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VIMmMyHHass TpoMOOIMITONIEHUA U TPOMOO3BI.

I'emaTomormyeckuin napagoKc Wi KIMHINYECKas1 peaTbHOCTD?

OBb30P
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AHHOTaUuNA

OpHol 13 ocobeHHOCTelN NepPBUYHON NMMYHHON TPOMOOLMTONEHUN ABNAETCA pa3BuTUe Y 6ONbHbIX TPOMOO30B, YacTOTa KOTOPbIX NPeBbIlLaeT Ta-
KOBYyl0 B monynAuun. B 063ope NprBOAATCA SNMAEMUONIOTMYECKME JaHHbIE O TPOMOO3MOOINYECKUNX COOBITUAX, MAaTOreHeTUYeCKMe MexaHu3mbl 1
baKkTOpbl pUCKa X Pa3BUTUA, TepaneBTUYECKan TaKTUKa Y AaHHOW KaTeropum nauneHToB. B pa3Bnutum Tpom6oaMb0nmueckmnx cobbiTiin y 601bHbIX
MMMYHHOI TpOoMboLMTONEHKEN NPUOBpPeTatoT 3HaUeHKEe NaToreHeTUYeCKre 0CO6EHHOCTU camoro 3aboneBaHus (MOBbILEHHasA PYHKLMOHaNbHaA aK-
TUBHOCTb IOHbIX TPOMOOLIMTOB, TPOMOOLMTaPHbIE MUKPOYACTULbI, aHTUPOCHONMNUAHbIE aHTUTENa, aKTVBALIMA KOMMIEMEHTa, NOBbILUEHNEe YPOBHA
NPOKOarynAaHTOB, CHXeHne akTuBHocT ADAMTS-13), Hanuune y 60nbHbIX KOMOPOUAHBIX GaKTOPOB pUCKa TPOMO030B, TPOMOOreHHble NO6oUHbIe
3¢ deKTbl NeKapCTBEHHbIX NPenapaToB, MPYMeHAEMbIX ANA NeYeHA UMMYHHO TpombouuToneHnn. TepaneBTUYeCcKan TakTKa BeAeHUA 6OMbHbIX
MMMYHHOI TPOMbOLIMTONEHMeN C pa3BUTEM TPOMO03IMBOMUECKMX COOBbITUI 3aKNoHaeTCA B KOPPEKLIMU KonnyecTsa TPOMOOLMTOB (FIOKOKOPTY-
KocTepougpl, npenapatbl BHyTPYBEHHOTO UMMYHOTTIOOYNIMHA) U Ha3HaYeHUM aHTUTPOMOOTNYECKMX CPEACTB C YUYETOM KIIMHUYECKOW CUTYaLMn U KO-
nmyecTBa TPOMOOLMTOB.

KnioueBble cnoBa: IMMyHHas TPOMbBOLMTOMNEHUA, TPOMOO03bl, KapANOBaCKyNAPHbIe 3aboneBaHNs, aHTUKOArynaHTHasA Tepanus
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Immune thrombocytopenia and thrombosis. Hematological paradox
or clinical reality?
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Abstract

One of the features of primary immune thrombocytopenia is the development of thrombosis in patients, the incidence of which exceeds that in the
population. The review provides epidemiological data on thromboembolic events, pathogenetic mechanisms and risk factors for their development,
therapeutic tactics in this category of patients. In patients with immune thrombocytopenia, the following factors are important for the development
of thromboembolic events: the pathogenetic features of the disease itself (increased functional activity of young platelets, platelet microparticles,
antiphospholipid antibodies, activation of complement, an increase in the level of procoagulants, a decrease in the activity of ADAMTS13), the
presence of comorbid risk factors for thrombosis, thrombogenic adverse effects of drugs used to treat immune thrombocytopenia. Therapeutic
tactics of managing patients with immune thrombocytopenia who develop thromboembolic events consists in correcting the number of platelets
(glucocorticoids, intravenous immunoglobulin) and administration of antithrombotic agents, given the clinical situation and the number of platelets.
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CTOpUSL MMMYHHOU TPOMOOLMTOIIEHNYECKOIl Iy pPIypb

(MITII) HacYmTBIBAET CTONETHS, HA MPOTSDKEHUM KOTO-
PbIX PacKpBIBAINCh MHOTIME TAVHBI 3a00/IeBaHMs, MEHSIIICH
B3IVIAZBI HA €TI0 CYLTHOCTD, IPMYMHBI ¥ MEXaHU3MbI pa3BUTIHS,
U3Y4Ya/IICh OCOOEHHOCTY TeYeHNs, OCYIeCTBIS/INCh SMIIMPH-
4JecKue U MaToreHeTUYecKe IIOAXOAbI K medeHn0. OCHOBHBIM
xnmHn4eckuM npossinerneM VITII ABIAIOTCA KOXKHBIE TeMOp-
paruy meTexmanbHO-MATHUCTOTO («CMHSIYKOBOTO») THUIIA KPO-
BOTOYMBOCTH (TIeTeXMY, 9KXMMO3bI), BO3HYUKAIOIE [TOC/Ie He-

ITo Mepe HaKOIIEHNA OTIbITA B M3Y4E€HMM Pa3/INIHBIX IPOSAB-
neHnii 3ab0IeBaHys BBLIBI/IACH €llje OfiHA, Ha MIEPBbIIT B3ITIS/,
HeoXupgaHHasa ocobenHocTb VITII, — mOBBbIIIEHHAsA CK/IOH-
HOCTb OOJIBHBIX K Pa3sBUTUIO TPOMOOTUYECKMX OCTOKHEHMIL.
Kasanocp mapapokcanpHbiM, 4To maumeHTs! ¢ VITII, cxmon-
Hble 0OBIYHO K KPOBOTOYMBOCTH, He 3ALINIEHDI OT PasBUTHS
TPOMOOTHIECKHUX MPOLeCcCoB [1].

