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MCCNEOOBAHUE PUCTOLLETUH-UHAYLUUPOBAHHOW ArPErALLMA TPOMBOLIUTOB,
NAPAMETPOB ®AKTOPA BUJIJIEBPAHOA U KOATYNALMOHHOIO MGAKTOPA VIII
MPU 3CCEHUWAJIbHOW APTEPUAJIbHOW TMNEPTEH3UU Y OETEN

@rBY «Hay4Hbiii LeHTP npob6siemM 340P0Bbsi CEMbU 1 PenpoayKunn 4enoseka» CO PAMH (UpkyTck)
rboOY BI10 «UpkyTCckni rocyaapcTBEeHHbIA MeANLNHCKNI yHuBepcuteT» Munsapasa Poccun (UpkyTck)

HcenedosaHsl pucmoyemuH-azpezayust mpomboyumos, gakmop Busasebpanda, pakmop ceepmuoiganus VIII y
170 demell ¢ scceHyuanvHoll apmepuaivHol cunepmersuell u 40 30opossix demell. Jasa demeli ¢ acceHYuUaNbHOU
apmepuabHoOl 2unepmeHsuetl, UMeWux N08bIWEHHbIU PUCK pa3gumusi mpom60308, XapakmepHsl 0ms20ueHHbll
Hac/s1edcmeeHHbIl mpoM6omu1eckull aHaMHE3, ygeaudeHue pucmoyemuH-uHdyyuposaHHoll azpezayuu mpomooyumos,
akmusHocmu u codepiicarusi gakmopa Busasebparda, oueHb 64U3KASL K 3HAYUMOU MeHOeHYusl K y8eauyeHuo
akmusHocmu ¢gakmopa ceepmwiearusi VIII

KniouyeBblie cnoBa: arperauuns Tpombéountos, paktop BunnebparHnaa, koarynsunoHHbeld ¢aktop VI, apteprnanbHas
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INVESTIGATION OF RISTOCETIN-INDUCED PLATELET AGGREGATION,
PARAMETERS OF VON WILLEBRAND FACTOR AND THE COAGULATION FACTOR Vil
AT ESSENTIAL ARTERIAL HYPERTENSION IN CHILDREN

M.V. Gomellya

Scientific Center of the Family Health and Human Reproduction Problems SB RAMS, Irkutsk
Irkutsk State Medical University, Irkutsk

Ristocetin-induced platelet aggregation, von Willebrand factor and coagulation factor VIII of 170 children with essential
arterial hypertension and 40 healthy children were investigated. Burdened hereditary thrombotic history, increase of
ristocetin-induced platelet aggregation, activity and content of von Willebrand factor, very close to significant tendency
to the increase of activity of coagulation factor VIII are typical for children with essential arterial hypertension with
the increased risk of thrombosis.
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HecMoTps Ha cyuiecTBeHHble yCIeXU B JIeUeHUU
3CCeHLMa/IbHOW apTepuasbHON runepteHsuu (JAT),
PHUCK Pa3BUTHS TSHKEJIBIX TPOMOOTHUYECKUX OCT0KHEHUH
py 3TOM 3a60JIeBaHUM OCTAaeTCsl BbICOKUM [3, 4]. 3Ha-
YUTeJbHas YacTh CJy4yaeB CMEPTH OT TPOMOOTHYECKUX
ocJiokHeHuH npu AT npUXoAUTCS Ha TPYA,0CIIOCOOHBIN
Bo3pacT (25-65 Jset) [4, 8]. B HacToslee BpeMs u3-
YYEHHIO CHUCTeMbl reMocTtasa npu Al y B3poc/bIX mo-
CBSALEHO 3HAYUTEJbHOE KOJUYECTBO HCCIeL0BaHUH,
YTO BO MHOTOM CIIOCOOGCTBOBAJIO CHUXKEHUIO YaCTOThI
0CJIOXKHEHUH JJAHHOU NMATOJIOTMH B 0611ed nony/sinuu. B
e MaTPUM HAyYHO-HUCCJIe/J0BaTebCKUE PA6OThI B 3TOM
HalpaBJ/IeHUHU, K CO’KaIeHUI0, ,OCTATOYHO MaJIOYUCJI€HHbI
[6, 7,9, 10]. Mexkay TeM, yacToTa BcTpedaeMocTu JAT
cpeAu AeTel U MOAPOCTKOB cocTtaBaseT 4,8-18,0 %
[2, 4]. [Ipu aTOM poOJIb KOAry/JsAMOHHOTO $aKTopa
VIII B pa3BuTUU NPeATPOMOOTHYECKHUX COCTOSHUU
(ITTC) npu AT y feTell usyyeHa He[,0OCTATO4YHO. Jljid
YTOYHEHHUS POJIM JaHHOT0 GpaKTopa CBepThIBAHUS KPOBHU
B Pa3BUTUU NOBBIIIEHHOI0 TPOMOGOTEHHOT0 PUCKa MpU
ATy neTeii HAMU GbLJIO TAK)Ke TPOBEJIEHO UCCIeJOBAaHUE
CONPSKEHHbIX U3MEHEHUH NapaMeTPOB aKTUBHOCTU U
cosepkanusd pakropa Busiebpanaa (FW) u arperanuu
TPOMOOLIUTOB C PUCTOLETUHOM.

