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CuHgpom BepHapa-Cynbe (CBC) — ogHa 13 pefkunx ¢opm HacneacTBeHHbIX TpombouuTonatuil. OCHOBOW
natoreHesa CbC aBnsaetca aedpuunt nnmn gedekt rnnkonpotenHooro komnnekca GPlb-IX-V Ha noBepxHOCTK
TPOMOOLIMTOB — INTAaBHOTO TpoMbGOoLUTapHOro pelentopa ansa daktopa Bunnebpanga (VWF). Mpwu cBA3biBa-
HuM VWF ¢ komnnekcom GPIb-IX-V npouncxogat nHnumauma nepBrMYHOro reMoctasa u obecrneyeHme agresmm
TPOMOOLIMTOB B MeCTe NMoBpeXxaeHns cocyda. [iuccoumanms nnasmeHHOro, COCyaucToro 1 TpomMooLUTapHOro
3BEHbEB KOarynauum npMBoAnT K Pa3BUTHIO reMopparnyeckoro CMHAPOMa MUKPOLIMPKYIATOPHOO NN CMe-
LIAHHOTO TWMOB, XapaKTePHble 0COOEHHOCTUN KOTOPbIX OMMCaHbl B KIIMHUYECKOM ciyyae 6onbHon CBC. Anro-
putm gnarHoctky CBC BKntoyaeT B ce6A OLeHKY GYHKLMOHabHbIX CBONCTB, MOPGONOrn 1 BUOXMMUYECKNX
XapaKTepPUCTUK TPOMOOLIMTOB C 06A3aTeNbHbIM WCMONb30BaHWEM METOAA MPOTOYHOW LIMTOGIOOMETPUN,
no3ssonstoLero BbiABUTb Aednumnt Komnnekca GPIb-IX-V Ha noBepXHOCTU TPOMOOLNTOB.
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HacnencrBeHHble TPOMOOIMTONATHN MPEACTABISIOT COOOH Te-
TEPOTeHHYIO I'PYINITy F'€éHETHYECKH 00YyCIIOBIEHHBIX 3a00/eBaHUI C
(YHKIMOHAJIBHON HEJOCTaTOYHOCTHIO TPOMOOLUTOB, OOYCIIOBIICH-
HOH feekTaMn MeMOPaHHOH CTPYKTYpHI KJIETOK, HapyIIEHHEM CO-
JIep>KaHUs BHYTPUKIIETOUHBIX TPAHYI U HOBPEKACHUEM CUTHAIBHBIX
myTelt nepenaun. JKusHeyrpoxarole KpoBOTEUEHUsI IPH HACIE-
CTBEHHOM HapyIICHUH (YHKIUH TPOMOOIIMTOB BCTPEUAIOTCSI PEAKO
(1:1000 Hacenenus), B TO BpeMsI KaK CIIOHTaHHBIC U IIOCTTPAaBMaTH-
YEeCKHE KPOBOTEUEHHS U3 CIU3HCTHIX, SKXUMO3Bl PACIPOCTPAHCHBI
nocrarouno tmupoko [1]. Auddepenunanphas anarHocTuka pas-
JUYHBIX (OPM TPOMOOIMTONIATHI OCHOBBIBACTCS HA OIPE/ICIICHUH
(YHKIMOHAIBHBIX CBOMCTB, MOP(OJIOTHI B OMOXUMHUYECKUX XapaK-
TEPUCTHK TPOMOOIUTOB [2].

Itunonorust. Cunapom bepnapa—Cynse (CbC), Takxke u3BecT-
HBIIl KaK reMopparuueckas TpomoonurapHas IUcTpodusi, siBIseTCs
HACJIEAICTBEHHBIM JIe()EKTOM CO3PEBAHMUSI METaKapHOIUTOB U IPOSIB-
JSIETCSI TEMOPPArHIECKUM CHHIPOMOM TI0 MHKPOIHPKYIITOPHOMY
U CMEIIaHHOMY TunaMm. B ocHOBe maroreHes3a 3a00J€BaHUS JIEKHUT
KOJIMYECTBEHHBIIN NeeKT Wi cHkeHne (GyHKIMOHAIBHOW aKTHUB-
Hoctr komiutekca GPIb-IX—V Ha moBepxHOCTH TPOMOOIUTOB U Me-
rakapuonuToB. Komminexe GPIb-IX—V sBnsercs 0CHOBHBIM TpoMOO-

