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Pedepar

M3yyeHbl 0cOOEHHOCTH peaKLMM CHCTEMBI TeMocTasa
MpU pa3BUTUU KPOBOTeUEHUI y 142 6aibHBIX reModureit
1 GaKTOphl, BIUSIONIME Ha arperalfioOHHYI0 CITOCOOHOCTh
TpoM6oMTOB. TpPaH3UTOPHbIE HApYIIEHUs] arperalvoH-
HOI crocoGHOCTH TPOMOOILIMTOB BBISIBIIEHBI B 45% ciyda-
€B MpU CTUMYASIUUM cienyromumMu npenapatamu: AP,
KOJIJIAareHOM ¥ YHUBEPCAJIbHBIM MHIYKTOPOM arperanuu
Ha oHe TUCIpoTenHeMUH, TTOBBIIIIEHUS] YPOBHSI CBIBOPO-
TOYHOrO XeJie3a U TUMOJIOBOI TTPOOHI.

KitoueBbie cioBa: reModusins, reMocTas, arperainoH-
Hasl criocobHOCTh TpoMbounToB, AJlP, KonnareH, yHuBep-
CaJIbHBIY MHAYKTOp arperaiuu.

B mupe HacuntwiBaercss okono 400 ThHI-
cauy 6onbHBIX remodunueit, B Poccuum —
7500, B Camapckoit obmactu — okono 200
MalMeHTOB C BPOXIEHHBIMM Koarysormna-
TUSIMU. PelinauBEI TeMapTpO30B ITPUBOISIT
K apTpolaTusiM U IIoTepe TPyIoCIocod-
HOCTH, UTO OIIpelmelseT COIMaTbHYI0 3Ha-
YUMOCTb 3THUX 3abojeBaHUIl. AKTyaJlbHBbI
WCCIIeNOBaHMUS, HaIlpaBIeHHbIe Ha TIpo-
THO3MPOBaHME KPOBOTEUEHU, BBISICHEHIE
aJbTepPHATUBHBIX MEXaHM3MOB B CHCTEME
reMocrasa, IIO3BOJISIOIINE KOMIIEHCHPO-
BaTh BPOXIEHHBIN medekT. B nurepatype
obcyxxgaercss BaprabeIbHOCTh TEUEHUS Te-
MODWINU TIPU ONUHAKOBOW aKTHUBHOCTHU
IedUIINTHOro aKTOpa CBEPTHIBAHUS KPO-
Bu [1, 2, 4, 6, 7, 8].

Llenpro JaHHOTO MCCIIeqOBaHUS OBLIO BBI-
SICHEeHHE OCOOCHHOCTel peaKIIMM CHUCTEMBI
reMocTasa IMpy pa3BUTUU KPOBOTEUECHWI W
¢GaKTOpOB, BIUSIONIUNX Ha arperanyoHHYIO
CITOCOOHOCTDH TPOMOOLIMTOB Y OONBHBIX T'eMO-
dunneir.

OO6cnenoBaHbl  OOMbHBIE TeMoOdUInei
(142 4en.) B Bo3pacre ot 18 mo 38 ner, rocru-
TaJIM3MPOBAaHHbIE 11O MOBOLY KPOBOTEUEHUS
TN KPOBOM3IUSHAST Pa3IMIHON JIOKaIn3a-
uuu: ¢ remopunueinr A (124) u B (18). Jler-
Kasg dopMa 3ab0neBaHMs OUArHOCTHPOBaHA
y 23% OONbHBIX, CpemHeil crernmeHn — y 21%,
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TsKenass — y 56%. B KOHTpONbHYIO T'pyMITy
BOLIIA 75 KIWHWYECKH! 3TOPOBBIX MYKUNH
aHaJIOTMIHOI'O BO3pacTa.