MATEPUAN U METObl

Ha 6ase kaunuku ®I'BY «HII I3CPY» CO PAMH
npoBesieHo o6cnegoBaHue 210 geTeld B Bo3pacTe

9-17 net. ChopMUpPOBaHbBI OCHOBHbIE KJIWHUYECKHUE
rpynnsl uccjaefoBanus: | rpynna (KoHTpoJibHasa) - 40
MpaKTUYECKH 3710pOBbIX AeTel; Il rpynna - 65 gerei
c JAT 6e3 npearpomboTuyeckux cocrosHui (IITC);
Il rpynmna - 105 geteit ¢ AT, umerouiue [ITC. ['pynnbi
yccjae0BaHUA He MMeJH 3HAYUMMBIX Pa3JU4YUd IO
BO3pacCTy U MOJY.

Jluarnos JAl ycTaHOBJIEH B COOTBETCTBUHU C
COBpeMeHHOUW KJaccuuKaluel, pa3paboTaHHOHU
3KCHEPTHOM rpynnod Bcepoccuiickoro Hay4HoOTro
o6uectBa kapauosoros (BHOK, 2003) u Acconmanuei
JleTcKUX Kapguosioros Poccuu (2003). OT60p peteit c AT
BIpynibl ucciefoBaHus c HaauuuneM [1TC ocyecTBsics
IpU HaJU4YUU OJHOTO UJIU COYETAaHUU HeCKOJbKUX
MapKepHbIX HapylleHUH B CUCTeMe reMocTasa Ha
OCHOBAHMHU [IBYX- UJM TPEXKPAaTHOIO MCCJeJJ0BaHUs
reMmocTasa. MccieoBaHus reMocTasa BbINOJHAAN HA
6a3e slabopaTopuu reMmocrasa UpkyTckoro 06/1acTHOro
KJWHUYECKOT0 KOHCYJbTAaTUBHO-AUAaTrHOCTUYECKOTO
LeHTpa.