Iba lba

vWF
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Puc. 1. Cxemarnunoe n3odpaxenue komiekca GPIb-IX-V [4].
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LUTapHBIM perentopoM s pakropa Bumnedpanaa (VWF), mpu cBs-
3bIBAHUH C KOTOPBIM ITPOUCXO/AT MHUIMAINS TIEPBUYHOTO FeMOCTa3a
u obecreueHre aare3un TpoOMOOLIMTOB B MECTE TIOBPEIKICHNUS COCYAa
[3]. GPIb-IX—V cocrout u3 uetsipex cyobenunui: GPIba (143 k1),
GPIbB (22 /1), GPIX (20 k1) u GPV (83 x/1). D10 renTamep, B KO-
TopoM oiHa Mosekyna GPV HekoBaJeHTHO CBs3aHa C IBYMsI MOJICKY-
namu GPIb u GPIX. CesaseiBanue ¢ VWF npoucxoaut nocpeactsom
N-tepmunansaoro xonna GPIba (pue. 1). B nomonnenne x stomy
N-tepmunaneHbiil fomeH GPIba sBisieTcs OCHOBHBIM y4acTKOM CBSI-
3bIBAHUS [l MHOJKECTBEHHBIX JIMTAH/I, OTBEYAIOIINX 33 B3aUMOJEH-
CTBHE TPOMOOIIMTOB C CyOdHIOTEIHAIEHBIM MATPUKCOM U IPYTUMHU
KJIeTKaMU TIpH BocrasieHnu U tpombose. Kpome toro, GPIb-IX-V
SIBISIETCSA KITFOYEBBIM PEIETITOPOM HPH PETyIHPOBKE TPOMOOIHTO-
MOCPEIOBAaHHOTO KacKaja CBEPTHIBAHUS, B YACTHOCTH BHYTpPEHHE-
TO MyTH aKTHBAaIMH, IIOCPEICTBOM CBS3BIBAHUSI N-TepMUHAIBHOIO
xouna GPIba ¢ TpomOunoM, hakropamu cBepThBaHUS KpoBH XI 1
XII, BBICOKOMOJIEKYIAPHBIM KHHUHOTEHOM U O-TpOMOMHOM. Taroke
GPIb-IX-V orBeuaer 3a moanepxanue (HOPMbI aKTHBHPOBAHHOTO
TPOMOOIIMTA ITIyTeM CBSI3BIBAHUS IOBEPXHOCTH TpomOoumuTa C
MHKpPOTPYOOUKaMH M MHKpO(MIaMeHTaMH NuTOoCKeneTa. [lmor-
HOCTH IIMKOMPOTEHHOBOTO KOMIUIEKca cocTasisieT 25 000 exuHwmIl
Ha | TpomOorut [4-6].

CBC Hacnenyercs 10 peLeccuBHO-ayTOCOMHOMY THIly. M3Bect-
HO 112 myrammii renoB GPIBA (17q13.2, 45 myranuii npeumyie-
CTBEHHO TIO THITY ACJCLUUHN U HOHCeHC-MyTanmid), GPIBB (22q11.21,
38 MyTauuii MpeuMyIIecTBeHHO MUcceHe-MmyTamid) u GP9 (3921.3,
28 MyTanuil NpenMyIeCTBEHHO MHUCCEHC-MYTalUi), KOJUPYIOLINX
CyOBeUHUIBI THKONpoTenHOBOoro komiuiekca GPIba, GPIbb u
GPIX coorBercTBeHHO. MyTamust B rene GPIBB 4acto Takxke ac-
COIIMMPOBAHA C HAJIMYUEM BPOXKACHHBIX TOPOKOB Pa3BUTHS CEPA-
a, JHIEBON Maimb(popMalueil, amasueid THMyca — CHMIITOMaMH,
XapakTepHbIMH 11 cuaapoMa Jn JLxopxu. Hammuawe y Takux ma-
IUEHTOB MaKpOTPOMOOIUTONEHNH U TeMOPPAarniecKoro CHHIPOMA
tpedyer uckmouenust CbC [7]. [locne ynanenus curnaipHoro 6en-
ka reusl GP cocrosar u3 N-TepMHHAJIBHBIX JIOMEHOB, OOraThlx IO-
Bropamu JsieiinHa (LRR), TpancMemMOpanHOit criupaiy 1 KOPOTKOTo
LIUTOTIa3MaTHYEeCKOro KoHIa (puc. 2) [8]. bompmuHCcTBO MyTanmit
NPUBOJUT K HApyLIEHHIO B3aUMOJEHCTBUS MeXIy CyObeAMHMIA-
MU, B pe3yJbTaTe 4ero 3HauUUTEJIbHO CHUIKACTCS HKCIPECCHUs] BCEro
KOMIIIEKCa Ha TOBEPXHOCTH TpoMOouuToB. OIHAKO BO3SMOXKHBI Ba-
puanTsl, korga komrieke GPIb-IX—V conepxutcst B HOpMaIbHOM
KOJINUECTBE MJIM HE3HAUMTEIBHO CHIKEH, HO TEpsieT CIIOCOOHOCTh
cBs3biBaThesl ¢ VWE. Yarie Bcero 3To accolMUpoOBaHO ¢ MyTaluei
rena GPIBA (p.Leu73Phe, p.Alal56Val n p.Asn41His). [Ipn nannsx
MyTaIisIX OTMe4aeTcsl JOMUHaHTHBIN Tl HacnenoBanus ChC. Xa-
paxTepHOi KiMHUYecKoil kaptuHoil s CBbC sBnsercs ymepeHHas
TPOMOOLIUTONEHUS] C HE3HAYUTEIBHO YBEJIIMYCHHBIM CPEIHHM 00b-
emoM Tpomboruros [9, 10]. Kpome Toro, B pesymsrare medunura
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Puc. 2. Cxemarnueckoe npencrasienne GPIba, GPIbS u GPLX, otpaxarommee pa3Hble JoMeHH! [§]. Jlokann3anus MyTanus OTMEUeHa OT-
HOCHUTEIbHO 0a3bl naHHbIx UniProt mox Homepom P07359, P13224 u P14770 coorBerctBenHo. [Tozummn LRRNT cocrost u3 LRR1, LRR2-8
u LRRCT GPIba [24]. ITo nanasiM P. McEwan u coaBr. [25], koBaneHTHbIE AUCYAb(QHUIHBIE CBSI3U reHa GPLX 0CHOBaHBI HA KOHCEPBAaTUBHON