KommuectBo m  Mopdonornueckme Xa-
PAKTEPUCTUKU KJIETOK KPOBU OIPEHessIn
Ha aBTOMAaTHMUYeCKOM aHaju3aTope «Sysmex
KX-21» dpupmbr «Rochey. @yHKIIMOHATBHBIE
BOBMOXHOCTH  TPOMOOIIMTOB  OIeHWBAIN
METOIOM BHM3yaJbHOM HETeKIIUN BpEeMEHH
Hayajla arperaiuy C pa3IndyHbBIMUA HHIYK-
TopamMu (AJlP, KonnareH, yHuBepcaJbHBIN
UHAYKTOp arperanuu — YMHWA), paspabo-
TaHHBIM «TexHomorus-CtaHnapT». Y poBeHb
daxTopos VIII u IX cBepThIBaHUS KPOBU, aK-
THUBHUPOBaHHOIO I1a pIIMAJIBHOrO TPOMOoILIaCc-
TuHOBOro BpemeHu (AITTB), TpomOuHOBOrO
BpeMeHU, conep:kaHue aHTuTpom6uHa III mc-
crenoBaiv Ha Koaryiaomerpe «STA-Compacty
dupmbl «Rochey. Comep:xanue dubpuHore-
Ha, o01ero 6e1Ka, MOYeBUHBI, KpeaTUHUHA,
OunnpyOnHa, Kene3a, aKTUBHOCTU aJaHUH-
1 acrapTaTaMUHOTpaHcdepas3bl onpenensyin
Ha 6uoxmmuueckux aHanmuzatopax “Hitachi-
902”, «MuaTerpa 800» dmpmbr «Rochey. ng
IIPOBENEHNST TUMOIOBOI ITPOOBI MCIIOIB30Ba-
1 Habop peakTuBOB upMbI «Lachemay. Ba-
pUaHThI OeTKOBBIX (paKIUii OLleHUBAId Me-
TOmoM TeKTpocdope3a Ha amapaTe «AcTpay.
CratucTuuecKuii aHaan3 ObUT BEITIOTHEH Me-
TOINAMU BapHMaIlMOHHON CTaTUCTUKU U KOp-
PEISIIIMOHHOrO aHaJIM3a C IIOMOIIBIO TTaKeTa
KOMIBIOTEpHBIX TiporpamMmM SPSS 11.5.

Y 6onbHBIX Temodunuein A 1 B Habmio-
JaJIoCh CTaTMCTUYECKHW IOCTOBEPHOE YIJIW-
Henue AIITB na 73% (p = 0,001) u 112%
(p = 0,04) coorBercTBeHHO (Ta01.1). MBI U3Y-
YUJIM arperalymoHHYI0 CIIOCOOHOCTb TpoMbo-
HUTOB NpHu ctumynsauuu AJIP, konnareHoM
u YHUA. VY 6onpHbIX TeModunvieil A BpeMs
arperauuu Tpom6bouutoB ¢ AP okazanoch
IIOCTOBEPHO TMOBBIIEHHBIM (p=0,045). AHa-
JIOTMYHBIE TEHICHIIMU OOHAPYKUIUCH IIpU
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Tabauya 1
IToka3are/m cHCTEMbI reMOCTa3a Y 00/IbHbIX reModuuneii (M+m)
KoHTpons Temodunusg A Temodunus B
ITokazarenn (n=7p 5) (ndilz 4) (()r(})=18)
KonuuecrBo Tpom6Gorutos, x10° 245,4+11,7 292+7,51 245,0+10,7
IIupruna pacnpeneaeHust TpPOMOOLUTOB 1O 06beMy, b 13,940,41 12,67 £ 0,15 13,310,6
CpenHuii 06beM TPOMOOITUTOB, Il 10,640,18 9,68 £ 0,06 9,94 £ 0,19
CoOTHOIIIeHNEe KPYITHBIX TPOMOOIIUTOB, % 30,4+1,32 23,6 £0,47 26,0 £ 1,56
;izdyzucpomﬂﬁoe napuuragbHOe TPOMOOIIACTUHOBOE 37,6+ 3.4 70.3 +2,7* 66.8 + 9,6%*
ITporpoMOMHOBBITT WHIEKC, % 91,349,0 72,4+0,73 96,3 + 3,3
TpomOHUHOBOE BpeMs, € 18,1+1,13 17,540,29 17,040,3
Antutpom6uH III, % 110,049,35 98,5+4,25 83,0+8,0
Konnenrpanusa ¢dpubpruHoreHa, r/in 3,4+1,17 3,8 40,36 2,8+0,1
Bpems arperanuu TpoMboriuto ¢ AP, ¢ 13,7+1,21 17,6 + 1,28%** 16,9 £ 4,2
Bpems arperaniiy TpoMOOLIMTOB ¢ KOIAT€HOM, C 15,9+1,31 17,2 £ 1,27 15,7 £6,1
Bpewms arperanuu Tpomborutos ¢ YUA, ¢ 15,7£1,21 17,9 £ 1,03 21,535

IIpumeuanue: * p =0,001%, ** p = 0,04, *** p = 0,045 — 110 cpaBHEHUIO C KOHTpOIeM; ¢ — emMHUIIA 0ObeMa TpoMOoITTa

(dbemronutp = 10°571).