nuaemunonorua Tpom6o3moéonnyecKnx coébiTnIn

6O/BIINX TPaBM WM CIIOHTAHHO. Hapsay ¢ «CMHAYKOBOCTDIO»
OTMEYAIOTCsI HOCOBbIe KPOBOTEUYEHNs, Y XKEHIINH — MeHOppa-
THUM, PEeKe — JIeTOYHbIE U XKeTyHOYHO-KIIIeYHbIe KPOBOTeUe-
Hust, reMarypust. K omacHbiM ocnoxnerysamu VITII oTHoCcsTCA
BHYTPMMO3IOBble U CybapaxHOMfa/ibHble KPOBOM3/IMAHMNA,
aIOIIIeKCHA ANYHMKA, KPOBOTEUEHMA M3 XKEMYLOYHO-KIIIed-
HOTO TPaKTa, KOTOpble HaOTIONAI0TCA OOBIYHO IPY CHIDKEHUN
KO/MM4ecTBa TpoMboLuTOB HInKe 30x10°/71.

npu TN

ONMAeMUOIOrnYecKre UCCIefOBaHMA TTOKa3alIn, YTO PUCK
TpoMboambonmyeckux cobprruit (TIC) y 6ompabix MTII oxa-
3ajICA BBIIIIE, YeM B ITOMYIALMN CPERU JINI] C HOPMAaTbHBIM KO-
mgectBoM TpombounToB [2]. PasBurie TOC y 60nbubx VTIT
CTA/IO MPEAMETOM CIHEL[MATbHBIX UCCIETOBAHNIT M TOPORUIO
KOHIIETILINIO «TPOMOOIMITOIIEHNYECKOI TpOMOOGUINIL», 03BY-
YeHHOW B OHOW U3 r[y6)11/n<au1/n7[ oy Ha3BaHMeM: «SIBmseTcs
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m VITII tpombodunueit?» [3]. B ykazaHHOIT cTaTrbe mOoppo6-
HO aHA/IM3MPOBANNCh PE3yIbTaThl 5 MCCIeNOBaHMIL, ITOCBA-
weHHbIX pasButiio TIC y 6ompupix VITII u TakTuKe BefeHMs
MOJOOHbBIX MalMeHToB [4-9]. B ogHOM U3 3TUX 5 MCCIenoBa-
HUit [4] mpoBeneH CpaBHUTENbHBIN aHAIN3 YACTOTHI BO3ZHMK-
HoBeHus TIC Ha nporsokernu 47,6 mec cpegu 1070 60/1pHBIX
WTII n 4280 naiueHTOB KOHTPOIbHOI IPYIIIbI C HOPMATbHbIM
KO/IMYeCTBOM TpoM6OouuToB. CKOPPEKTHPOBAHHOE COOTHO-
menne TOC B 2 rpynmnax cocrasnsano 1,58 (95% moBepurenn-
HbI uHTepBan — OV 1,01-2,48), 1,37 (95% O 0,94-2,00) u
1,41 (95% M 1,04-1,91) COOTBETCTBEHHO. YCTAHOBJIEH IIO-
BBIILIEHHBIN PUCK MH(apKTa Myuokapaa cpenu 6onpabix VTII,
a TaKoKe IPsMas CBA3b MEXY BBIPKEHHOCTBIO TPOMOOLNTO-
nenuu (THII) u gacroroit TOC. ITo aHHBIM ZAaTCKOTO peru-
CTpa, 9acTOTa BEHO3HBIX TpoM6oambommit (BTI) y 6ompHBIX
VITII Beimme (2,04; 95% O 1,45-2,87), 4eM cpepyt OONBHBIX C
HOPMaJIbHBIM KO/IMYECTBOM TPOMOOLUTOB, IpUyeM y 2 manu-
eHtoB ¢ BelpaxkeHHoit TUII [5]. IIpuBeneHHble faHHbIE CBU-
HeTeNbCTBYIOT O HoBbllieHHOM pucke TOC y 6onbHbix WTII
maxxe npu Hann4auy BeipaxkenHo T B Tom e peructpe [6]
cpenu 379 6ompubIx VITII c oTcyTcTBUeM B aHaMHe3e TOC nu-
arHOCTUPOBAHO 29 apTepuanbHbIX TpoM6030B (AT) Ha IpOTA-
xeHnu 2551 nepcoHo-neT Habmonenus. B rpynme cpaBHeHus
3790 6ombHbIX ¢ orcyTcTBueM VITII AT peructpuposammch y
254 3a Bpemst 27 902 nepcono-yet Habmopennst. OcoO6eHHO BbI-
coxuii puck TOC npu UTII 1o cpaBHEHMUIO C TPYIIIION CpaBHe-
HYs OKa3asicA y >xkeHuH (12,37/1000 u 6,48/1000 mepcoHo-7eT
COOTBETCTBEHHO).

ITpu peTpOCHEKTMBHOM aHaM3e C MCIOIb30BaHMEM 6a3bl
JaHHBIX KpyIHOit cTpaxoBoit kommauny CIIA (3131 6o/bHOI
WTII n 9392 nanueHTa KOHTPONBHOI rpyIsl) yactora TOC
cpenu 6onbHbIX VITII 1 B KOHTPOJIBHON TPYIIIe HAOMIOfAIACh
B 6,9 11 4,0% crydaes coorBeTcTBeHHO [8]. Cpeput 205 60MbHBIX
WUTII yactora TOC cocrasmsina 5% [9], a B gpyrom uccieno-
Banuu TOC perucrpuposamich y 6,9% 6ompubix VTII [10].
B ogHOM M3 KMTANCKMX UCCTIEOBAaHMIT IIPY PEeTPOCIIEKTUBHOM
anammse 525 6ompabIX VITII B Bo3pacTe cTapuie 60 sieT 3aperu-
crpupoBato 26 TIC, B ToM 4ucre nepedpaabHble TPOMOO3BI
(y 20), TpoM603bI nepudepudeckux aprepuit (y 2), TpoM603bI
rIy60Kux BeH (y 2), uHbapKT Mrokappa (y 1), TpoM603bI MO3-
TOBBIX COCYAOB B COUeTaHMM ¢ TpoMbo3amu nepudepudecKux
aprepuit (y 1). ¥ 10 nmauyenTos passutue TOC Habmonanocs
Bo Bpems nmedenust VITII [11]. B 6onee kpymHOM 1cCIenoBa-
HuM, BKIodaBuieM 986 6onbubix VTII, BeHosHble u AT Ha-
Omopganucy B 15 u 28 crydasx COOTBETCTBEHHO B TedeHMUe
3888 nepcoHo-eT HabmopeHus. [TopbieHusit puck TOC npu
WTII coxpaHscs IOC/e UCK/IOYEHNs] HEKOTOPBIX (aKTOpoB
pucka Tpom60308B [12].