nocnenosarensHocTH GPIX ¢ GPIb.

GPIb-IX-V B tpombomntax mpu CBC B ycloBHSAX CTUMYISINN
OTMEUArOTCs MOBBIICHHBIH BBIXOA (ochaTuauIcepuHa Ha TOBEPX-
HOCTb TPOMOOLIUTOB U 3HAYUTENIBHOE CHIDKEHHE BHYTPEHHETO MEM-
OpaHHOTO TOTEHIMajla MHUTOXOHJPH, YTO SIBISIETCS HavYalbHBIMU
npu3HaKamu arornrosa [11].

Yactora BcTpeuaemoctu CBC menee 1 ciydas Ha 1 MiH Hace-
neHus. B nureparype mmeetcs Bcero okoio 110 ommcaHHBIX KiM-
HUYEeCKHX ciaydaeB. OHAKO HEe MCKIIOUEHO, YTO JIaHHAsK MATOJOTHS
MOKET BCTPEUaThCs M Yallle BBUIY HEJOCTATOYHOTO OOCIECIOBAHHS
HACEeNeHUs C TeMOPPArHIeCKUM CHHAPOMOM.

Brepseie CBC 6bu1 oncan B 1948 . hpaHiry3ckumMu remaroso-
ramu J. Bernard u J. Soulier [12], koTOpble 0OHAPYKUIIK Y MOJIOIOTO
YeJI0BeKa ¢ yUIMHEHHBIM BPEMEHEM KPOBOTEUEHHSI TPOMOOIUTOIIE-
HUIO C THTAHTCKUMH TpoMOouuTamu. B cBoeil crarbe oHM onucanu
9TO KaK reMOpparnveckyio TpomOouurapHyto auctpoduio. Manu-
(ecranms 3a001€BaHUS Yalle BCErO MPOUCXOJUT Cpa3y MOCIE POXK-
JICHUSI MJIN B paHHEM JETCTBE W MPOSBISIETCS B BU/IE TIETEXUAIBHOM
TeMOPPArn4ecKOH CHIMHU, 3KXMMO30B, HOCOBBIX U J€CHEBBIX KPOBO-
TedeHuid. Pexe OTMeuaroTest JKeTydoYHO-KUIIEYHbIE KPOBOTEUCHHS
1 TeMaTypus. BeIpaxeHHBIH reMopparndeckuil CHHPOM dalle Bee-
TO TOSIBIIIETCS IIPU TpaBMax, Hadajle MEHCTPyalnii y JeByIIeK, XU-
PYPrHYECKHX BMEMIATENbCTBAX, B TOM YHCIIE TP aJCHOTOH3MUIIIIK-
TOMHH, IKCTPAKIMU 3y0OB. MacCHUBHbIE TeMaTOMbI MSATKHX TKaHEH
BCTpEYAIOTCsl peiko. TspKecTh M 4acToTa BO3HUKHOBEHUS TeMoppa-
THYECKOTO CHH/IPOMA MOTYT pa3indyaThcs cpeay nanueHTos [13, 14].

IIpuobperennsrii CbC MoxkeT BCTpedaTbes y OOMBHBIX OCTPBIM
MHEJIOUIHBIM JIeiiKo30M. B pesynbrare MOBBIICHUS] KOHIIEHTPALMN
IpaHyJIONUTAPHON 2/acTa3sl MPOUCXOANT pa3pyIIeHUE KOMILIEKCa
GPIb-IX-V na noBepxuoct TpomboIuToB [15].