HCCIeNOBAaHUM BpeMEHU arperamuyd TpPOM-
6onutoB ¢ YUA. YaiuHeHue BpeMeHU CTU-
MYJMPOBAHHOM arperaliuy TpPOMOOIIUTOB
OoTMedeHO B 45% caydaeB TocIuTaJIu3aluii
MMallMEeHTOB IO ITOBONY KpoBOTeueHWH. m-
HaMHU4ecKoe HabmromeHue IoKasajo, 4TO Y
OIHOIO M TOro K€ OOTBHOrO MPH CXOTHBIX
KIMHUYECKUX ITPOSBICHHUSX KPOBOTEUEHMIA
B OOHUX CIIy4asiX BpeMsI arperamiy OBLIO
HOPMAJbHBIM, B IPYTUX — YBEIMYCHHBIM.
CrenoBaTe/IbHO, HapyIIeHUSI arperamuoH-
HOI CITOCOOHOCTH TPOMOOLIMTOB IpU TeMo-
GUIMM MMET MPUOOPEeTeHHBIN W TpaH3U-
TOPHBII XapakKTep.

s BbIsscCHeHUSI (GaKTOPOB, BIUSIOIIUX
Ha (YHKLMOHAJIbHbBIE CIIOCOOHOCTU TPOMOo-
IIMTOB, MBI TIPOBEIA CPaBHUTEIBHBIN aHATIN3
KINHUYEeCKNX ITaHHBIX, IOKa3aTeleil Kite-
TOYHOIO COCTaBa KpPOBM, MeTabomm3Ma, Chc-
TeMbl remoctasza (Tabna. 2) B ABYX I'pymmax
nanueHTos: 1 (51 4yen.) — c HopMaJbHOI ar-
peraliioOHHON CITOCOOHOCTBIO TPOMOOLIITOB,
2-9 (42) — c HapylIeHHO arperauyeil Tpom-
6ouuToB. Bo3pacT manueHToB B 00enX TpyIl-
max ObU1 omuHaKoOBLIM (29,1+2,3 u 30,4+2,2
roga). Bo 2 rpymnme 3aboneBaHue IIpoTe-
KaJIo TsKeee, U OONbHBIE MPONOIKUTENb
Hee Haxomuauch B crauumoHape: 10,0+1,28 u
13,23+1,52 gusa (p=0,08). OCHOBHBIMU IIpU-
YUHAMHW TOCHUTAIN3allii ITallMeHToB -
rpynnbl ObLIM reMapTpo3bl (35%), reMaTOMBbI
(11,7%), xpoBOoTeUeHUSI MHOM JIOKAJIM3aluKu
(40,9%). Y 60nbHBIX 2-ii TpyHIbl TeMapTpo-
3pl oTMedanuch yamie (69%), reMaTOMbl —

pexe (7,7%), kpoBoTeueHuil He ObL10. Cpenu
MallMEeHTOB C HapyllIeHHOM arperayoHHON
CITOCOOHOCTBIO TPOMOOLIMTOB Yallle BCTpeya-
quck auna ¢ B (IIT) rpynmoit kposu (35%),
c0 () u A(I) — o 28%, ¢ AB (IV) — 7,1%.
Y mauueHTOB C HOpPMaJlbHOM arperaivoH-
HOM aKTUBHOCTBIO TPOMOOITMTOB TOMIST HOCH-
teneit B (III) rpynnbl KpoBu Obla MeHbII el
(17,6%), ¢ 0 (1) m A(II) — 1o 41,1%, 60MBHBIX
¢ AB (IV) rpynmoii KpoBu He OBLIO.
XapaKTepruCTUKU 3pUTPOIIUTOB U JIEUKO-
LIMTOB B 00EMX TpymIiax NpaKTUUeCKHd He OT-
quyanuck. [Ipu HapymeHnu ¢GhyHKIIMOHATIb
HOI CITOCOOHOCTU TPOMOOIIMTOB OTMEUYaJIOCh
yBeIUYeHUEe 4uciaa peTUKYIonuToB (+81%,
p = 0,035). 3HaueHne reMaToOKpuUTa y Malu-
€HTOB C HapylleHHoN QyHKIUel TpoMOo-
OUTOB OBUIO BBINIE, YeM IIpH COXpPaHEHHOI
dyukuunm (44,65 £1,12% u 41,99 *1,21% coor-
BETCTBEHHO). B psime ciydyaeB oOTMedanoch
CHIXKEHNe TeMaTOKpuTa Ho 26,6%, HO mpHu
3ToM (YHKIUS TPOMOOIIUTOB OblJIa HOpMalTh-
Hoii. [To MHEHHIO psima aBTOPOB, arperamioH-
Hasgl cmocoOHOCTh TPOMOOLIUTOB HapylllaeTcs
BCJIEACTBUE 3HAUMUTEIBHOW TIeMOIUIIONNH,
Korjga TpoMOOIUTHI IepeMellaroTcs ¢ Kpae-
BOM mosuLUM K LeHTpy [S]. Hamu uccneno-
BaHMSI He NAIOT OCHOBAHMM IJIs1 IOmOOHBIX
BEIBOIOB.
Bo 2-ii rpynme OonbHBIX TemModuiueit
(c HapyumieHHONW (QyHKIUEH TPOMOOIIUTOB)
OBILJT MOCTOBEPHO YBEJIMIEH ITPOTPOMOMHOBEIA
nHaekc (+21%, p =0,02), 4To CBUIETENHbCTBY-
eT 00 YyCUJIeHWH BHEIIHEro IyTH aKTUBAIlNU
439
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Tabauya 2.