UTM n KappnoBackynApHasa KOMOp6MgHOCTb

IMockonbky opauM 13 pakropos prcka TIC sBsAI0TCA Kap-
nyoBacKysipHbie 3aboneBanust (KB3), BHuMaHue nccrenosa-
Te/ell 0OpallleHO Ha YacTOTy M KIMHMYecKoe 3HadeHue KB3
npu VTIIL. Tak, mo faHHBIM JJaTCKOTO HOIY/IALIMOHHOTO MC-
cnepnoBaHus, puck cMeptHocTu oT KB3 cpepu 6onpubix VTIT
Bo3pacTraet Ha 50% 1o cpaBHEHUIO ¢ ob1eit momyssanuen [13],
4TO fa/no ocHoBaHMe paccmarpusarh VITII kak daxTop pucka
pasButusa KB3, KoTopble, B CBOIO 04epefib, BHOCAT BK/Iaf, B BO3-
HukHoBeHMe TOC.

B OTKppITOM NOMNYIALMOHHOM WCCIEfOBaHUM, BK/IIOYAI0-
1meM 6591 6omprOro UTII 1 24 275 /U1 KOHTPOJIBHO IPYIIIIEL,
CXOJHOI1 IT0 BO3PACTY, IO/, MHAEKCY MacChl Te/a U KypsIeMy
CTaTycy, usy4anach 4actora KB3, B TOM umcie uieMmyeckoii
607Ie3HN CepALa, MHCY/IbTOB, TPAH3UTOPHBIX MIIEMUYECKIX
aTak, CephevIHolt HemoCTaToYHOCTH [14]. B TeueHue 6-metHero
nepuopa KB3 muarnoctuposanucek cpeay 6onbubix VITII n B
KOHTPOJIbHOVL rpymme B 5,9 u 4,5% clny4aeB COOTBETCTBEHHO C
HOBbILIEHHBIM puckoM passutus KB3 y 6onbabix VITII (kymy-
nATUBHAaA vactora 1,38; 1,23-1,55 mpu 95% [I). Kpome Toro,
YCTaHOBJIEHO, 4TO citeHakTomust (CI) y 6ombubix VITII oBeI-
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mana ganpHeimuii puck KB3 mo cpaBHeHuo ¢ manyeHTamu,
He nopseprasmmmucs C3.

IMossimiennas yacrora KB3 cpemm 6omprpix WTII mop-
TBepXK/eHa JAHHbIMY K/HI4Yeckoro pernctpa CARMEN [15].
ITpu sTom y 75,3% 6ompubix MTII ¢ MOMeHTa IMArHOCTMKM
3ab0/meBaHMs BBUIB/ISUICS 110 KpaitHell Mepe ofuH ¢akTop pu-
cka KB3, cpegy koTopbix y 13,9% AuarHocTMpOBaH CaXapHBIi
nuabet, 18% OONbHBIX MOTyYaau aHTUArPEraHThl, a 39,2% — ru-
[OTeH3VBHYIO TepaIuIo.

ITo maHHBIM CPaBHUTEIBHOTO ABYXIIEHTPOBOTO MCCIIEfIOBa-
Hust B0 @panuun u [lIBenyn, Bxmogarorero 7225 n 2490 60mb-
HbIx VITII cooTBeTCTBEHHO, KyMynATUBHas 4yactota AT co-
crasnsna 15,0 u 14,7 va 1000 mepcoHo-neT, a yactora BT - 6,9
u 6,5 Ha 1000 IIepCOHO-/IET COOTBETCTBEHHO. B 06enx cTpaHax
¢daxTopamn prcka AT ABIAINCH ITOXXNION BO3PACT, MYXKCKOI
non u crydau AT B anamHese, a BT acconumpoBanuch ¢ Bo3-
pacToM 1 aHaMHecTMYecKMMM ykasaHmaMmu Ha BTO. Kpome
TOTO, JONONHUTENbHBIM (akTopoM pucka AT y GONbHBIX BO
@paHuMK CTal NpyeM aHTUTPOMOOLIUTAPHBIX MIPEIAPaTOB, a
BT varue pasBuBaiuch Ha pOHe 37I0Ka4eCTBEHHBIX OITYXOJIeIL.
Y mBenckux nauuento BTO BosHMKanmm yaile npy Hammdmum
XPOHMYECKOIT 60/me3HN movek u cinydaes BT B npouwtom [16].
ITpu ananuse 303 6onbubix VITII B OZHOM U3 AMIOHCKUX UCCTIE-
moBaHuit pakTopamu pucka TOC okasamich MUIIb KypeHue U
Ha/maue Gubpwsinuy npepcepanit. UYto xacaetcs GpakTopos
pucka cpeayt 60ompHbIx VITII, BBISIBICHHBIX B APYTUX UCCIIERO-
BaHMAX, TO OHV HE acCOLMMpPOBanuch ¢ passutuneM TIC. Otu
IaHHbIE IO3BOJIAIOT IIPEAIIONAraTh Halu4ue pasInyHbIX (ak-
Topos pucka TOC y AnoHIeB ¥ L Apyroi momynamym [17].