Juarnoctuxa. Kpurepusmu quaranosa CbC sBnsiorcs Hanmuaue
reMOppParuuecKkoro CHHApoMa y G0JIIBHOTO U €ro pOJICTBEHHHKOB, Ma-
KPOTPOMOOIMTONIEHH S, J1ab0paTOpHOE IMOATBEPIKICHUE KadeCTBEH-
HOro nedexTa TpOMOOIHMTOB B BUIE CHIKeHHs Komruiekca GPIb-
IX-V Ha moBepxHocTH TpomMOOUWTOB. [IpH BBHISBICHUHM KIMHHUYE-

CKUX TIPOSIBIIEHUH TPOMOOIMTOIIATHH BTOPBIM STAarlOM JTHArHOCTHKH
SIBJIACTCS BBINOTHEHNE KIMHUYECKOTO aHAIN3a KPOBH C 00s3aTelNb-
HBIM T10JICYETOM KOJIMYecTBa TpoMOonuToB 1o Gouno. Mopdomnoru-
YeCKUI aHalu3 TPOMOOIMTOB IMO3BOJSET IMOIYYNTH JOMOIHHUTEIb-
HyI0 HH(OPMaNHNIO 0 KOJIMIECTBE U pazMepe TPOMOOINTOB, HATMIHH
UX KOHTJIOMEpaToB. Ba)kHO MOMHUTE, UTO HAaJIHM4YHE TPOMOOLHUTOIIE-
HHMHU B OOILIEM aHallM3e KPOBH HE MCKIIIOYAeT HACIEICTBEHHOIO Ka-
YeCTBEHHOro aedexra TpoMOOIWTOB. B rpymme HaciienCTBEHHBIX
TPOMOOIIUTONATHH ¢ TPOMOOIUTONICHNEH BBIAEISAIOT IOATPYMIIEI B
3aBHCHMOCTH OT pa3Mepa TPOMOOIUTOB:

* ¢ MHKPOTPOMOOIMTONIEHHEH — pa3mMep TPOMOOIUTOB MeHee 2
MKM (cunapom Buckorra—Onapuya, X-clerieHHast TpoMOOnUTOIIe-
HUS);

* ¢ HOpMOTpOMOOUUTONEHNEeH — OT 2 10 4 MKM (BpOXXKICHHAs
amerakapuorraptas Tpomoonuronenus, TAP-curapoM, ameraka-
pHonUTapHast TPOMOOIMTOIIEHHS C BPOXKACHHBIM PaIHOYIbHAPHBIM
CHHOCTO30M);

* ¢ MakpoTrpombonuTonenueit — 6onee 5 mxm (CbC, nceBno6o-
ne3nb BuineOpanzia, CHHIPOM CepbiX TPOMOOLMTOB, IpyIIa CHH-
npomoB MYHO u np.) [16, 17].

Tpernii sTan 1abopaTopHON AMATHOCTUKH — IPOBEICHUE OINTH-
yeckol arperomeTrpuu. B Hacrosiiee BpeMsi JaHHBIA METO[| SIBISET-
Cs1 OCHOBHBIM JUIA NOATBEPKJACHUSA HAPYUICHUSA arperaiyd TpoM-
GouuToB. MeTon ONTHYECKON arperoMeTpuy OCHOBaH Ha OICHKE
(hoToMETpOM CBeTOIpOITyCKatomeil crocoOHocTH (arperanuu B %)
Ooraroif TPOMOOIIUTAMH LIUTPATHON IIAa3MbI IIPU JOOABICHUH B HEe
arOHMCTOB arperaiuy pUCTOMHUIMHA, aneHo3uHgupochara (ALD),
KOJUTareHa, aJpeHaJlMHa, apaxuIOHOBOW KHCIOTHI, TpoMOokcana. C
[ETBI0 TTOATBEPXKICHHST HApYIICHHUs arperayd TPOMOOIMTOB HC-
cliefloBaHNe HEOOXOANMO MOBTOPUTH KaK MUHUMYM OIHH pa3. Kpome
TOTO, TPHU MCCICA0BAHUH UHIYLIUPOBAHHOMN arperaiy TpoMOOIMTOB
HEO0OXOMMO coOparh MOIPOOHBIH aHaMHE3 O HpHeMe JIEKapCTBEH-
HBIX ¥ TOMEOIIATHIECKHX IPErapaToB, KOTOPhIE MOTYT BIMSThH Ha pe-
3yNbTaT aHaIU30B. JINIIb A7 HEGOMBIIOro YKCIa TPOMOOIUTONATHIA
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Puc. 3. I'urantckue TpoMOoIUTH Ipu cunapome bepnapa—Cyinbe.
Oxpacka o Pomanosckomy—I umsze. YB. 500.