IToka3are;u KpoBu 00JbHBIX reModuneii ¢ coxpanéuHoii (1) 1 HapyieHHoii (2) arperanMoHHOi CIOCOOHOCTHIO
TpoMoOomuToB (Mm)

ITokazarenu I'pynma 1 (n=51) I'pynma 2 (n=42)
DpPUTPOLUTHI, -10%/11 4,9010,12 5,1540,11
T'emornobuH, r/n 139,88+5,08 140,38+11,35
T'ematokpur, % 41,99+1,21 44,65£1,12
CpenHuii 00beM 3puTpornTa, i 85,75+1,59 86,78+1,60
CpenHee comepXaHue TeMOIOOMHA B 3pUTPOLIUTE, IT 28,52+0,77 29,3740,78
CpenHsisl KOHIIEHTpAIlWSI TeMOrJIo0MHa B 3pUTPOLIUTE, T/7 33,2240,39 33,7540,36
PernkynonuThl, %o 7,92+1,96 14,36+3,17*
RDW,% 15,02+0,80 13,5840,30
JleiikouuTsl, -10°/71 7,45+0,91 6,64+0,51
Tpom6ouuTsl, -10°/1 252,71%14,13 273,38+25,86
PDW,% 14,0440,68 12,4440,29
CpenHuii 066éM TpoMboLnTa, ¢ut 9,94+0,20 9,74+0,14
COD, MM/4 7,85+1,96 5,0040,58
O6muit 6enoK, r/a 72,62+1,43 69,65+5,52
AJbOyMUHBI, T/ 36,94+1,41 37,17+1,32
O -TII00YIMHbI, T/1 2,5640,40 2,3440,43
O, -TJI00YJIMHBI, T/71 6,37+0,48 8,7740,45
B-rnobynuHsl, T/1 9,64+0,59 11,6140,60
Y-T7I00yMHBIL, T/1 14,50+0,79 15,11+0,70
ANBOYMUHBI/TI100YTHBI 1,14£0,06 0,98+0,05
BunupyouH 00, MKMOJB/JI 13,68+1,22 14,81+1,46
BunupybuH npsimoii, MKMOJb/JT 3,62+1,66 4,35+0,45
AJIAT, E/n 69,87+16,02 46,15+13,57
ACAT, E/n 43,07+9,61 38,44+7,54
MoueBrHa, MMOJIb/JT 5,0340,23 5,7340,89
2Kenezo, MKMONB/T 15,71£1,72 21,80+£2,72%*
Tumonosast mpoba , En 2,22+0,33 5,9140,96***
ITporpoMOMHOBBIT MHIEKC, % 91,33+4,33 110,33+3,48%***
AIITB, ¢ 70,666,11 75,00+6,48
PubprHoreH, r/in 3,68+0,66 2,95+ 0,58
TpomOrHOBOE BpeMs, € 17,54+0,59 18,58+0,72
Anturpom6buH III, % 94,11+4,37 74,99+27,03
Bpewms arperanmu Tpom6borutoB ¢ AP, ¢ 12,75+0,60 23,18+1,09
Bpems arperaniiy TpoMOOITUTOB ¢ KOJTAT€HOM, C 13,37+0,84 24,71+0,61
Bpems arperanuu Tpom6borutos ¢ YHUA, ¢ 14,5940,70 22,2440,91

IIpumevanue: * p=0,035, ** p=0,050,*** p=0,0001, ,**** p=0,030 — 110 CpaBHEHMUIO C TOKA3ATEIIMHU TPYIIIbI C COXPAHEHH Ot

arperaliioHHON CITOCOOHOCTBIO TPOMOOLIMTOB.