B opHOIT M3 MOC/IERHUX CTaTell O AaHHON IpobieMe mpo-
aHaym3ypoBaHbl 30 my6mikaumii cnydaes VITII ¢ passuruem
36 TOC 3a mocneguue 10 et [18]. Cpeguuit Bo3pacT 60IbHBIX
cocrapsn 51 rog (3-81 rogm). Y 1/2 60/mbHBIX FUArHOCTUPO-
Banace xponudeckass VUTII (cBoiue 12 mec). B 20 (55,6%) us
36 sanusonoB TIC kommaecTBO TpoMbOIMTOB HInke 100x10°/71,
npudeM B 15 crydasx — Hyoke 50x10°/1. Y 6onpumHcTBa (64%)
6onpHbIX BosHuKam AT (mudapkT MuOKappa, MIIeMUYeCKit
MHCYIIBT), pedke — TPOoM603bI ITTyO0KMX BeH. B 44% ciydaes o
passutus TIC nevenne VITII He mpoBoaniock, a oCTalbHbIE
[alMeHThI IOTyYasy IpenapaTsl BHY TPUBEHHBIX MIMMYHOITIO-
Oy/IMHOB, aTOHNUCTHI pelenTopoB TpombonoatnHa (APTII) u
rmokokoptukoctepoussl — [KC (17, 28 n 11% cooTBeTCTBeH-
HO). [Toutu B 1/2 cy4aeB BBLAB/LUIICH OAMH W Gonblie dak-
TOpPOB pucka TpoM6030B [18].

MexaHn3Mbl TPOM6OTNYECKNX OCNIOXKHeHuI npy UTM

B ocnoge passurust TIC npu UTII nexxar MmHOroo6pasHbie
MeXaHU3MBI 11 (PAKTOPBI PICKA, 3aK/IIOYAOIYECS] B CAMOM 3a-
6orneBaHNy, TPUMEHAEMOM JIEYEHUY Y KOMOPOVIHOI aTOJIO-
run. Ecnu npenapatsl s nedenus VITII u mamune xomop-
OUEHOCTM SIBJISIIOTCSL OIIOMHUTENbHBIMM (PaKTOPaMU PICKA
T3C, to pons camoit UTII nprobperaer caMOCTOATENbHOE
IaToreHeTI4ecKoe 3HaYeHue.

Opnoit u3 ocobennocreit VITII, onpepensionieit CKITOHHOCTD
K TpoM603aM, AB/IsAeTCA PYHKLIMOHA/IbHAS aKTUBHOCTD IOHBIX
TpoMbOIUTOB, KoTOpBle y 6onbHbIXx VITII xapakrepnsyorcs
60mpIInMy pasMepamu U 60see BHICOKOI air€3MBHOI CIOCO6-
Hoctbio [19]. IIpumedarenpHo, 4TO TPOMOOLMTBL y OONBHBIX
¢ MH(APKTOM MMOKapAa M MIIEeMUYECKUM VHCY/IBTOM MMEIT
TaKKe 6OJIbLINE pasMepbl HECMOTPs Ha CHIDKEHHe MX o0lie-
ro Konudectsa [20]. OTu JaHHbIe CBUETENBCTBYIOT O TOM, YTO
TPOMOOLIMTHI OOMBIINX Pa3MepoB, XxapakTepHsle st VITTI, siB-
NA0TCA PaKTOPOM PUCKA TPOMOOTIIECKNX TPOIIECCOB.

B ¢msnonorndeckoM mporecce reMocTasa MpUHUMAIOT yda-
CTHe TaK HasblBaeMble MUKpodacTuiibl (MY) — rereporeHHbIe
MeJIKMe Be3MKYIbI ¢ fuaMeTpoM 100-1000 HMK, ob6pasyomy-
ecsl B IpOILjecce aKTMBALMY VTN arlonTosa Tpombormros. MY
0071a/jal0T MIPOKOATY/LTHTHBIM [OTEHI[MA/IOM, 00YC/IOB/IEHHBIM
Bo3gelicTBueM (ocaTuamIceprHa U SKCIIpeccuell TKaHEeBOTO
¢axropa. [TokasaHa maroreHetndeckas porb MY MOHOIIMTOB U
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SHIOTENMANbHBIX KIeTOK B Pa3BUTUI apTepMa/IbHBIX U BEHO3-
HBIX TpoM6030B [21, 22]. C y4eToM IPOKOAry/IAHTHBIX CBOVICTB
MUY npepcTaBnAOTCA BaXKHbIMU JaHHbIE O BblABneHun MY y
60npHbIx VITII ¢ Hanmm4meM y HEKOTOPBIX U3 HUX aHTUTPOMOO-
LITApHBIX aHTUTET KTacca UMMYHOITIo6y/mHa M [23]. VImetoTcs
COOO6IIIEHNA O BBICOKOM YPOBHE 3pUTPOLIUTAPHBIX U TPOMOOLIN-
tapHbix MY y 29 60bHbix VITTI, cpeay KOoTOpBIX y 8 mponsBe-
meHa CO [24]. TloBbleHHbIT ypoBeHb TpoMbormTapHbix MY
y 6onbHbIx VITTI accormumpoBancs ¢ COCYAUCTBIMU HapyIIEHN-
AMU B BUJe TPAaH3UTOPHBIX MIIEMUYECKUX aTaK C pasBUTUEM
KOTHUTUBHBIX HapyueHuit [25]. Kpome Toro, mpu pasBurun
OCTPOro KOpPOHApHOro cuHppoma y 6ompHbix VTII BbIsABIEHO
[IOBBIIIEHHOE COfiep>KaHMe B TPOMOOIUTAaX MUKPOYACTHYEK, 06-
JIAfAIoMIMX NIPY HOIANAHUM B IMPKY/IALMIO IOBBIIIEHHON IIpO-
BOCIT/IMTEBHOI U KOATY/ISILMOHHOI aKTUBHOCTBIO [26-28]. He
MCKJIIOYEHO, YTO MMEHHO IPOKOATY/IIHTHAsA aKTUBHOCTb TPOM-
6onmrapubix MY okassiBaeT poTeKTuBHBI 9 dexT mpu UTII,
IPOTUBOJENCTBYsI KPOBOTOYMBOCTH. BO3MOXHO, 3THM 00BsIC-
HsIeTCsl (paKT HEBBIPAKEHHOCTV WV OTCYTCTBUSI TeMOppariu-
yeckoro cuuapoma y 6onbabx VITII ¢ BerpaskenHoit THIT [29].
Eme opHMM 13 IpefIonaraeMblX MeXaHM3MOB IIOBBIIIEHHOTO
TpoMboo6pasoarms u passutus TIC (MHbapkT MyoKappa) y
60npHbIX VITTI MOXeT ObITh HOBpEX/EHVIE SH/OTE/NS, BBI3BaH-
HOe ayTOAHTUTE/TaMI, HAIPABIEHHBIMI IIPOTUB TPOMOOLUTOB
U 3HAOTENMANBHBIX KJIETOK, MEXJY KOTOPBIMU CYIEeCTBYeT,
0-BUIIMOMY, aHTUTeHHasA MUMUKpus [30].