CymiecTByeT crenuuyeckas KapTHHA HApyLIeHUsl arperammi,
KOTOpast IOMOTaeT Bpady YCTaHOBUTh COOTBETCTBYOLIMIA uarto3. Ho
Jlayke THITHYHAs KPUBAsi arperariy He Mo3BoysieT T pepeHIpoBarh
TIOJITUIIBI BHYTPH KOHKPETHOTO AnarHo3a. C menbio BepuQuKamu au-
arHo3a MPOBOAAT UCCIIEI0BAHNE (DYHKIIMOHATBHOH aKTUBHOCTH TPOM-
OOLIMTOB METOZOM MPOTOYHOU ImTOdIoOMeTprH. TecT ocHOBaH Ha
OIIpe/IeIICHNH CIeIM(PHISCKUX aHTHTEN, MEUSHHBIX (rroopodopamu,
CBSI3BIBAIOIIUXCS ¢ TPOMOOIMTAPHBIME aHTUTeHAMH. OCOOEHHOCTBIO
HACTOSILIETO METO/A TAKKE SBISIETCS TO, YTO UCCIEAYIOT TPOMOOIUTEI
KaK B [IOKOE, TaK U IPY aKTHBALUK MENTHAHBIMU aHAJIOraMHU KoJula-
reHa u TpoMOuHa. B 1esom nporodHas UTO(IIOOMETPHS TT03BOJISIET
OIIPEIENTh aKTHBHOCTH TIOBEPXHOCTHBIX HHTETPHHOB (CIIOCOOHOCTD
K a/IT€3UH), NIUKOTPOTEHHOB (CIIOCOOHOCTH K arperaryu), COCTOSHIAE
BHYTPUKJICTOYHBIX KOMIIOHEHTOB TPOMOOIMTOB (0. M IUIOTHBIX Ipa-
HyJ), BBIXOX (ocharuauiceprHa Ha IIOBEPXHOCTh TPOMOOINTOB —
MapKepa MaKCHMaJbHOW CTENICHH aKTHBAIUH. DTO SIBISICTCS KIMHHU-
YECKH 3HaYMMBIM, TaK KaK AaeT BO3MOXHOCTH BBISIBUTH WHIWMBHIY-
aJbHbIe 0COOCHHOCTH, IIPOrHO3UPOBATH M3MEHEHHE CBOICTB TPOMOO-
LIUTOB, B TOM YHCIIC IIPH Ha3HAYCHUH Teparuy. B kadecTBe KOHTPOIIS
WCTIONB30BaH NaHHBIE 10 370pOBBIX B3POCIBIX JOHOPOB [18].

B ommume ot npyrux tpom6bonuronaruii CbC nmeet xapaxrep-
HyI0 J1a0OpaTopHyI0 KapTHHY — MaKpOTPOMOOLIUTONEHUSI B Ma3Ke
KPOBH, CHIKEHHE arperanuy TPOMOOIMTOB C PUCTOMHIIMHOM Ha
(hoHe HOPMAIBHOHM arperamyuu ¢ OCTAIbHBIMU arOHHCTaMU, TaKXkKe
MOXKET HaOMIONAThCs MOHMKEHNE arperaiuu ¢ Tpombunom. I1pu nc-
CJIC/IOBAaHUM TPOMOOLIUTOB METOIOM MPOTOYHOH LUTOMIIOOMETPHH
orMedaercs cHkeHne komrurekca GPIb-IX-V.

C nensto muddepennuanpaoit auarnoctukn CbC HeoOxomu-
MO HCKIIIOYNTH TaKHE HACIIEICTBEHHBIE 3a00NeBaHMs, KaK OOJE3Hb
BumneOpanna (CHW)KEHHE aKTHBHOCTH H/Win KonudectBa VWE,
HOPMaJIbHBIN pasMep TpoMOoLuToB), cuHapoM Buckorra—Onapuya
n X-CHEIUICHHYI0 TPOMOOIMTOIEHHUIO (MHKPOTPOMOOIMTOICHHS
B Ma3Ke KpOBH), Ipymnny cuHzapoma rena MYH9 (aeiitpodunbHbie
BKJIIOUCHUS) M JpPYrde TPOMOOLUTOIATHH, ACCOLMHPOBAHHBIE C
MakpoTpomboruronienueit [19]. YuuteBas ocobeHHoCTH aed0Ta
3a00IeBaHMsI B PAHHEM JETCKOM BO3PACTe€ C TPOMOOUIUTONCHHEH
B KJIMHAYeCKoM aHaimu3e KpoBu, CBC o4eHb 4acTo MPUHUMAIOT 32
UJIMONATHYECKYI0 TPOMOOLMTONICHUYECKYI0 IypIypy. MHorue
6ompable CBC mMeroT B aHaMHE3e JIeYeHHE IIIIOKOKOPTUKOHIAMH,
CIUICHIKTOMHIO €3 3HaUMMOT0 KIHHUYecKoro ddekra [20].

