, sputpoumtsl 1-2-3 8 /3.

Octpoe passuTe OHEMMK NPK OTCYTCTBUM AAHHbIX 30 KPOBO-
TEUEHME, NPU3HaKkM BHyTpHUcocyamctoro remonmsa (JIAI 2340 EL/n)
MPM TAKENOM TPOMBOLMTONEHMM 1 MPOTPECCHPYIOLLMX HEBPONOTHYE-
CKMX PACCTPOMCTBAX M MWL BECHMA YMEPEHHOM YPOBHE Q30TEMMM
nossomuu 3anogosputb T1T1. Basra kpoeb Ha daktop ADAMTS
13. Houatsi: nnasmoobmen ¢ samewiervem 3000 mn C3MM, uHdyamnu
3pUTpoUMTaPHOM Macckl 260 M, GHTUCEKPETOPHAS TEPANKUS, UHTU-
6UTOPbI NPOTEQS.

Ha cneayiowmit gens, 21.01.2010 1., npu ocmoTpe Hesponorom
B OMHOMWKE OTMEYEHO MOSIBNEHME OYATOBbIX U3MEHEHMI B NPABON
remmchepe C SBNeHNAMM OTEKA roNOBHOTO Mo3ra. B cesau ¢ Hapa-
CTAHMEM NPM3HAKOB OTEKA MO3IQ U NOSIBNEHUEM CTBOSIOBON CHMNTO-
maTukn 6onbHas nepeseaera Ha MBJT (tabn.).

Ha done VIBJ1 npogonxeHsl ceaHcsl nnasmMoobmeHa ¢ same-
wenrem 2900 mn C3IM, urdysuu sputpountapHoin maccs 495 mn;
eeaeHa Tpombomacca (150 mn). K neyenmio nobasners meTunpen
B Buae nynbcos no 375 mr/cyt, a takke dparmun (5 Thic. en/cyT).
Kpome Toro, yuntsisas, uto 3a60nesaHme mMorno GuiTb CNpOBOLMPO-
BAHO PECTIMPATOPHOM BUPYCHON MHPEKLMEN, K neveHmio nobasneH
sosupakc 750 mr/cyT.

22.01.2010 r. remneparypa tena nossicunacs go 40,5 °C. Yeu-
NUNKCb HEBPOTOTMYECKUE HOPYLLIEHUS: YPOBEHb CO3HAHMS — koma 1.
[Mpu ayckynbTaumm NErkUx OTMEYEHO MOSBIEHME CIIEBA BIOXHBIX
MenKony3bpuaThix xpunos. lobaeneHa aHTbakTepuansHas Tepanys
(meponerem 3,0 r/cyT, odpnokcaunn 400 mr/cyT).

23.01.2010 (3-1 cytkun MBJ1) yposeHs cosranma — koma 2. [Mocne
3MWU30MQ CYAOPOXHOM FOTOBHOCTH (TMNEPTOHYCA MBILLILL PYK, MOAEPIH-
BOHMA MUMMYECKMX MbILLILL LA PA3BMICA FEHEPANHU30BAHHIN Cya0-
POXHbI cuHppom. JlabopatopHo: Tpombouutsl 14000, remornobun
56 r/n. Beinu nonyueHsl pesynsTaThl UCCIEA0BAHMA KDOBM NAUMEHTKM
Ha ADAMTS 13, no AaHHbIM KOTOPOTO OKTUBHOCTb METANNONPOTEH-
Hassl ADAMTS 13 & nnasme kpoeu coctasuna meree 1%, sbiasneH
nHrbutop aktusHoctu ADAMTS 13. MpogonxeHrs ceancsl nnas-
MOBMEHQ, NYILCOBOE BBEAEHME METUNPEAA, GPATMMH, AHTUOUOTHKM.

K 25.01.2010 r. (9-% aeHb cTauMoHapHOrO nevewus, 5 cytok
MBJ1) cymmapHo nocne 4 exenHesHbIX CEAHCOB NNA3MOOBMEHa
COCTOSIHWE YAYHLIMIIOCh, BOCCTAHOBUIOCH CO3HAHWe, 6obHAs Bbina
3KCTYBGMPOBAHA.

Mocne skcTybaumm: akTHBHbIX Xan06 HeT, 6ONbHAsS He Kpu-
TMYHQ, NIGKCMBA, HETATUBHO HACTPOEHA, UMEIOTCH BbIPAXKEHHBIE
MHECTUYECKME HapYLUEHHS. [10 30KNI0YEHMIO HEBPONOTA — KMHWKA
OHMK 8 nesoit remmcdepe C 9BEHHUAMM OTEKA TOIOBHOTO MO3ra.
JlabopaTopHO K STOMY BpeMEHHW: HOPACTAHWE remMornobuHa 0
86 r/n, pombountos no 74000, crmxenne JIAT no 827 EL/n, Gunu-
py6uHa 0o 24,5 mkmons/n. YpoBeHb KpeaTMHUHA CIBOPOTKM KPOBH
0,15 mmonb/n, yposeHs mouesmHbl — 21,8 mmonb/n.

B teuenvne cregyowmx 4 aHeit nnasmMoobMeH 3aMeHeH uHdy-
anamn C3IM obvemom 9001150 mn, koTOpbIE NPOACAXANMCH A0
NOBbILIEHHS YPOBHS TpomboumToe kpoer no 147000, npogomkeH
dparmuH no 5 Teic. en/cyt. HasnaueHs npeaHnsonoH BHyTpb no
30 Mr/cyT, a Takxe cocyamcTas M aHTMOKCUAAHTHAS Tepanus (Mek-
CUIOM, OKTOBETWH, IMMATUAWH, KABUHTOH).

B nanbHeiwem y naunenTkm gsaxas (28.01.2010 1 30.01.2010)
HOABMIOAANMCh 3MM30AbI NICHXOMOTOPHOTO BO3BYXAEHMS C PA3BUTMEM
[€30PMEHTALUMM U HEAAEKBATHOCTM NOBEAEHWS, 3ATEM MOCTENEHHO

OHQ CTANA aKTHMBHEE, B0Nee OAEKBATHOM, KOUTUYHOM, PErPECCUPOBO-
1M NPU3HAKK MPABOCTOPOHHETO FEMUNAPE3A, OTMEYEHO HEKOTOPOE
yrydLIEHME NAMATH.