CBepThIBaHUS KpoBu. OTMedasoch IOBBIIIIe-
HUe MoKa3aTelsT TUMOIOBOM mpoObl (+167%,
p = 0,001), yBenuueHue conep>kaHus Keae3a
(+39%; p = 0,056), xors1 6oNBHBIE TIperapaThl
XKejlesa He mnonydaiaud. KoppeasiimoHHBIN
aHaJIN3 BHISIBUJ CYIIIECTBEHHYIO CBSI3b MEXKIY
IoKa3aTeleM TUMOJIOBOM IIPo0bl U BpeMeHeM
CTUMYJIMPOBAaHHOI arperainy TPOMOOITTOB:
¢ AII® (r = 0,56; p = 0,03), ¢ KomITareHoM
(r=0,58,p=0,05u YUA (r=0,54; p=0,04).
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IIpu aHanmu3e cCyMMapHBIX 103 BBOOUMBIX
npenapatoB ¢aktopa VIII u daktopa IX
BBISICHMJIOCH, UTO ITAIIMEHTHI 2-i TPYIIIBI
THOTYIUIA MeHBIIe UMMYyHaTa, TeMOKTHHA,
okTaHaTa. Ha ¢oHe 3aMecTUTeNbHOI Tepa-
nuu B 1 rpynmne ypoBeHb ¢axkTopa VIII 60-
nee 25% nmenn 50% OOIBHBIX, TOrma Kak BO
2-i1 — 33%.

ITonyyeHHBle HaMU JaHHbIE CBUIETENb-
CTBYIOT O TOM, YTO CHMKEHHE arperaiuoH-
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HOIl CIOCOOHOCTH TPOMOOLIUTOB YCYryOisieT
COCTOSTHME€ TUITOKOATYJISIIIAN Y OOTBHBIX Te-
Mmodunueii. Hapymenme GyHKIIMOHAaIBHBIX
CrocoOHOCTEll TPOMOOIIMTOB MOXET OBbITh
CIIPOBOLIPOBAHO OCBOOOMUBIIIMCS 13 T'eMO-
JIN3UPOBAHHBIX SpUTPOLIMTOB XK e1e30M, o0J1a-
TMaIoIUM, KaK HM3BECTHO, IPOOKCUIAHTHBI-
MU CBOMCTBaMH. B imTepaType mpuBemeHBI
3K CIIepIMEHTaJbHO 000CHOBaHHbIE TaHHbIE
00 MHTUOMPYIOMIEM OeiCTBUM TEPEeKICHOTO
OKMCJIeHUSI JUMNUAOB Ha TPOMOOIIUTAPHYIO
arperauuio [3]. U3MeHeHue cocTaBa OelTKOB
ILUTa3Mbl SIBJSIETCS ellle OmHUM (aKTOpOM,
YXYOIIAOMINM peaIn3aIliio TPOMOOIUTaMMI
cBOMX (PYHKIIUIA.

BbBIBOJIbI

1. Y 6onbHBIX remodwunneil KpoBorede-
HUS 1 KPOBOUBIUSIHUS MOTYT OTSTOIIAThCS
IIPEXONSIIIUMHA HapyIIeHNSIMI arperaiyoH-
HOI CIOCOOHOCTU TPOMOOIIMTOB. Y Belnue-
HUE BpEMEHU CTUMYJIUPOBAHHOM arperammu
TPOMOOLIMTOB OTMeuanoch y 45% OGONbHBIX.

2. Ilpy mosiBI€HUM KIMHUYECKHUX IpU-
3HAKOB IeMapTPO30B U TeMaToM Yy OOIbHBIX
reModrIrell IPOrHOCTUUECKH HeOIarompu-
SITHO YBEeIMUYEHHE BpPeMEHU WHIYLIMpPOBaH-
HOU arperanyy TPOMOOIIATOB, COMEPKAHMSI
XKeje3a, moKasaTesss TUMOJIOBOM MPOOHI.
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PECULIARITIES OF HEMOSTASIS IN HEMOPHILIA

LL. Davydkin, Yu.A. Kosyakova, O.A. Gusyakova,
LA. Zubova, T. Yu. Evseeva

Summary

Studied were the peculiarities of the hemostatic system
reaction in the development of bleeding in 142 patients with
hemophilia and the factors influencing platelet aggregation
activity. Transient disturbances of platelet aggregation were
found in 45% of cases by stimulating with the following
drugs: ADP, collagen and universal inducer of aggregation
on the background of dysproteinemia, raising the level of
serum iron and thymol test.

Key words: hemophilia, hemostasis, platelet
aggregation activity, ADP, collagen, an universal inducer
of aggregation.
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