Jleuenue. Taktuka tepanuu CBC 3aBHCHT OT KIMHHYECKOH
KapTuHbI 3a00neBanus. Takue reMoppardyeckue MpOsIBICHHS, KaK
HOCOBBIC U JIECHEBBIE KPOBOTEUCHUS, KYNUPYIOT aHTH(OUOPUHO-
JUTHYECKUMH TIpenapaTaMy (TpaHeKcamMoBass M aMHHOKAIPOHO-
Basi KHCIIOTa, TeMocTaruueckas ryoka). IIpu pa3BUTUH MacCHBHBIX
KPOBOTEUCHUH, MPOBEICHUH OIEPATUBHBIX BMEIIATEILCTB (B TOM
YHCJIC TIPY DKCTPAKIUK 3yOOB) IperaparoM BeIOOpa SIBISIETCS pe-
KOMOWHAHTHBII aKTUBHPOBAHHEINH (haKTOp CBepThIBaHUS KpoBH VII
(rFVlla, snraxor ansda) B noze 70-90 mxr/kr xaxaeie 2—4 4 [21].
Jloza MOXeT BapbHpOBaTh B 3aBHCUMOCTH OT KJIMHUYECKOH KapTu-
HBI 1IN 00beMa OIepPaTHBHOTO BMELIATENbCTBA. B TepaneBTiHIecknx
no3ax rFVIla HanmpsMyro HE3aBHCUMO OT TKaHEBOTO (haKToOpa aKTH-
BupyeT FX Ha MOBEPXHOCTU aKTUBHPOBAHHBIX TPOMOOIIUTOB, JIOKa-
JIM30BAaHHBIX B 30HE MMOBPEXK/CHUS. B pe3yibrare 3TOro NpoMCcXoanuT
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Pesyabrarsl necneqoBanus (PyHKIMOHAIBHON AKTHBHOCTH TPOMOO-
LMTOB METOA0M NPOTO4HOI HUTORII00MeTpHH Y O01bHOI C.

3HaueHHe napaMeTpa

IMapamerp Y 310pOBBIX

y GombHoid C. JIoHOpoB (1 = 10)

CD42b, yen.en.:

HEAKTUBHUPOBAHHBIC TPOMOOIIUTHI 0 2471-5347

AKTUBHPOBAHHBIE TPOMOOLIUTHI 0 1991-5136
CD61, ycn.en.:

HEaKTHBUPOBAHHBIC TPOMOOLIUTHI 6738 19824000

AKTHBUPOBAHHBIC TPOMOOIIUTHI 10542 3828-7030
PACI, ycn.en.:

HEaKTHBHUPOBAHHbIE TPOMOOLIUTH 128 89-135

AKTUBHPOBAHHBIE TPOMOOLIUTHI 936 884-2476
Mepacrine, yci.en.:

HEaKTUBUPOBAHHBIE TPOMOOLIUTHI 2114 655-1179

AKTHBUPOBAHHBIC TPOMOOIIUTHI 1090 107-236
Wupuekc akTuBanun 1,9 3,4-6,7
CD62p, ycn.en.:

HEaKTHBUPOBAHHbIE TPOMOOLIUTHI 1089 304-631

AKTHBUPOBAHHBIC TPOMOOIIUTHI 49365 11453-17159
Annexin V, %:

HEaKTHBUPOBAHHbBIE TPOMOOIIUTEI 0,9 0,33-1,5

AKTHBHPOBAHHbIE TPOMOOLUTHI 2,7 2,5-38

IMpumeuanue. CD42b — GPIb-IX-V; CD61 — cymmapnas ¢paxuus
nnrerpuna ollbp3 (GPIIb-IIla); PAC1 — aktuBHas (opma MHTErpuHa
allbp3; Mepacrine — Hanuuue MmIOTHBIX rpanyn; CD62p — P-cenexrun
a-rpany;1; Annexin V — ¢ocharuani-nonokuTeIbHbIe TPOMOOLUTSI,
yCI1.eJl. — YCIOBHBIE €AMHULIBI (hIII0OPECHEHIINH.

ycusieHne MectHoro oopasoBanust ®Xa, tpomOuHa u pubpuHa. Beu-
1y ocobennocrteit narorene3a CBC 1 HapyIIeHHs CBSI3H HMEIOIINXCS
TpoMbouuToB ¢ VWF Ipy jKH3HEYyrpoXKaroIX KPOBOTEUCHHSIX pe-
KOMEH/IOBAaHO HMPOBOANTH TPAHC(Y3MI0 KOHIIEHTPATa TPOMOOIIUTOB.
B nanHOM ciydae Hemb3st 3a0bIBaTh O PUCKE Pa3BUTHsI aHTUTPOMOO-
HOUTAPHBIX aHTUTEJI, YTO MOXKET IIPUBECTU K 3HAYUMOMY YXYALIECHUIO
TEYEHHsI OCHOBHOTO 3a00JieBaHMsI. B pekux ciydasx IpH TSHKEIOM
teyennn CBC BO3MOXKHO IpoBeAEHHE TPAHCILIAHTAIIMH KOCTHOTO
mo3ra [22]. Kpome Toro, Ha CETOAHSIIHUNA JIEHb aKTUBHO BEIyTCS
pa3pabotku B obnactu reHnoi tepanun CHC myTtem BcTpauBaHHs
yesioBeueckoro GP/BA nocpencTBOM JISBHTUBUPYCHOTO BEKTOPa, I10-
Jy4eHBI NPeABapUTENILHEIE MOJIOKNTENbHBIE Pe3yAbTaThl TIPH MIPH-
MEHECHUH JaHHOU Tepanuu y MbIiei [23].