STOMy COMYTCTBOBANA M NONOXMTENLHAS AMHAMMKO NabGopa-
TOPHbIX NokasaTeneit: remormnobun nossicuncs go 112 r/n, uncno
sputpoumtos — no 3,29 x 104, Tpombouptos — no 276 000, Hop-
manuzaums yposks JIAM = 371 EO/n, 6unvpybuHa obwero — 7,8
mrmons/n, ACT = 18 ELl/n, AJTT — 48 ELl/n, KpeaTMH1HQ ChIBOPOTKM
kposu — 0,08 Mmons/n, modesuHbl = 7,3 Mmonb/n.

08.02.2010 nosTopHo 8381 aHanus kposu Ha paktop ADAMTS
13: aktusHocTs metannonpotenHasst ADAMTS 13 cocrasuna 65%,
uHrnbutop aktmeHoct ADAMTS 13 we BissneH.

10.02.2010 r. seinontena MPT ronosroro mosra, kotopas
BLIABMNA HEPOABHOMEPHOE PACLIMPEHHE KOHBEKCUTANbHBIX Cy6-
OPAXHOMAQONbBHBIX NPOCTPAHCTB B NPOEKUMK TOBHBIX AONEN; U3Me-
Henve MP-curHana B Buae TOUEK, LUTPUXOB TMNEPUHTEHCHBHBIX HA
T2-B3BELWEHHBIX U306PAXEHMAX ([POACLIMPEHHBIE NEPUBACKYNSPHbIE
NPOCTPAHCTBA) B GENOM BELLECTBE CEMMOBASIbHbIX LLEHTPOB, B 06Na-
CTV NOAKOPKOBbIX AEP, TMNMOKAMNA, HOXEK MO3Td; MHOXECTBEHHbIE,
B TOM YMCTIE CIIMBHBIE, O4ATM MIMO3A MLIEMHYECKOTO reHe3a 8 Genom
BELLECTBE TOMIOBHOTO MO3IA.

19.02.2010r., Ha 34-11 neHb npebbiBaHus B CTauyoHape, 6onbHas
6biQ BBINMUCAHA C AMATHO30M: «TPOMBOTHYECKAS TPOMBOUNUTONEHM-
4eckas Nypnypa ¢ npenmyLiecteeqHbim nopaxermem LIHC, nouex u
(Bo3MmOXHO) nederm». PexomeHaoBaHO aanbHeiliee nocteneHHoe
CHUXEHWe [03bl NpeaHn3onoHa ao 5 mr/cyt. Mpu ebinucke remo-
mobun 117 r/n, tpomGoumtsl 308 000, AT 371 EL/n, kpeaTuHmn
kposu 0,08 mmons/n.

Mocne BeiNMCKM NAuMeHTKa YyscTBOBANA Cebq yaoBNETBO-
PUTENLHO, OAHOKO XONOBANACH HO HEKOTOPOE PACCTPOMCTBO
namatn. 06.06.2010 r. npenrrsonoH Gbin otmereH. [pu KoHTpone
22.10.2010 1. xano6 Her. Mo opranam 6e3 ocoberHocTeit. B obuiem
aHanuae kposw: remornobun 153 r/n, sputpoumtsl 4,87 x 10, neliko-
umtel 9700, TpomGoumtsl 208 000. B Groxmmudeckom aHanmae kposu:

kpeaturmnn 0,08 Mmonb/n, MouesuHa 6 MMOrTb/n, GUAMPYGUH O6LLMH
14,5 mxmons/n, ACT 31,7 EL/n, ANNT 51,1 EA/n, AT 342 EQ/n.

Takum 00pa3oM, OIIMCAHHOE HAOJIOEHUE IEMOHCTPH-
pyeT KIaCCUYECKYIO KITMHUYECKYIO KAPTUHY TOKEIOTO Ba-
puanTa TeueHusA OCTpoi npuodpereHHon TTIT - 3a601€Ba-
HUSA, KOTOPOE, KAK ¥ TEMOJIMTUKO-YPEMUUECKUH CUHIPOM
(I'YC), THIIUYHBIN (ACCOLMUPOBAHHBIN C AUAPECIT) WU
ATUITMYHBIN, OTHOCHUTCA K KJIACCY MTATOJOIMM, OCHOBHBIM
MOP(HOJIOTHYECKUM CYOCTPATOM KOTOPBIX ABJIAETCA TPOM-
6otrueckast MUKpoanruonatus (TMA).

Tpom6oTruecKas MUKPOAHTHONATUS — 3TO KIUHU-
KO-MOP(OJIOTUYECKUI CUHAPOM, XAPAKTEPUBYIOUIUICA
CHUCTEMHBIM, B TOM YHCJIE IVIOMEPYJLIPHBIM, MUKPOTPOM-
6000pPA30BAHUEM C PAZBUTHUEM TPOMOOITUTONIEHUN T10-
TpeONEHNs, TEMONIUTUIECKON aHEMUH C OOPA30BAHUEM
(pparMEHTUPOBAHHBIX 3PUTPOLIUTOB U HIIEMUYECKUM
HOBPEKACHUEM OPIaHOB. CTENEHD JIA0OPATOPHBIX U3MCHE-
HUI (TPOMOOLIUTONIEHNA, (DPATMEHTUPOBAHHBIC IPUTPO-
LIATBI) OTPAXKAET BLIPAKECHHOCTD ATPErALIMU TPOMOOLIUTOB
B CUCTEME MUKPOLUMPKYIANUUA. PparMeHTHPOBAHHBIC
SPUTPOLUTH! (IUCTOLUTEL), BEPOATHO, 06PA3YIOTCA B
PE3YNIbTATE NPOXOKIEHUA KPOBU YePe3 TyPOYIEHTHBIE
30HBI CUCTEMbI MUKPOLIMPKYJLALIUN, KOTOPbIE IIO/IBEPIJIACH
YACTUYHOU OKKJIIO3UU TPOMOOLUTAPHBIMU arPEraTAMMU.
DTOT IPOLIECC BBI3BIBACT MUKPOAHI HOIIATHYECKYIO I'€MOJIH-
TUYECKYIO aHeMuIO. [Tosbimenue JIII B CBIBOPOTKE KPOBU
B OOJIBIIEH CTENEHU CBA3AHO C UIIEMUEN WA HEKPO3OM
TKAHEN, 4 HE C IM3UPOBAHUEM IPUTPOLIUTOB [37].
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[Tpn 0JUHAKOBOM MOPQOJIOTHYECKOM CybCTpaTe,
opHako, TTIT oraryaeT oT I'VC 0COOEHHO TSKEIOE KITMHHI-
YECKOE TEYEHUE C IIPAKTUYECKU HEUZOEKHBIM (DaTAIBHBIM
HCXOZIOM IIPU OTCYTCTBUAM JICUEHUA. B TO JKe Bpems ipuMe-
HEHUE EKCIHEBHBIX I11a3M000MeHOoB 1ipu TTIT npusogut
K PEMUCCHH 3a60eBanns 6osee yem B 90% cydaes [0,
50], 94TO ABHO KOHTPACTUPYET € YACTO HEYTEIINTEIbHBIMU
PE3YIbTATAMU JIEUEHUA ATUIINYHOTO ['YC.