VImeroTcs faHHBIE, TO3BOJIAIONIME 0OCYXKATh PONIb CYyOKIIN-
Hyyeckoro Bocnanenua npu WTII, o yem cBupmeTenbcTByeT
IIOBBILIIEHNE YPOBHA IPOBOCIAMUTEIbHBIX UM AHTUBOCHAIIN-
TEIbHBIX IIUTOKVHOB [31, 32]. Ec/i IpuHATH KOHLIEIIINIO cy6-
K/ImHM4eckoro Bocnanenys npu VTII, To BronHe gomycTumo
B/IMHME IIPOBOCHAINTENbHBIX LIUTOKMHOB Ha IIPOLECC IeMo-
CTa3a, B YaCTHOCTY aKTMBAIMM KOATY/IALMU ¥ CKIOHHOCTH K
HOBbILIEHHOMY TpoM6oo6pasoBanuio [33]. OgHako sBIsieTCs
JIV TIOBBIIIEHME YPOBHS LIUTOKMHOB IPUYMHON VI CIIeACTBU-
eM TPOMOOTMYECKMX MPOLECCOB, OCTAETCA OKOHYATEIbHO He
PpelLIeHHBIM BOpocoM [34].

Cpenn mexanusmoB TOC npu MTII ykaspiBaeTca Ha BO3-
MOXHYIO ponb aHTU(OCHOMUIUAHBIX aHTUTEN (aHTUTeNA K
KapyONNINHY, 3,-IIMKOIPOTeNHY- 1, BOTYaHOYHBIN aHTUKO-
ary/IsHT), BBIAB/AEMBIX y 25-75% 6onbubix VITII [35].

B T0 >xe Bpems y 22-42% 60NbHBIX ¢ aHTUPOCHOIUIUTHBIM
cuugpomoM Habmomaetcs TIIII [36], a y MHOrMX OONBHBIX
WTII ¢ HamuaueMm aHTUPOCHOMUNIMAHBIX AHTUTENT PasBUBaA-
eTcst aHTU(OCHOMMIUAHDI CUHAPOM CO CBOCTBEHHBIMU
emy TOC [37]. OnpeneneHHoe MaTOreHeTUYeCKOe 3HaYEHME
B passutuy TOC y 6ompubix VTII mpuobperaeT akTMBHOCTD
ADAMTS-13 (mporemHasa, paclyenisiionias IOIMMEpPHbIE
¢dopmsbl akropa Bumtebpanna Ha 6omee MeIKue MyIbTHMe-
pyl). CHikenne aktuBHOCT ADAMTS-13, nexkaijee B OCHOBe
PasBUTUSA TPOMOOTHYECKIX [IPOLIECCOB PV TPOMOOTUIECKOI
TPOMOOLNMTOLIEHIYECKOIT Y PIType, IIPEAPACIIONAraeT K OBbI-
IIeHHOMY TpoMb6oo6pasoBannuio u y 6onbHbix VTII [38]. Co-
o6wenus o codertannu VITII u Tpomboruyeckoit TpomMbomy-
TONEHNYECKOI ypIyphl NOATBepKAa0T ponb ADAMTS-13 B
passBuruy Tpom60308 mpu VTII [39]. Kpome Toro, y 601bHBIX
VITII BbIABIAETCA HOBBILIEHHBII YpOBeHDb (akTopa Buiie-
OpaH/a, 4TO TaK)Ke BHOCHUT CBOJL BKJIAJ| B pa3BUTIE TPOMOOTH-
YeCKMX IIPOLIeCCOB Y JAHHOI KaTeropuiu manyueHTos [40].

JleueHne UTH Kak pakTop pucka Tpom6030B

Mertopp! neyenus VTII pxmrouator I'KC, npenaparsl nMmy-
Horn06yJIMHOB nnsa BHyTpuBeHHoro BeegeHus (ITBUT), C3,
APTII. Kaxx/iplit M3 yKa3aHHBIX METOJ[OB JIEYEHMs PacCMaTpu-
BaeTcsA KaK IOTeHIMasbHbI daktop pucka TOC y 60nbHbIX
WTIIL

C3. BriepBble BHMMaHIe Ha BO3HMKHOBEHNE apTepyaIbHbIX
U BeHO3HbIX TpoM6030B 1pu VTII obpaiieHo y 60NbHBIX, KO-
TOPBIM BBINONHANMACh CO Kak OfUH U3 METONOB JIEYECHNS 3a-
6oneBanus [41]. IToBblieHHBIT PUCK TPOMOO3OB y FaHHOI
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Puc. 1. MexaHusmbi paseutuns T9C y 6onbHbix UTM (apantupo-
BaHo [55]).