C6op aHaMHe3a KU3HU NPOBOJUIICA NPU Gecesie C
pebeHKOM 1 ero poAuTe/IsIMY, IPY aHa/IM3e aMOy/IaTOPHOM
kapThl (¢p. 112/y), BBINUCKHU U3 POAUJIBHOTIO 0MA,
a TakKxe CIelMaJbHO NOATOTOBJEHHON aHKeTHI,
BKJIOYawOUled cBeJeHUsA 06 MHAUBUAYAJIbHOM U
ceMeWHOM «TPOMOGOTHUYECKOM» aHaMHe3e (y poj-
crBeHHukoB |, 11, Il ctenenu pojcrsa). OnpeneneHue
KOJIM4ecTBa TPOMOOLUMTOB NPOBOAUJIN NPU NOMOIILU
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$a30BOKOHTPACTHON MUKPOCKOIIMH Ha aBTOMATHYECKOM
reMmaToJioruyeckom aHanusatope Sysmex XT-2000i;
WH/JyLIIUPOBaHHOM arperaly TpOMOOLUTOB C pUCTOLe-
TUHOM - Ha arperoMeTtpe AggRAM (Helena Laboratories)
no Mertoay Born; mcciejoBaHUe PUCTOLLETHH-
K0(haKTOPHOU aKTUBHOCTH ¢akTopa Busnebpanpga -
Ha arperomeTpe AggRAM (Helena Laboratories) Ha
dbopMaTMHU3MPOBAHHBIX TPOMOOLUTAX; COLepKAHUE
aHTUreHa gakrtopa Bunsebpanga - Ha KoaryjsioMmeTpe
STA-R Evolution c 1aTekcHbIM Ha60poM; paKTOpa CBEp-
ThiBaHus1 KpoBH FVIII (B MeTozie KOppEKIIMY aKTUBHOCTH
AebunutHOU o pakrTopy miaasmel B AIITB-TecTe) - Ha
koarysiometpe ACL-200 (Instrumentation Laboratory) c
OCHOBHBIMH peareHTaMu 3Tou ¢upMbl U Ha 1ePULUTHOI
no ¢akropy maadme ¢upmel Roche. CraTucrtuveckas
06paboTKa JAaHHBIX IPOBOJUJIACH C OMOLIbIO MaKeTa
NpUKJIaAHBIX TporpamMM Biostat u STATISTICA 6.0 (Stat-
Soft, CILIA).

PE3YJIbTATbI U OBCY>XXOEHUE

[Ipy mpoBeleHUU OLEHKHU OTSATOLUIEHHOCTH
TPOMOGOTHYECKOI0 reHeaJoruueckoro aHaMHesa y Bcex
JleTel, y4acTBYIOLUX B UCCJIeJOBAHUHU, BBISIBJIEHO,
yto geTu ¢ JAT u IITC yaiie MMeT OTATOIeHHbIH
TPOMOOTHYECKUH ceMelHbIH aHaMHe3 (68,6 %), yeM
JleTH, uMetolue TosabKo JAT (47,7 %), U 30pOBbBIE e TH
(20,0 %) (x*=6,48; p=0,01 u x*=25,70; p=0,00001 co-
OTBETCTBEHHO).

KosndectBo Tpom6GouuTtos B I, II u IIl rpynnax
HaxoJUJOCh B npejesnax pepepeHTHbIX 3HAUYeHUH
(276,9+20,5;280,1 191 278,5 £ 19,5 COOTBETCTBEHHO).

[Ipu npoBeieHN U CPAaBHUTENBHOI0 aHA/IN3a CPEHUX
3HaYeHUH NoKasaTesiell UHAYLUPOBAaHHOM arperanuu
C PUCTOL,ETUHOM BBISIBJIEHO 3HAaYMMOe yBeJUYeHHe
CTeleHU arperayuu y geteii us Il rpynmel, no cpaBHeHUIO
¢ TakoBoi y nanuenToB u3 Il u I rpynn (p = 0,0007 u
p =0,003 cooTBeTcTBEHHO) (Tab.1. 1).

B Ill rpynne nccnefoBaHus yBeJMYeHUE CTENEHU
arperanydy C pUCTOLETUHOM KOHCTAaTHPOBAHO ¥

35 (33,3 %), yBesiMdyeHHe CKOPOCTH arperanuu c
puctonetuHom - y 12 (11,4 %) maumueHTOB
((p(F) = 0,00001) B cpaBHEHHH CO 3/J0POBBIMH). Y
peted | u Il rpynn uaMeHeHU# okasaTeJsieil arperauu
BbISIBJIEHO He ObLJIO.