[TonHas K1accuyecKas EHTAA KIMHUYECKUX IPU3HA-
xoB TTII Bmouaer B ceds TPOMOOLIUTONIEHUIO, MUKPO-
AHTMOIIATUYECKYIO I'EMOJIMTUYECKYIO aHEMUIO, HEBPOJIO-
I'MYECKUE HAPYUIEHUS, IOYEYHYIO HEJOCTATOYHOCTD U
JIMXOPagKy. IMEHHO 3T4 CUMIITOMATHKA U UMEIA MECTO
B IIPEACTABICHHOM Clydae. OfIHAKO valre HaOMoaaeTcs
TPUAA CUMIITOMOB, KOTOPAsl OTPAHUYUBACTCS TKEION
TPOMOOLUTONEHUEN (C UUCIOM TPOMOOIIUTOB YaACTO
MmeHee 20 ThIC. B MM IIPU OCTPBIX AMU30/1AX), MUKDOAHI U~
OMATUYECKOHN I'eMOJINTUYECKON aHEMUEN U HEBPOJIOTUYE-
CcKuMHU HapymeHusamu [40].

[Tpu TTII MOryT OBITH NOPAXKEHBL IPAKTUUECKU BCE
CHUCTEMBI X OPI'aHbL, HO 10 HEU3BECTHBIM [IPUUHUHAM OCO-
OEHHO YA3BUMbI HEPBHAS CUCTEMA, XKETYLOYHO-KUIICYHBII
TPAKT, IIOJLKEIYIOYHAs JKEJIE3d, CEPALIE, JIETKUE U CETYATKA
[38]. TosmbKO 1O KITMHUYECKUM IIPU3HAKAM MHOT/IA ObIBACT
CJIOKHO pa3nmuauTh atTunngHbii ['VC u TTIL boabmmHCcTBO
KIMHULACTOB CXOATCA BO MHEHUH, YTO IIPEUMYIIECCTBEH-
HO 3KCTPAPEHAJIbHBIE IPOABIEHUA OOJIE3HU, OCOOEHHO
[IOPAXKEHUE HEPBHOM CUCTEMBL, HAUOO0JIEE XAPAKTEPHBI
it TTIL, B TO BpEMs KAK TSKEIOE MOPAKEHUE TTOUEK
601ee coricTBeHHO ['YC [37, 38]. OfHAKO 3TN KIMHUYC-
CKHE PA3/INYMs BECbMA CYOBEKTUBHDL JIUIIb HOBEUIINIE
MOJIEKYJIIPHBIE IIPEACTABICHUA MIO3BOIAIOT OOJIEE YETKO
oTaudHEPEHUPOBATD T 1BA KIMHUIYECKUX COCTOSHUS, B
OCHOBE KOTOPBIX, KAK YKE OTMEYEHO BBIILE, JIEKUT CXOIHAS
COCYIUCTAs ITATOJIOT U, 4 UMEHHO TMA.

[To KIMHUYECKOMY TEUECHUIO BBIIC/IAIOTC ABE O] -
rpynnsl TTIL Ocrpaa npuonaruyeckas TTIT — naubosee
Y4CTO BCTPEYAIOMIUICA BAPUAHT, OOBIYHO HAOIIOAAETCA
¥ B3POCIBIX B Bozpacte 20—60 JieT, MPEUMYIECTBEHHO ¥
JKEHIIMH, U XAPAKTEPUIYETCS €JUHCTBEHHBIM OCTPBIM 311U -
3010M [38]. IMEHHO 3TOT BAPUAHT MOKHO IIPEAIONATATD Y
OIMCAHHON HAMU IIALIMEHTKH, XOTs K MOMEHTY IIOATOTOB-
KU IyOJIMKAIIMY [IPOLIE JIMIIb HEGOBIION CPOK IIOCTIE
PA3BUTUA PEMUCCUH, U HEJIb3s UCKIIOYUTb BOZMOXKHOCTU
HOC/IEAYIOMIETO PELUAUBUPYIONETO TEUEHMS 3a00NCBAHNUL.
[Mocneanee Bo3MoxHO y 10—30% 60ibHBIX [0, 38, 50].

®akTOpHL, IPOBOLUPYIOMIUE 3200I€BAHUE, YIACTCA
YCTAHOBUTD JIMIIb Y HEOOJIBIIOIO MIPOLCHTA MAITUEHTOB.
OHHU BKJIIOYAIOT JIEKAPCTBEHHBIE IPENAPATHI (YAILE BCETO
HMHTUOUTOPBI aICHO3UHAU(POCDATA, TUKIONEANH U KO-
norperib) [30], 6epeMeHHOCT [25] 1 uH(EKIHH (0COOEHHO
nociesHsist craaus BUY-undexnyn) [61].

Jpyrasa noarpynna TTIT — XpoHUYeCKas peLUIUBAPY-
1012 (popMa 3a00J1€BAHNS, I KOTOPOI TUITMYHO [IEPBOE
TIPOSIBJICHUE B PAHHEM JICTCTBE [22, 38]. DTy peaKyto hopmy
6051€3H1 OOBIYHO TPYAHO OTAU(MPEPEHIIUPOBATD OT CUH-
Japoma Upshaw—Schulman — BpOskIEHHOTO 3200/1€BaHUS,
XaPAKTEPHUBYIOMIETOC XPOHUYECKON TPOMOOITUTOTIEHUEH,
MUKPOAHIMOIIATUYECKON TEMOTUTUYECKON aHEMUEN U
XOPOILIMM (XOTS MU BDEMEHHBIM) OTBETOM Ha TPAHCPY3HIO
CBEKE3AMOPOKEHHOM T1a3MbI [19, 21, 65]. Pazpenenue ma-
LIUEHTOB C UIUONATUYECKUMHU U PEJKUMU XPOHUUECKUMU
PELUUBUPYIOMUMU (POPMAMHU BAKHO JUIS ONIPEACICHUS
MEXAHU3MOB, YIACTBYIOIUX B IATOI'CHE3E 3200JICBAHMA.
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B ocHose natoreneza TTII nexuT eUIUT METAIUIO-
nporennasbl ADAMTS 13 (a disintegrin-like and metallo-
protease with thrombospondin type I motif 13), KoTopas
B HOPME PACIIEIUILIECT OOPA3YEMBIE SHAOTEIMEM KPYITHbIE
MyJIBTUMEPBI (pakTopa Bumiedpanya. Jedunur sToro dep-
MEHTA NPUBOJUT K LIUPKYJIALUN B IIA3ME KPOBU MALAEH-
TOB CBEPXKPYIIHBIX MYJILTUMEPOB (pakropa Bryuebpanya c
0OPA30BAHUEM B CUCTEME MUKPOLIMPKYJIALIMYA TPOMOOL -
TapHBIX TPOMOOB. Jlepurut ADAMTS 13 MOxeT ObITh 00-
yCIIOBIIEH MyTanusMu B rene ADAMTS 13 nipu peikux Bpo-
skaeHHbIX (popmax TTIT (cuappom Upshaw—Schulman) mim
HOSIBJIEHUEM B LIUPKY/LILAN ayroaHTuresn k ADAMTS 13,
SIBJITIOMINXCSL €T0 HHIUOUTOPAMH, YTO UMEET MECTO TPHU
6oi1ee 4acTo BCrpevaeMbIx IprodpeTeHHbIX (popmax TTTL