IpuBomuM KIMHHUYECKOE HaOIIOneHNnEe OOIBHOW C CHHIPOMOM
Bbepnapa—Cyinbe.

bonsuas C., 32 roma, obparmnace B ®I'BY I'HLl Mun3znpasa
Poccun (MockBa) ¢ 1eNbI0 THATHOCTUKHU U OTIPE/ICIICHHS TAKTUKH BeIe-
HUS C )KaJ100aMH Ha CHIOHTAHHBIE ¥ IIOCTTPaBMaTHYECKHIE FeMaToOMbl, Me-
HOpparuu. [eMoppariuueckie mposBICHHs OTMEYAINCh C PAHHETO JIeT-
CTBA B BHJIC CIIOHTAHHBIX ¥ TIOCTTPABMAaTHYECKHX AKXUMO30B M TEMaToM,
JUTHTEIBHBIX HOCOBBIX H IECHEBBIX KPOBOTEUCHHU, TPEOYIOIIIX BBI30BOB
Opwura el cKopoit moMomniy. B Bo3pacte 2 yieT ObUIO BBISBICHO CHIDKCHUE
TpoMOoIHMTOB 10 20 X 10°/11 W yCTaHOBIEH JAMATHO3 MIMONATHYECKOM
TpoMOOLMTONIEHHYeCKOH Mmyprypsl. C TepaneBTHYECKOH Lenbio Oblia
BBIMOJTHEHA CIUICHIKTOMHSI, OCIIOKHHUBIIASCS Pa3BUTHEM TeMOpparude-
CKOTO CHHJIpOMa B IOCJIEOINEPA[MOHHOM HepHoje. [1oBhImIeHNsT TpoM-
OOLMTOB MOCIE CIUIEHOKTOMUH He oTMedasioch. C 13 mer HaOIoqammuch
MEHOPpPAruy ¢ pa3BUTHEM XPOHNYECKOH OCTTeMOPPAarniecKoil aHEMHH.
‘YMeHbIIIeHIEe MEHCTPYaIbHBIX KPOBOTCUCHHI OTMEUAIOCh TIPH MpUEMe
3aMECTHUTEIILHOM TOPMOHAIBHOM Tepanuu. B Bo3pacte 16 et pa3Buioch
CIOHTaHHOE KPOBOM3IHSHUE B OPIOIIHYIO MOJIOCTh. bblia mpoBeaeHa
JIarapoTOMHUsI, OCJIOKHMBIIASCS PA3BUTHEM KpPOBOTCUCHUS B PaHHEM
TIOCJIeOTIePalMOHHOM Tiepuoze. B Bo3pacte 31 roga manueHTKy rocmu-
TAJIN3UPOBAIM B CTAI[MOHAP 110 MECTY XKHTEIBCTBA B CBSI3H C OCTPBIM
HapyIIEHHEeM MO3TOBOTO KPOBOOOpAIICHHS 0 FeMOPParuuecKoMy TH-
my ¢ GopMHpoBaHHEM CyO1ypalbHONH IeMaTOMbl, uepe3 Mecdl] y Hee
MPOM30IILIO MOBTOPHOE CIIOHTAHHOE KPOBOW3JIUSHKUE B TOJIOBHOW MO3L.
IIpoBOIMIN TEMOCTATHYECKYIO TEPAIMIO CBEKE3aMOPOXKCHHOM IUIa3MOM.
Hesponornyeckuii cuMnToMaTukd He OTMedaioch. CBeIeHHH O Halu-
YHH CEMEITHOW OTSITOIEHHOCTH I10 KOAaryJonaThusiM He HMEeTCsL.
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B pesynbrare oOcneoBaHus y MAUEHTKN B KIMHUYECKOM aHAJIM3e
KPOBH IO JIAHHBIM aBTOMATHYECKOTO aHAJIM3aTOPa BBISIBICHO CHIDKEHHE
KOHIIGHTPALUHU TPOMGOLHUTOB 10 5 x 10%/11, pu mozcdere TpOMOOIUTOB
1o ®ouno — 68 x 10°/1. [Tpu MOpHOIOrHIECKOM HCCIIEJOBAHHH BbIsIBIIC-
HBI THTAHTCKUE TPOMOOIUTHI O€3 TOTIOIHUTEIBHBIX BKIIOUEHHUH (pHc. 3).
HcenenoBanue METOIOM CBETOBOH arperoMeTpHu He MPOBOIMIN B BULLY
CHIDKEHMsI KOHIIeHTparuu Tpombonutos Meree 80—100 x 10°/1. C nensio
BepuduKauu auarnos3a 6onpHyo Hanpaswin B @I'BY OHKI] nerckoit
reMaToJI0TUH, OHKOJIIOTHU U UMMYyHonoruu uM. JI. Porauesa Munszapasa
Poccun (Mocksa) ai1st poBeieHus HcciieioBaHusl (DYHKIIMOHAIBHON aK-
THBHOCTH TpoMbonuToB (PAT) METOZOM IPOTOYHON HUTO(IIOOMETPUH
Ha mpubope Novocyte (“Acea Bioscience”, CILA). ITo pesyasraram
@AT 6b110 BBISBIECHO OTCYTcTBHE ImmKonporenHa GPIb-IX—V B coue-
TaHuM ¢ AeUIUTOM U AucyHKUMeH TIOTHBIX rpaHyi. [loBbimeHHoe
colepkaHUe cyMMapHOl ¢pakiuu uHTerpuHa ollbB3 U a-rpanyn, Bo3-
MOKHO, KOMIIEHCATOPHOTO Xapakrepa (cM. Tadauuy). [Ipu msmepenun
rokKaszaresiell 1i1a3MeHHOro 3B€Ha IeMOCTa3a 3HaYMMbIX M3MEHEHH He
BBISIBIICHO. MOJIEKYISIPHO-TEHETHYECKYIO ANarHOCTHKY HE TPOBOIMIIN.