[TosyyeHHble pe3y/bTaThbl CBUJETENbCTBOBAIU O
Hasnuuu npu JAT y feTeil, UMeOUIUX MOBBIIIEHHBINA
TPOMOOTeHHBbIA PUCK, BHYTPUCOCYAUCTON aKTUBALUU
TPOMOOLMTOB B OTBET HAa PU3NOJIOTUUECKUH arOHUCT
arperanyu - pUCTOLETHH, UTO SIBJSIETCH KOCBEHHBIM
NIPYU3HAKOM JUCOYHKIUU 3HLOTENNS.

[Ipu uccnegoBanuu nokasartesned FW (ogHoro
M3 OCHOBHBIX MapKepoOB 3HJO0TeJNn03a) y AeTel ¢
JAT cpaBHUTeJbHbIK aHANNU3 CpeJHUX 3HAYEHUU
nokasaresielt FW y neteit ¢ AT u 30pOBBIX TO3BOJIUII
BBISIBUTb CTATUCTUYECKU 3HAYMMBbIe pa3inyus (TabJ1. 2).
[Ipu npoBeJleHNHU NONAPHOTO CPAaBHUTEJBHOI'O aHa-
Jiu3a ObLJIO ONpeJieJIeHo, UTO B rpymmne jgetei ¢ IAT
u [ITC nokasaTesu aKkTUBHOCTU U cofepxkaHusa FW
CTaTUCTUYECKU 3HAYMMO OTJIMYAJIHCh OT aHAJOTUYHBIX
rnokasaTeJsiell B KOHTpoJbHOU rpynne (p = 0,007 u
p = 0,00001 cooTBeTCTBEHHO) U B rpymnie jgetei ¢ AT
6e3 IITC (p =0,00009 u p = 0,00001 cOOTBETCTBEHHO).

B Il rpynmne ucciaenoBaHus BbIIBJEHO MOBBILLIEHHE
aktuBHOCcTH FW (60s1€€ 150,0 %) (95% AU - oT 107,60
0 124,15) y 29 (27,6%) neTel, yBeqnyeHHE COlepKAHUSA
FW (6osee 150,0 %) (95% 11 - 0T 119,91 10 138,07) -y
31 (29,5 %) nayguenToB (p(F) = 0,00001 B cpaBHEHUH CO
3popoBbiMu (95% /JIU - ot 91,10 mo 102,56 u ot 85,29
210 97,74 cOOTBETCTBEHHO)), YTO CBUJETENbCTBOBAJIO O
HaJIMYMU CKPBITOM THIIepKOary/siLiMi U NOBPEXIeHUN
cocyauctoro aHgotenus. Cpeau aeteit Il rpynnel B 2
(3,1%) cnyyasx 61710 BbISIBIEHO OBbILIEHHE aKTHBHOCTH
FWusB1 (1,5 %) ciyvae - yBesnueHue cogepkanus FW
(p(F) = 0,00001 u p(F) = 0,00001 cooTBETCTBEHHO B
cpaBHeHuH c [l rpynmnoi). Y geteit [ rpynnbl u3MeHeHUH
nokasaresiell FW BbIsiB/IeHO He 6blJI0.

[Ipu meTanbHOM aHa/u3e nokasaTteseit FW y
nanueHToB IIl rpynnsl 66110 yCTaHOBJIEHO NMOBbIIIEHUE

Tabnaunya 1

lMokazaTenu HAYLUPOBAHHOWN arperayuy TPOMOOLUTOB C PUCTOLETUHOM y 06cnenoBaHHbIx geTeii c AT,
nmerowmx n He numerownx NMTC, n 3gopoBbix geteli (M * )

Mpynnbl uccnegoBaHusA

Mokasatenu
3noposble aetu (n = 40) Oetn ¢ DAT 6e3 NTC (n = 65) Oetn ¢ AT n NTC (n = 105)
v 47,31+ 15,64 48,90 + 15,07 50,31 £ 16,22
PucToueTnH-arperauus
% 64,12 £ 19,85 68,32 + 15,85 78,63 +21,98*#

Mpumeuanme: v — CKOPOCTb arperaunm; %-— cteneHs arperaumu; * - p,, < 0,001 npy cpasHeHun ¢ koHTponem; * —p, < 0,01

npu cpaBHeHUN ¢ nokazatenamu |l rpynnsoi.