Pusnonoruyeckas ponis paxropa Busuiebpania cocrto-
UT B TOM, YTO OH OIOCPEAYET B3AUMO/EUCTBUE IUPKYIIU-
PYIOIHUX TPOMOOLUTOB C SKCIOHUPOBAHHBIM KOJUTATEHOM
U JPYTUMU CYOCTpaTaMy (IIPOTEOIVIMKAHDI U CYIb(ATHUIbL)
[13, 20] Ha y4aCTKAX MOBPEXKAECHUA COCYAUCTON CTEHKU
[15, 54]. D10 B3AaUMOAEHUCTBUE MEXKAY LIUPKYIUPYIOIIUMHI
TPOMOOIIUTAMH U (PAKTOPOM Bryuie6paHzia OCyIeCTBIIs-
€TCsl, TIO KPAHe Mepe, IByMs U3BECTHBIMU PELICIITOPAMU
TPOMOOILIUTOB: Y4aCTKOM TPOMOOLIUTAPHOIN MEMOPAHBDI
gp1ba u TpOMGOIMTAPHBIM MHTETPUHOM 0 B, [51]. AKTH-
BHUPOBAHHBIN PELENITOP BOBJIEKAET OEIOK (pakropa Bui-
Jebpanza yepes ero Al JOMEH U CIYKUT Ui (PUKCAITIN
LUPKYIUPYIOIUX TPOMOOLUTOB K MUMMOOWIN3UPOBAHHO-
My (paxropy Brne6panzia B OOHAKEHHOM CyO3HIOTEI -
AILHOM MATPHUKCE. DTO MOJIEKYJIIPHOE B3AUMOJICHCTBHE,
XaAPAKTEPUIYIOUIEECA OBICTPOI CKOPOCTBIO ACCOLUAIUN
Y IUCCOLUALINH, TIPUBOJIUT K ME/JICHHOM TPAHCIOKAINN
LUPKYJIUPYIOIUX TPOMOOLIUTOB HA COCYAUCTYIO CTEHKY U
TAKUM OOPA30M ONOCPEAYET MOCIEAYIOMYIO AKTUBALUIO
U COC/IMHCHUE UHTErPrHA o, 3, TPOMOOIMTOB ¢ Arg-Gly-
Asp-Ser-niocneioBarebHOCTBIO (RGDS) KapOOKCHIIBHOTO
KoHI1a joMeHa C1 6enka pakropa Buebpanaa [52]. 91o
BTOPUYHOE B3AUMOZECHCTBUE JIMT'AH]L — PELEIITOP OTBEYAET
32 yCTOMUUBYIO 4T €3UI0 TPOMOOLIUTOB Ha y4aCTKAX IIOBPE-
JKJICHUA COCYLOB. JICHUCTBYS B CUHEPIU3ME, ITU CBA3AHHBIC
¢ pakropoM Bunnebpanaa penenTopsl TPOMOOLIUTOB
HNPUBJIEKAIOT JJPYTHE TPOMOOLUTHL U COCTABJIAIOT OYar
(hopMHPYIONTUXCS TPOMOOITUTAPHBIX TPOMOOB [45, 55].
KocsenHo raxrop Buinebpania cioco6CTBYET COCYIUCTO-
MY I'€MOCTA3y IIyTEM IIPUCOECAUHEHUS IIPOKOATYIAHTHOI'O
(paxropa VIII, npegoTspamas TakuM 06pa3oM ObICTPOE
BBIBE/ICHUE €TI0 U3 IUIA3Mbl U OOECIIEUNBAS IOCTYITHOCTD
W11 06pasoBaHus TpoMOuHa [42, 51].

Paxrop Buinebpanja CUHTE3UPYETCH IHAOTENU-
IbHBIMU KIETKAMU U METAKAPUOLUTAMU. M3HAYATBHO
[IOCJIE TPAHCIALUA OH COCTOUT U3 22-aMUHOAUIHOIO
nenTu/a, 741 aMuHOANUHOrO nponentuaa u 2050 no-
CJIEJIOBATENBHOCTEHN OCTABIIUXCS CO3PEBIINX CYObEANHMUIL
[9, 34]. [TOCTTPaHCIAIIMOHHbBIE MOJU(PUKALINN BKIIOUAIOT
JUMEPU3ALUIO HHIUBUIYAJIbHBIX MOJIEKYJI BHYTPU 3H/IO-
IUIA3MATUYECKOTI'O PETUKYIYMA IIYTEM OOPa30BAHUS [U-
CyNb(PUIHBIX CBA3EH MEKTY C-TepPMUHAIBHBIMU KOHITAMU 1
MOC/IEAYIONYIO MYJIbTUMEPU3ALIAIO BHYTPU KUCJIOU CPEAIL
ceTH ['OJIB/KU TOCPENCTBOM OOPA30BAHUA TOTIOTHUTEIb-
HBIX IUCYJIb(PUHBIX CBA3EH Ha N-TePMUHAIBHBIX KOHIIAX
[35,67]. OTH KPYITHBIC MyTHTUMEPHI (hakTOpa BummieGparnia
XPAHATCA BHYTPH CIIELUATU3UPOBAHHBIX BHYTPHUKIIE-
TOYHBIX HAKOIIUTEIBHBIX KOMIAPTMEHTOB 3HIOTEIUS U
METraKapuoIUTOB, Tenblax Wiebel-Palade, o-rpanynax
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TPOMOOIUTOB. [lajiee IPOUCXOANT CEKPELIHA MYJILTUMEPOB
(paxropa Bwuiebpanya.