Komop6uaHocTb
JeverHve UTM ntn (bakTOpBI prcka)
Mornogsle TpomMBoumnThI
MY

AHTrdOChHONMNUAHBIE aHTUTENA
AKTUBaALMS KOMMNEMEHT
OnpoTenuanbHas AMCHYHKLMS
TMoBbILLEHWE YPOBHS MPOKOAryNSHTOB
CHuxeHwe aktneHocTM ADAMTS-13

/

T3C

KaTeropuy MalyeHTOB IIbITANNCh OOBSICHUTD HEPEJKO BO3HNU-
KaloLMM IIOCTCIVIEHIKTOMMYECKMM TpoMmbormrozoM. OpHa-
KO 4acTOTa TPOMOOTMYECKMX IPOLIECCOB CPefy MALMEeHTOB C
WTII BblIe 10 cpaBHeHMIO ¢ 60/pHBIMK HOCe CO 1Mo HOBO-
Iy OPYIUX reMaToNOrM4eCcKmux 3aboneBanmii [42]. Pesynbrarbr
IBYX KPYIHBIX MCCIENOBAHUI IOATBEPAVIIN BBICOKUI PUCK
BeHO3HbIX 1 ATy 60mbabIX ¢ VITII, koTOpbIM IpOBOAMIacs C3
[12, 43]. IIpn ananuse 1762 6onpusix VT, HabmogaBmmxcs B
TedeHue 5 yet nocie CO, pUCK BEHO3HOIO TpoM60aMbo/M3Ma
B 2,7 pasa BbIILE II0 CPABHEHNIO C COITOCTaBUMOI TPYIIIION JINL]
¢ UITTI, xotopsim C9 He mpoBogunack [43]. B To >xe Bpems, o
APYTUM HaHHBIM, yacToTa TOC ofHaKOBa KaK y CIUICHSKTO-
MupoBaHHbIX nanuenTos ¢ VITII, rak u cpeau nu, He IofBep-
rapuuxcsa CO [4]. 1o panubIM 6071ee yeM 10-71eTHETO KaTaMHe-
3a 83 6onpHbIX VTII, nogsepruyThix C3, 4acTOTa BEHO3HOTO
TpoM603MO0/M3Ma BBIILIE, YeM CPEfU JINL KOHTPOIBHO IPyII-
bl (13 u 2 coorBetcTBeHHO; p=0,005), mpudyem CO okasamach
He3aBUCUMbIM (akTopoM pucka passutya TOC y OONbHBIX
WTII mocne CO [44].

IIBUT cuurtaiorcs ne4eOHBIM CPeNCTBOM 1-rO psija npu
nederny 60mpHBIX VTII, 0coOGeHHO B CTy4asix BbIpaXKEHHOI!
THII 1 BBICOKOM pPUCKe KU3HEYTPOXKAIOMINX KPOBOTEUEHMUIL.
Hapsany c usBectHbIMU mo604HbIMK 3ddekramu TIBUT (-
XOpajKa, O3HOOBI, TMIIOTOHMA) OMMCAHBI Cly4au Tpombo3a
IIyOOKMX BeH, TpPoM60aMbomu erouHoit aprepun, AT mpu
ucrionb3oBanuy IIBVIT' y 6ONbHBIX ¢ Pa3IMYHOI MATONTOTUEN,
B ToM uncie VTII [45, 46]. Yactora TAC cocrasiser 0-3%
Ha 1 6onbHOro m 0,15-1,2% Ha Kypc nedenus, npudem AT
HaO/moaloTcs B 4 pasa 4yallle BEHO3HBIX, IIPEVMYIIECTBEHHO
y JIUL HOXXIIOTO BO3pacTa U Mpy Hamuumu (PakTopoB pucka
T3C [45]. CunTaercs, 4T0 0OCHOBHbIMU MexXaHusMamu TIC Ha
¢done npumenenns I[IBUI' sSBIAIOTCS: HOBBILIEHNE BA3KOCTHU
KpOBH, coXpaHsAoLeecs Ha 4-5-11 ieHb nocie orMmensl [IBUT;
aKTMBAIMs TPOMOOLUTOB (yBelTuueHne BBICBOOOXK/IeHNA afie-
HosuHAndocdara u arperanuy TPOMOOLNTOB), NMPOJAEMOH-
CTpMpoBaHHasi in vitro; casm aptepnii [47]. Tloce onmcanus
nepsoro cnyyas TOC, okasapiierocs ¢araabHbIM /1A 6ONTbHO-
ro VTII, nevenHoro IIBUT [48], B muTepaType MyOIMKOBaINCh
otpenbuble cnydan TIC y 6onpubix VITTI, nonyvasumx ITBUT
[49]. OpHako omycanusle crydan TOC Ha QoHe mpuMeHeHMs
IIBUT u oTCyTCTBUE NaHHBIX MeTaaHA/IN3a [IOKA HE IO3BOJIA-
10T TOBOPUTD O NPUYMHHO-C/IEACTBEHHBIX CBA3SAX MEX/Y IIPK-
meHenueM IIBUT n passutuem TIC y 6ombabix MTII [50], Tem
6o7ee YTO y ONMCAHHBIX OONBHBIX VIMEVCh JOIOTHUTE/IbHbIE
daxrops prcka TIC (aTepockiepos, caxapHblil AuabeT 1 ap.).