Takxum 00pa3oM, B pe3ylbTaTe IPOBEICHHOTO 00CIeI0BaHUS Y OOMIb-
HO#1 C. ObIIM BBISBIICHBIL:

* MakpOTpOMOOLUTOICHNUS, MOATBEPXKICHHAS MOP(OIOrHICCKIM
UCCIIeIOBAHMEM TPOMOOIIMTOB B Ma3Ke;

* OTCYTCTBHE HAapyLIEHUH B IIJJa3MEHHOM I'€éMOCTas3e;

« orcyrcTBre KoMiuiekca GPIb-IX—V npu nposenernn OAT.

Ha ocHOBaHMU MMEIOMUXCS KIIMHUKO-Ta00paTOPHBIX NAaHHBIX yCTa-
HoBiteH guarHo3 CBC. C ydetom aHamHe3a, TSHKEIOTO KIMHUYECKOTO
(eHotuna 3aboneBanus ObUIa pexoMeHnoBaHa Tepanus rFVIla. ITocie
HasHaueHus: Tepanuu rFVIla y OonbrHoit C. OTMEUEHO 3HAYHUTEIIBHOE
YMEHBILIEHUE [UIMTEIBHOCTH KPOBOTEUEHHS: ISl KYIHMPOBAHUSI OIHO-
ro TeMOPParH4ecKoro sIu30a TpedoBanock 2 BBEASHUS Ipernapara ¢
HHTEpBAJIOM B 4 4. YIydlleHHe KIMHHYECKOH KapTHHBI 3a00JIeBaHHS
MO3BOJIMJIO MALUEHTKE OBITh COLMAIBLHO AKTUBHOM.

B Oynymem miaHupyercst IpoBeAEeHUE MOIEKYIIIPHO-T€HETHYECKON
JIMAarHOCTUKH Y OOJNBHOM U ee POJICTBEHHHUKOB.

Takum 00pa3oM, HACIIEICTBEHHBIE TPOMOOIIUTONATHH TPEOyIOT
KOMITIEKCHOTO TOJXOZa K AHArHOCTHKE HAYMHAs C TIIATEILHOTO
cbopa aHaMHe3a, 00BEKTHBHOTO OCMOTpA U 3aKaHUMBAs IPOBEICHH-
eM crienuduieckux TectoB. OTCYTCTBHE HACIEICTBEHHOCTH HE UC-
KIIFOYaeT HaIM4us JedekTa B reHax, OTBETCTBEHHBIX 3a (DYHKIHIO
TpombonuToB. IlpH IUAarHOCTHYECKOM IIOUCKE HACIEICTBEHHBIX
TPOMOOLUTONATHH JOIKHBI OBITH UCKIIOUCHBI BTOPUYHBIE TPOMOO-
IIUTONICHUH, HAPYIICHNs TJIa3MEHHOTO I'eéMOCTa3a, MePBUYHBIC UM-
MYHOZIE(QHIUTHI, ayTONMMYHHBIE 3a001eBaHus. BaxkHBIM sBIsIETCS
TeHETHYECKHI aHaJIN3, TO3BOJIIOMINI yCTAHOBUTH KOHKPETHYIO MYy-
TaLHUIO U IIPU BO3MOXKHOCTH MPOCIEIUTH €€ B poJocaoBHOM. [lamm-
SHTBI C HACJIEJICTBEHHOH TPOMOONIMTONATHEH JOJDKHBI HAOIIONATh-
Csl B CIICIMAIN3UPOBAHHBIX T€MaTOJIOTHYECKUX IIEHTPax C IIENBI0
CBOEBPEMECHHOH KOPPEKIINH TEPaIruH.

BaarogapHoctb. ABTOPbI BbhipakaloT OnarogapHocts Mpune Anapeesne JlemuHoii 3a
TIPOBEJICHHE MCCIIEI0BAHUS IIPOTOUHON IUTOMIFOOMETPUH.

dunancupoBanue. ViccnegoBaHne He UMENO CIIOHCOPCKOM MOAJEPIKKH.

KOH(l]J'l]/IKT HHTEPECOB. ABTO])B] 3asIBIISIIOT 00 OTCYTCTBUH KOHCI)J'II/IKT& HHTEPECOB.
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