OO6BIYHO B (PU3HUOJIOTUYECKUX YCIOBUAX (PAKTOP Br-
J1e6pan/a, BBICBOOOKIAEMBIN SH/IOTEIHAIbHBIMU KJIETKA-
MU, 06PA30BAH JUMEPAMU 1 HEOOJIBIIUMU MYJIBTUMEPAMU,
KOTOPBIE COCTABJIIIOT OCHOBHYIO YaCThb (pakropa Busuied-
PAan/ga B HOPMIBHOU 1u1a3Me. OJHAKO IO/ BO3/JENCTBUEM
CTUMYJLITOPOB €I'0 CEKPELIUHN (TAKUX KAK BA30IIPECCUH U/IH
aronuct V1 peuentopos — dDAVP, rpombun, pudpum,
KOMITOHEHTBI KOMIIEMEHTA C5-9 U TUCTAMIH) U3 3HJ0TE-
JIMAJIBHBIX KJIETOK BBICBOOOKIAIOTCA MyJILTUMEDBI (DAKTOPA
Brie6panza o4ty NCKIIOYUTENIBHO BBICOKOIO MOJIEKY-
JsIpHOTO Beca [45, 51]. OHu MOTyT ObITh 0OPA30BAHBI H0sICE
uyeM 40 MHAUBUYUJIbHBIMU CYObEJUHULIAMU C MOJIEKYJIAP-
Hor maccor 10 20 000 KII. OTH KPYITHBIE M CBEPXKPYIIHbIE
MYJIBTUMEPDI B HOPME B ITA3ME KPOBU OTCYTCTBYIOT. OHU
(PyHKIIMOHAIBHO MYJIETUBAIEHTHBL, U [IO3TOMY CLIOCOOHBI
06pa30BbIBATD CBA3U C CYOIH/IOTEIHAIBHBIM MATPUKCOM
1 AKTUBUPOBAHHBIMU TPOMOOLIUTAMU HA GOJIBILIEM YUCTIE
YYIACTKOB U € O0sbIIel (mpubausutebHo B 100 pas) crene-
HBIO CPOACTBA, 4eEM IUMEPEI (pakTopa Buwiedpanza [5, 23].
B yCIOBUAX BBICOKOT'O JIABJICHNS HANTPSDKEHMS (Shear Stress),
YTO UIMEET MECTO B APTEPHOIAX M IUPKYJIATOPHOM JPEBE,
MyJIETUMEPHI (pakTopa Buiuiebpan/a «pasMaTbIBAIOTCs» U
IIPEACTABILAIOTCS BBITSHYTBIMU KAK MAKCUMAJIBHO JJTUHHBIE,
TOHKHE (PUIIAMEHTHI (BO3MOKHO, JUIMHOM /IO HECKOJIBKNX
MUUIMMETPOB) [17, 45, 51, 57]. I1oj, AeiCTBUEM BBICOKOTO
shear stress KpUTUYECKOE CTUMYJIMPOBAHHOE CBA3BIBA-
HUE PELENTOPOB TPOMOOLUTOB gplbal ¢ pacTAHYTHIMY,
CBEPXKPYIIHBIMU MyJIbTUMEPaMH (pakropa Buiuiedpanja
yewmsaeTcs [30]. TakuM 06pazoM, CBEPXKPYITHBIE MYJIbTH-
Mepbl (pakTopa Brnebpania yuacTByloT B 3((PEKTUBHON
(puKCaMU HUPKYIUPYIOIUX TPOMOOLUTOB K Y4ACTKAM
MOBPEKICHUA COCYROB. OHAKO B CPEAE HU3KOIO shear
stress (Harmpumep, B BEHO3HOU LHUPKYIALUNA) PAKTOP
Buinebpan/ja HE OTBETCTBEHEH 32 CTUMYJIMPOBAHHOE
CBSI3BIBAHUE TPOMOOLIUTOB C OT'OJIEHHBIM CYO3HAOTENH-
ATBHBIM MATPUKCOM [29, 54, 63]. UMEHHO 3TO OG'BACHSIET
peobIaiaHue APTEPUAIBHBIX TPOMO030B pu TTTI.

B HOpME B IUTa3ME KPOBU MYJIBTUMEPHI (PAKTOPA Brur-
1e0panaa, CEKPETUPYEMBIE SHAOTEINEM U METAKAPUOLH-
TAMU, pACHICIVLIIOTCS HA CEPUX MEHEE KPYITHBIX MYyJIbTHME-
OB IO/ BIUAHUEM IIPOTEA3BL, UMEHYEMOU (pakTop ADAMTS
13.TTocneausas KoAUpyeTcss HOBBIM FEHOM HA YEJIOBEYECKOU
xpoMocome 9q34, KOTOPBIiT 00I31A€T FTOMOJOITYHOCTBIO
C WIEHAMH HEJABHO OIIMCAHHOT'O CEMEHCTBA METAJUIONPO-
TENHAa3, Ha3bIBaeMOTo cemeiictBoM ADAMTS (a disintegtin-
like and metalloprotease with thrombospondin type I
motifs) [18, 28, 32]. I'en ADAMTS 13 — naudosee gusep-
T'€HTHBIN WIECH HEABHO ONUCAHHOIO CEMENCTBA IIPOTEA3
ADAMTS, cocrosiero u3 19 n3BeCTHBIX IPEICTABUTENICH B
yesioBeuecKoM reHome. ADAMTS 13 3axkmouaer B cebe 29 k-
30HOB 1 HHTEPBAIB! 37 K6 reromuor IHK [32, 69]. Best -
HaMarpuyHor PHK ADAMTS 13 nepBUYHO CUHTEZUPYETCS
B [IEYECHHU, OJHAKO U3BECTHO O €€ IKCIIPECCUU BO MHOTUX
APYTUX TKAHAX U KIETKAX [62]. [IpOAYKT EpBUYHOM
TPAHCJIALIAN JUIMHOI B 1427 AaMUHOKHCIIOT ONPEAETAETCS
B IUIA3ME 3/I0POBBIX JIIOACH B KOHLICHTPAUH OKOJIO 1 MKT'/
M1 [28]. OH 06pa3oBaH cepUsAMHU OEJIKOBBIX (PPATMEHTOB,
BKJIIOYAsl, HAYNHAA C N-KOHIIA, HAYQJIbHBIH IIENITH/, IIPO-
TIEIITH/], PETIPOTUZUHONOIOOHBIN METAIIONPOTEA3HBIN
JIOMEH, JIC3UHTET PUHOMIOOOHBIN IoMeH, TSR (yruiikaiys
TPOMOOCIIOH/INHA 1-TO THIA), OOOTAIEHHBIN IINCTENHOM

JIOMEH, TPOMEKYTOUHbIHN loMeH ADAMTS, cemb 10nIOTHU-
TenbHBIX TSR 1oMeHOB U /1Ba CUB (KOMITOHEHTBI KOMIUIE-
MmeHTa Clr/Cls, MOUEBON SNMUICPMATBHBIHN (PAKTOP POCTA U
KOCTHBIF MOp(OreHHbIi poTenH-1) jomena [4, 32,69, 70].