APTII (poMuUIIIOCTUM, SNTPOMOOIIAT), UCIONB3YIOMIMEC
mpu pasmmyabix THII, apnarorca dakropamu pucka TOC y
6onbubix VITII [51]. Pesynprarel meraaHammsa 15 mccnepo-
BaHMI, BKIIOYaBInX 3026 OO/NIbHDIX, nonyyasmux APTII mo
nosopy TIIT pasnu4HOro MPOMCXOX/EHNA, ITIOKa3aIn TOCTO-
BepHO 6oree BBICOKYIO dactoTy passutus TIC (3,69%) mo
CPaBHEHMIO C KOHTPOJIbHON rpymmoi (1,46%) [52].
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Puc. 2. Anroputm neyeHus 6onbHbix UTI c ucnonb3oBaHuem
aHTuUKoarynaHToB (aganTupoBaHo [46]).

Ta6bnuua 1. OueHKa cTeneHn prcka TPoOM6030B 1 KPOBOTEUYEHUIA

y 6onbHbix UTM (aganTupoBaHo [57])

OueHKa pucka Cyer 6annos

®akmopel pucka mpom603a

Bbicokuin puck Tpombo3a’ +1

HepasHee neuexune UTM? +1

®axkmopbl pucka kpogomeyeHul

TOC y 6onbHbIX ATM
I I I
BoipaxerHas YMepeHHas KpOBOTOUYMBOCTb
KPOBOTO4MBOCTL nnm ee otcytcTeme (0-1-a crenenmn, BO3
(8-4-9 cTeneHn, BO3) id ( ' )
[ [
Konuyectso Konuyectso
TPOM6OLMTOB TpomM6ouMTOB
<50x10%/n >50x10%/n
AT He nokasaHa AHTUTPOMOBOTUYECKME | | AHTUTPOMBOTMYECKMNE
npenaparbl npenaparbl
B MOJIOBMHHOMN noase. B TepaneBTN4eCKnx
MpeanouTUTeNbHbLIM [03ax
cyuTaTb
HedpakLMOHNPOBAHHDI
renapuH

Mpumeyatme. BO3 - BcemmpHan opraHu3aLns 3apaBooXpaHeHus.

Konnuectso TpomboumToB <20x10%n -1

bonblune KpoBoTeueHna

-1
(McKNoYas KOXKHble remopparun)?

0 MAN NONOXMTENbHOE YNCHOo —
PUCK TPOM6030B

CymMMapHblii cyeT 6annos
OTpuuaTtenbHoe 4nucno —
PUCK KpOBOTEUEHUIA

'Oubpunnauua npepcepani, cepaeyHan HelOCTaTOYHOCTb, apTepuanbHas rMnepTeHsms,
BO3pacT =75 NeT, AnabeT, NepeHeceHHbIN NHCYbT, COCYAUCTaA NaToNorvia, peLnanBrpyLme
VNV MapaHeonniacTuyeckne TPoMb03bl, HannuKe «@HTUPOCHONMNNAHBIX» aHTuTeN; MBUM

3a 2 Hepi, APTT vnm C3 3a 4 Hep Ao passuTua TIC; *2- creneHb KpoBoTouneocTy npu UTI [58].

TKC. Y 19 u3 26 6onpubix WTII, nedennsix I'KC, Habmio-
mamicy TOC, cpegy KOTOpBIX Yy 9 [MAarHOCTUPOBAINCH ap-
TepuajbHble ¥ BEHO3HblE TPOMOO3BI, 13 KOTOPBIX 7 4YelOBEK
nomydanu ['KC [53]. B gpyrom nccnegosanum cpepu 40 TOC
y 6ombubix VITII (mpemMylecTBeHHO TPOMOO3BI ITyOOKMX
BeH U TpoM6oambormu nerouHoit aprepun) 20 caydaes TOC
AMAarHOCTHPOBAMICh y OOMbHBIX, Nomyyatomux nedenne I'KC,
YTO IIOATBEPIK/A/IO BBICOKNIT PUCK BEHO3HBIX TPOMOO30B IpH
nevenuu cucremubivu I'KC [54].

Takum ob6pasom, mexanusm passutua TOC y 6ombubix VTII
HOCUT MHOTO(AKTODHBI XapaKTep, BK/II0OYasl Pas/IMIHbIe Ma-
ToreHeTn4eckue ¢pakTopel camoro 3abonesanus VTII, neue6-
Hble (PAKTOPBI, a TAK)Xe KOMOpOMHBbIe hakTopsI pucka (puc. 1).

BepeHue 6onbHbIX UTM
c dakTopamm pucka Tpom60308B

OcHoBHast npo6nema Begenust 6onpHbx VTII ¢ Hamramem
TPOMOO30B 3aK/II0YAETCS B IIPUHATHUM PEIIEHNS O Ha3HAYCHNN
AHTMKOATY/ISIHTOB C YYETOM IOBBILIEHHOTO PMCKA KPOBOTOUM-
BoCTU. Mexy TeM TakTyKa Begenus 6ompHbx VITII ¢ TOC He
olpefieNieHa KIIHMYECKVMY PEKOMEHIAIMAMY ¥ OCHOBaHa JIC-
K/IIOYMTETBHO HA SMIMPUYIECKOM TI0fxofe. B 6onpumucTBe omy-
6/mKoBaHHBIX 3a ocnienuye 10 et 30 cryyasx VITII ¢ passutu-
eM TOC 6orpHBIE MOMyYaM aHTUKOATY/ISHTbI, aHTHAIPEraHThI
(B TOM uMCrIe Ipy KO/MMYeCTBe TpoMbOLMTOB Hibke 50x10°/1)
Hapsgy ¢ nedernem VITII [18]. C ne/pio MOBbIIIEHNST KOTYIECTBA
TpoMbormToB pekomenpyercs HasHadeHue I'KC wmm ITBUL. B ka-
YecTBe aHTUKOAry/LTHTOB PeKOMEH/JOBaHO Ha3HaueHMe TelapyHa,
[IPENMYIIECTBEHHO HedpaKIVIOHNPOBAHHOTO, TPV IIOBBILICHNN
KO/I9ecTBa TPOMOOLmTOB Oomee 45x10°/1t [56].