AxtusHOCTb ADAMTS 13, pacmersionas haxrop
Buiebpanja, 00yCIoBiIEHa ET0 PENPOIU3UHOIOLOOHBIM
METAUIONPOTEAZHBIM JOMEHOM. AKTUBHOCTD MOXKET OBITh
MHI'MOMPOBAHA IIPU XEJIATUPOBAHUU [ABYXBAJICHTHBIMU
noHamu Ca** u Zn*. In vitro ADAMTS 13 paciieruisier crie-
praeckyio csazb Tyr1605Met 1606 B A2 foMene cyobe-
JMHUIIBL (PakTOpa BriuiebpaH/ia, TAKUM 06Pa3oM YMEHBIIASA
pasmep myabTuMepa (axropa Buedpanja, coznasas
XAPAKTEPHBIC /77 Viv0 TPOTEONUTUYECKUE (PPATMEHTHL U
WHTUOUPYS A/ITE3UI0 TPOMOOIUTOB [70)].

CoBCEM HEJABHO IOJIYYEHDBl YHUKAIBHBIE JAHHBIE O
MexaHusme, 1o Koropomy ADAMTS 13 MoKeT pacierisiTh
MyJIbTUMEPHI (pakropa Bruiebpanya, a ee 1e(pUIUT — CIIo-
COOCTBOBATH NATOIOTMYECKOMY TPOM603y 11pu TTI1 bbu1o
OOHAPYKEHO, YTO B HOPMAJILHOU IIJIA3M€, B OTIIMYUE OT
wIa3Mbl nanuenTos ¢ TTII, Habmonaercs 6pICTpoe (B TEUE-
HUE CEKYH]I) PACIIEILIEHUE CBEPXKPYIIHBIX MyILTUMEPOB
(paxropa Brutebpanza, (PUKCHPOBAHHBIX HA IIOBEPXHOCTH
3HJOTENNANBHBIX KIETOK [17]. [Toaaraior, 9To 370 CBA3dHO
CO CTPYKTYPHBIM U3MEHEHNEM CBEPXKPYIIHBIX MYJIbTHME-
OB (paxTopa Busuiebpan/ia noj BozzieicTBrEM shear stress,
KOTOPOE YBEJIMUUBAET JOCTYITHOCTD Y4dCTKOB CBA3bIBAHNSA
(paxropa Buwnebpanzpa ¢ nupkyaupyomum ADAMTS 13
[16]. UHTEPECHO, Y4TO TIPOBOCHATUTEIBHBIC ITUTOKUHBI
MOTYT 3HAYMMO INPENATCTBOBATD PACIICIUIEHUIO CBEPX-
KPYIIHBIX MYJIBTUMEPOB (pakropa Buiebpanna i vitro, 4to
MOXKET OOBSCHATD BO3MOXKHYIO CBA3b MEXY BOCIIICHUEM
1 ATOJOTMYECKAM TPOMOO30M [7]. BuacTHOCTH, TOKA3aHO,
YTO UHTEPIEUKUH-8 1 (PAKTOP HEKPO3d OIYyXOJIEH 0, CTH-
MYJIIPYIOT BBICBOOOKIECHHIE CBEPXKPYITHBIX MYJILTUMEPOB
(paxropa Busuie6panaa aHJ0TENNAIbHBIMU KIETKAMU,
YTO OTPHUIATEIBHO BIAMSIET HA aKTUBHOCTb ADAMTS 13 B
wia3Me. C 3TUMU JJAHHBIMU COITIACYIOTCA U PE3YIIBTATLI
KIMHUYECKUX UCCIEA0BAHNM, COITIACHO KOTOPBIM BO BpE-
Ms OCTPBIX 31130408 TTII onpenenaioTcs NOBbIIEHHbIE
YPOBHH I[TUTOKHHOB B IJIA3ME KPOBH [66]. BosbIoe 3Have-
HUE UMEET TAKKE CIIOCOOHOCTD P-ceNneKTrHa (aAre3uBHOM
MOJIEKYJIbL, IKCIIPECCUPYEMOI Ha TIOBEPXHOCTH AKTHUBH-
POBAHHBIX SHJOTEIUAIBHBIX KIETOK WIN TPOMOOIIUTOB)
(PMKCHPOBATH HEJABHO CEKPETUPOBAHHBIE CBEPXKPYIIHBIE
MYJIBTUMEPHI (PAKTOPA Bruiebpanga K NOBEPXHOCTH JH-
JTOTETMATBHBIX KJIETOK HA MHOKECTBE YUACTKOB [3, 17, 44].

B 1e10M COBOKYITHOCTD IOJIYYEHHBIX K HACTOALIEMY
BPEMEHU JIAHHBIX TOATBEPIACT posib ADAMTS 13 BKOHTP-
OJI€ pa3Mepa MyJIbTUMEPOB (pakTopa Buinebpanjga Ha
MOBEPXHOCTU SHJOTEIUAIBHBIX KIETOK IIPU COCTOSIHUAX
BBICOKOI'O shear stress u posb AepUIUTA 3TOU METAILIO-
MPOTEUHA3BI B IATOIE€HE3E MATOJIOTHIECKOTO TPOMOO03A.

MHOXeCTBO NCCIEAOBAHNIT IIOCBAMIEHO ITPOTEOIUTH-
YECKOMY PACHICIVIEHUIO MYJIBTUMEPOB (pakTopa Busied-
pan/a B IJIA3M€ KaK [IEPBUYHOMY MEXAHU3MY PETY/LALIUN
pasmepa. COBCEM HEAABHO BBIACHEHO, UTO HAPALY C
ADAMTS 13 10nOJHUTEIbHBIE MEXAHU3MBL IPUYACTHBL
K KOHTPOJIO yPOBHA (PAKTOPA Bruuiebpanza B 1uasme, B
YACTHOCTH NMPOAEMOHCTPUPOBAHA POJIb TPOMOOCIIOH-
guHa-1 (TSP-1) u rpynnsl kposu ABO. TSP-1 asnsercs
TOMOTPUMEPHBIM IVIMKOIIPOTEUHOM, MHAUBU/YAJIbHbIE
CYObEANHULIBI KOTOPOT'O CBA3AHbI AUCYIL(UIHBIMU CBA3S-
MU. YCTAHOBJIEHA UHTMOUTOPHAA poib TSP-1 B KoHTpoOse
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pazMepa myabTUMepa pakropa Busuiebpanyia, o KpaHen
Mepe, B MOJICJTH Ha MbIIIaX [46].

CBs13b MEXTY IpyIon Kposu 1o ABO 1 ypoBHeEM (ak-
TOpa Bruebpanya B Iu1a3mMe BbIABICHA NIPU 3200J1€BAHN-
AX, XdPAKTEPUBYIOIUXCA TATOJIOTNIECKUM TPOMOO3OM,
TAKUX KaK UIIEMUYECKas OOIE3Hb CEPALLA, ATEPOCKIEPO3
1 BEHO3Has1 TpoMboambonus [59]. B psiae uccnenoBanmii
OTMEUEH MOBBIIIEHHBIN YPOBEHB (pakTOpa Brsebpania B
IUIA3ME KPOBH, 4ACCOLTUMPOBAHHBIH C IIOBBIIIEHHON TPOM-
GOTEHHOCTBIO, Y JIUI C TPYIIaMu KpoBu A 1 B. Souto et al.
HE/IABHO COOOIIMIN O 3HAYEHUH JIOKyCca ABO KaK IJ1aBHOM
JICTEPMUHAHTBI YPOBHEI (pakTopa Buiiebpan/a B iazme
B UCMTAHCKOF OnyJisiiyu [60]. ABTOPBI IPE/ITONATAIOT, UTO
PAa3InYHbIE TPYIIILI KPOBU ABO MOTYT BBI3BIBATH PA3HO-
0Opa3Hbl€ BAPUAHTHI IIOCTTPAHCIALIMOHHOIO TJINKO3U-
JMpoBanus paxropa Buuiebpanja, KOTOpbIE BAMAIOT Ha
YCTOUUMBOCTb YPOBHEH (paKTOpa BruieOpan/a B Iuia3me.
B nopiepskKy 9TOM I'MIIOTE3b! HE TAK IABHO OBbUIN IIPEACTAB-
JIEHBI JAHHBIE O OOJIEE TECHOM CBA3U MEXKY I'PYIION KPOBU
O (I), B CpaBHEHNUHU C APYTUMU IPYIIIIAMU, U PACIIETUIEHUEM
(paxropa Bunnebpanna nop siusiHueM ADAMTS 13 [10].
OJHAKO 3TU PE3YJIBTATHI HYKAAIOTCS B OCTOPOKHOH TPaK-
TOBKE U TPEOYIOT TATBHEHIINX UCCIICIOBAHUI.

Ycenexeuenus TTTI BO MHOTOM 3aBUCHT OT €I'0 PaHHE-
r'o HavajId. Icxozs U3 IpeCTaBIeHUH O TATOI€HE3E 3TOTO
3200JIEBAHN, U B UACTHOCTU 00 OCHOBHO POJIU AE(PULIATA
ADAMTS 13 1 CBA34HHOI'O C 3TUM BBICOKOI'O COAEPIKAHUSA
B IJIA3ME KPOBU MYJIBTUMEPOB (pakTopa Busiedpanpa,
IIOCJIE YCTAHOBJIEHNA IUArHO3a HEOOXOMMO HEMEJIEHHO
HAYMHATb CEAHCHI INIA3MOOOMEHA WIIN MH(DY3UN CBEXKE3A-
MOPOKEHHO! T1a3MbL DPPEKTUBHOCTD MIA3MOOOMEHA
OOYCJIOBJIEHA KAK YJAICHUEM aHTUTEN IPOTUB (DAKTOPA
ADAMTS 13, TaK ¥ 3aMEIIEHUEM €TO AKTUBHOCTH [37, 53].
[TpOBOAWIMCE UCCIIEAOBAHMUA 110 IIPEUMYIIECTBY IPUMEHE-
HUS B KAYECTBE IIPOAIYKTA 3AMEIIECHUA IIPU IUIa3MOOOMEHE
KPHUOCYIIEPHATAHTA, B KOTOPOM COZIEP/KAIOCh MEHbBIIEE
KOJIMYECTBO (paxropa Buwuiebpana, B CpaBHEHUH CO CBE-
JKEZAMOPOKEHHOU TU1a3MOH [49]. OJHAKO B JaJIbHEHNIIEM
He ObUIO NTOKA3aHO 3HAYMMBIX PA3IMYUN HU 110 BPDEMEHU
OTBETA HA TEPATIHIO, HH TTO BBKUBACMOCTH [68]. TToaTOMY
IIPU3HAHHBIM [IPOJYKTOM 3AMELICHUS SABJIACTCA CBEXKE3A-
MOPOXEHHAA I11a3Mma [47].

Y manueHToB ¢ NPUOO6PETEHHBIM Ae(puIUTOM ADAMTS
13, 4TO UMENIO MECTO B MPEJCTABIEHHOM HAMU CIIy4ae,
IUIA3MOOOMEH, ITPU KOTOPOM YAIAIOTCS AHTUTENA IIPOTUB
ADAMTS 13, MOxeT ObITb 00s1e€ 3(PPEKTUBHBIM, YEM HH-
(pysun mw1asmsel [43]. OHAKO OH HE UMEET IPEUMYIIECTB Y
MALUEHTOB C TEHETUYECKU JCTEPMUHUPOBAHHBIM A (PULIN-
TOM ADAMTS 13. CornacHo peKOMEHAIHAM CTAH/IAPTHOTO
neyenus TTIT, o6beM 3aMeleHus TPU IUIa3MOOOMEHE 101
JKEH COCTaBIATh 1,0—1,5 06beMa I1a3Mel manuenTa [1, 58].
[Tpu Bposkaennon TTII it npeaynpexieHus 000CTpEHNs
nH@ysuu C3I11poBoAaT B HEOOIBINX OObeMaxX (MeHee 15
MJI Hd KI' MACCBI Tea KAKble 2—3 Hegenn) [43).