Cpeny BKIIIOUEHHBIX B CIIEL[Va/IbHbIIL pernctp 314 60nbHbIX
VWITII 13 dYenoBek IOMy4Yaay AaHTUKOATYIAHTHYIO TepaIuio
(AKT) npm kommuectBe TpomboumrtoB <50x10°/1. Ilokasa-
Husvn st AKT cramm ubpwsinys npencepamit [6] mmn
BeHO3HbIe TPoM603bl [7]. Takxke 4 malyeHTa MOMyYamy aHTH-
TpoMboLuTapHble Ipenaparsl. MefuaHa HabMIONEHUS COCTA-
Bua 9 Mec, B T€YeHMe KOTOPBIX IPMHUMAIOCH pelleHne o6
orMmeHe wm npopomkeHnn AKT. V 10 manmenToB AKT oTme-
HeHa B cBA3M ¢ BeipakeHHoI TIIT (K0mM4ecTBO TPOMOOLUTOB
ot 1 no 40x10°/m, B cpegueM 14x10°/71), CUIBHBIMU KPOBOTe-
yennamu. [Tocme ormenst AKT y 6 (60%) n3 10 manyeHTOB pe-
nupusupoBanu TIC, 2 13 KOTOPBIX OKa3anuch (aTanbHbIMIL.
B 3 cmygaax AKT mpopomkanach mpu cpefHeM KOMMYeCTBe
TpomboruToB 38x10°/11 (7x10°/1-38x10°/n). [lononHuTeIbHBIE
metoppl nedenusa MTII nasnavanuco 17 6onpabiM [57].B Tab. 1
MPUBOAMTCS KOMMYECTBEHHAsI OIlEHKa pucka TpoMbO030B
u KpoBoTedeHuit y 6onbHbix VITII npyu npuHATUM pelIeHNs
o mposeseHuu AKT.
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O6ume pekomengaryy s Begenus 6onbHbix VITII ¢ pas-
ButreM TIC cBogsTCs K cnepytomum [59]:

« HazHadeHue I'KC wmu I[IBUT npu Boipakernoit TLIIT ms
TOCTYDKEHUA KONMMYeCTBa TPOMOOLMTOB Bbie 50x10°/7;

« HasHaueHne APTII npu HeappexrusHocTn I'KC mm cHu-
xeHnu sdpdexra [IBUT;

e IPY HAMNYUU >KUSHEYTPOXKAIOINX KPOBOTEUEHMIT WIIN
KpOoBOTedeHMit, Tpebylomux remortpaHcoysuir, AKT He
HOKa3aHa;

« HazHadeHne AKT 60/IbHBIM € OTCYTCTBMEM KPOBOTEUEHIAA, ITe-
TEXIIA, TeMaTOM, IIPY CTAOVIbHBIX TIOKA3aTeNsIX TeMOTIOONHA;

o IIpU KOMMYeCcTBe TPOoMOOLUTOB Bbilre 50x10°/1 Ha3Have-
Hue AKT B cTaHJAPTHBIX TepaneBTUYECKUX 03aX;

o [IpY KO/IMYeCTBe TPOMOOLMTOB HivKe 50x10°/71 HasHavYeHMe
AKT B mONMOBUMHHBIX H03aX;

o y 60mbHBIX ¢ BT'D npy BBICOKOM pYICKe pelXAuBa U OTCYT-
CTBUM OBICTPOrO IOBBIIIEHNSI KOMMYIECTBA TPOMOOLIUTOB
Ha ¢one teparmuu ['KC crenyer paccmorpers Bompoc 06
UMIUTAaHTAIUN KaBa-(QUIbTpa;

« nanbHeliman Taktuka AKT onpepnenserca pasButueM mim
HOSIBJIEHVIEM KPOBOTOYVMBOCTY M JMHAMUKOJ KONMMYIECTBA
tpombouuros. Ha puc. 2 mpepcrasnen amroputm AKT
y 60ombubix UTII ¢ Hamranem TOC.

3aknoueHne

OpnHoit u3 ocobennocreit nmmynHoit TIHIT Hapsgy ¢ KpoBo-
TOYMBOCTBIO SIB/IAETCSl PAa3BUTHE APTEPUATBHBIX U BEHOSHBIX
TpOMO030B, YaCTOTa KOTOPBIX IIPEBBIIIAET TAKOBYIO B 0011iel] 110-
mysnyy. TpoM603bI BOSHUKAIOT [jaKe Y OO/IbHBIX C BBIPXKEHHO
THIIL. B pasButny TPOMOOTUYECKMX HMPOLIECCOB HMPHOOPETAIOT
3HaYeHMe pas/IMdHble (PaKTOPbI, B TOM HUC/IEe IATOTeHETNYeCKIe
0COOEHHOCTY CaMOTO 3a00/IeBaHsI, HAIYME Y GONBHBIX KOMOP-
OunHbIX (PaKTOPOB pUCKa TPOMOO30B, TPOMOOTEHHbIE TIOOOYHbIE
a¢dexrs! nevenns ummyHHOI TIIIT. Benenne 60IbHbIX C UMMYH-
Hoyt THII ¢ mamumem TOC 3akmo4aeTcs, ¢ OFHONM CTOPOHBL, B
Koppekimu Konmdectsa tpombormros (IKC, npemaparsl BHY-
TPUBEHHOT'O MIMMYHOITIOOY/IVHA), & C APYTOil — HA3HAYeHUN aHTH-
KOAry/IIHTOB, aHTMAIPETaHTOB C Y4eTOM K/IMHUYECKON CUTYALMN
" KO/IM4eCTBa TPOMOOLINTOB.

Kondnukr uHTepecoB. ABTOp 3asBisieT 06 OTCYyTCTBUM
KOH(QIMKTa UHTEPECOB.
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