COor1acHO JaHHBIM HAONIOACHUN U CYLIECTBYIOMIUM
PEKOMEHJALIMAM, €KEAHEBHBIC I1A3MOOOMEHBI JOJDKHBI
IIPOBOJIUTHCA EIIE B TEUEHNE 2 JIHEN ITOCJIE HOPMAIU3AITUN
YPOBHSI TPOMOOIIUTOB B KpoBU (60iee 150 ThIC. B MM?)
[1, 24]. MapkepOM OTBETA HA JICUECHUE ABJIACTCA TAKKE U
ypoBeHb JI/IT, OTPAKAIOIMMUH KAK UIIEMUIO TKAHEM, TAK U
remosus [12].

[Ipu npoBegeHun IIa3Mo00MeHa HEOOXOAUMO YUu-
TBIBATb ¥ BO3MOKHBIE OCJIOKHEHHUA 3TOU TpoLieAypslL. [1pu
aHanu3e iedeHus 249 naureHToB, KOTOPBIM IIPOBOAWINCH
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IUIA3MOOOMEHDI IO TIOBOAY IIepBOro anusona TTI B nepuoz
€ 1996-r0 110 2008 1.,y 64 (26%) HAGTIOAATOCH 83 TSHKEITBIX
OCJIO’KHEHNS, BKIIOYAs 7 (2,8%) JIETaIbHBIX UCXO/I0B. Cpeu
7 IETAIbHBIX UCXOJ0B 4 OBbUIM BbI3BAHBI KATETEP-ACCOLUU-
POBAHHBIM CETIICUCOM, 3 — KDOBOTEYEHUEM ITPH YCTAHOBKE
LIBK 24, 41].

Borasnenne mtHruOUTOPHBIX aHTUTEN K ADAMTS 13 BO
BpEMS OCTPOT'O 3MU30/1d IPHOOPETEHHON HANOIATHYC-
ckort TTTI cBueTensCTBYET 06 ayTOMMMYHHOI 3THOJIOTUH
3a2005€eBaHuA [43]. [T03TOMY B JICUEHUN TPUMEHSIOT PA3HO-
006pa3HbIE UMMYHOCYIIPECCHUBHBIE ITPENApaThl. YacTo B 10-
MOJIHEHUH K IJ1A3MOOOMEHAM HA3HAUAETCS TEPATIUS IIIIO-
KOKOPTUKOW/AMH: 1 MI'IPEAHMU30JIOHA Ha KWIOIPAMM BECA
€KE/IHEBHO /IO JOCTHKEHUS PEMUCCUN WX 1 I METUIIPE/-
HU30JI0HA BHYTPUBEHHO B CYTKU B T€YEHUE 3 HEN [1, 24,
206]. IcX071st i3 3THX TIPEICTABICHUI, MBI TAKKE IPUMCHSITH
KOPTUKOCTEPOUIBL Y ONTMCAHHON HAMU ITALIMEHTKU. B psaze
CJIy4a€B BBIPAKEHHAS TPOMOOLIUTONIEHNS COXPAHAETCS
JIKE OCIIE HEJIETTN JIEUEHUS €KEJHEBHBIMH IJ1A3MO0OMeE-
HAMH, 9TO TPEOYET UHTECHCU(PUKAITUU JICYCHHUS. DTO MOXKET
OBbITb JOCTUTHYTO IYJIbC-TEPAMUEN KOPTUKOCTEPOUIAMU
(eciu OHA elnle He MPOBOAWIACDH) C HA3HAYEHUEM METUII-
npenHn30a0H4a 110 1000 MI'B CYTKH B TEUEHUE 3 THET [24].
B TaKUX CITy4asix C yCIIEXOM MOKET ObITh IPUMEHEH TAKKE
putykcumad B 103€ 375 MI'/M? €©KEHEENBHO B TCUEHUE 4
Hezienb [31, 33, 56]. I1pu Heah(HEKTUBHOCTH IIPOBOIUMOTO
JICYCHUS MOXKET ObITh UCIIOIb30BAHA UMMYHOCYIIPECCUB-
Hasd Tepanud HUKIOHOChHaAMUIOM, BUHKPUCTUHOM WIIN
nuKIocnopuHoM (1, 8, 11, 71].

Pertuiueet TTTI HaGmofaoTes pesiko. MCKmoyeHueM
SIBJIIIOTCS ALIAEHTBI C TSDKETIBIM Je(PUIINTOM aKTUBHOCTH
ADAMTS 13. Y OJOBUHBI U3 HUX MOT'YT HAOJIO/IATBCA pe-
LIM/IBBI 3100J1EBAHS, B OOJIBIIMHCTBE CJIy44€B — B TEUCHUE
NIEPBOTO Tofia [53]. B HEOOMBIINX CEPUIAX HAOMIONCHUN
ObUIa TIOKa3aHA Oosiee HU3Kast 4actoTa penuausos TTII
NOCJIE CIVIEHAKTOMUH [ 14] Wi IpUMEHEHNA PUTYKCUMA0a
[56]. OrmcaHbI C/Tydau PA3BUTHS PEIUINBA Y 0€PEMEHHBIX
JKEHIIUH, UMEBIIUX B aHaMHe3e anu3oj1 TTIT [25, 64].

Ycnex 1e4eHus B IPEACTABICHHOM CIy4de BO MHOIOM
06YCII0BJIEH OBICTPOI TOCTAaHOBKOH Auarno3a TTTI u cso-
€BPEMEHHBIM HAYAJIOM JiedeHUsL. Ero IM1aBHOM COCTaBIs-
IOIIEN ObUIN CEAHCHI ITTA3MOOOMEHA, KOTOPBIE IIPOIOIIKA-
JIMCh, HECMOTPS1 HA IPOIPECCUPYIOIIEE B TEUEHUE HEAIEN
MOCJIE MOCTYIUICHUS YXYAIICHUE COCTOSTHUS AIUEHTKU
C Pa3BUTHEM KOMBI 2. BecbMa CyMIECTBEHHYIO POJIb, KAK
MBI IIOJIATA€M, ChIIPAIO TAKKE MPUMEHEHHUE TJIIOKOKOP-
THUKOW/IOB, HA3HAUYEHHBIX C YYETOM BbIABIEHHBIX AHTUTE
K ADAMTS 13, CBUIETENBCTBYIOMUX 00 ayTOUMMYHHO!
npupoje nporecca. KoMOMHNPOBAHHAS TePAITHs, TAKUM
06pa3oM, IIPU €€ CBOEBPEMEHHOM HAYAJIE TIO3BOJIAIA J10-
CTUYb PEMUCCUU 3200JICBAHUL

A6mopuvL 3aA6IAI0M 00 OMCYMCMEUN KOHPAUKMA
unmepecos.
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