Tabanya 2

MapameTtpsl FW u FVIIl y o6cnenoBaHHbix aeteii c A, numerownx n He umerowux MTC, u 3agopossbix geteii (M % c)

AKTUBHOCTb (haKTOpOB cBepTbIBaHUs (%)

3poposbie getu (n = 40)

[letn ¢ AT 6e3 ITC (n=65) | [le ¢ AT u MTC (n = 105)

AkTMBHOCTL FW 96,83 + 16,68 92,45 + 24,64 115,88 + 32,68* #
CopepxaHue FW 91,51+ 18,13 95,02 + 22,71 128,99 + 36,17**#
FVIll 95,34 + 25,95 95,37 + 25,04 104,28 + 30,79

Mpumeyanwue: * -p,, ,<0,01 Npu cpaBHEHU C KOHTPONIEM; ** —

CpaBHEHUM ¢ nokasartensmu Il rpynnbi.

P, < 0,0001 npu cpaBHeHU ¢ KoHTponem; *—p,, < 0,0001 npu
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aktuBHOCTH FW (60s1€€ 150,0 %) (95% AU - oT 107,60
no 124,15) u comepkanust FW (6os1ee 150,0 %) (95%
AU - ot 119,91 o 138,07), no cpaBHEHUIO C IPYNIION
koHTpoJis (95% JU - ot 91,10 no 102,56 u ot 85,29 g0
97,74). 3 29 nauueHTOB C MOBBIILIEHHON aKTUBHOCTBIO
FW ypoBeHb aKTHBHOCTH JaHHOro ¢pakTopa ObLI B
npezenax ot 150,0 no 164,0 % y 7 (24,1 %) 60/1bHBIX, ¥
17 (58,6 %) 60sbHBIX — B Ipegenax 165,0-199,0 %, ay 5
(17,2 %) mauuenTtos - 200,0-220,0%. U3 31 manueHTa c
yBeJIMYeHHBIM cofiepkaHueM FW ypoBeHb cofeprkaHUs
JlaHHoro ¢pakTopa 6611 B pegesax ot 150,0 10 164,0 % y
4 (12,9 %) 60sbHBIX, y 20 (64,5 %) 60/IbHBIX - B IpejieJiax
165,0-190,0 %, ay 7 (22,6 %) nanuenTtoB - 210,0-220,0 %.

[lonydyeHHble pe3yabTaThl UccaefoBaHug FW
KOPPEeCHOHAUPYIOT C JIMTePATYPHbIMU JAaHHBIMU [6, 9]
Y NOJIYYUJH y6eSUuTeNbHOE NMOATBEPKIEHUE MIPU UC-
cJleJOBaHUM PUCTOLleTHH-arperaliuy TpoMOOLUTOB,
PUCTOLETUH-KOPAKTOPHOU aKTUBHOCTH U COZlepKaHUS
a"ntureHa FW npu JAT y nereit.

CpaBHUTebHBbIN aHaNu3 cpeAHUx 3HadyeHuu FVII y
Jetel ¢ JAT ¥ 310pOBBIX NPUBEIeH B Tabsuie 2. Kak Bu-
HO U3 Tabsuibl 2, nokazatesu FVIIy neteii c AT umenu
60JiblLIIMe 3HAYEHHUS, 4YeM B IpyIIe 3/l0pPOBbIX JeTeH, 4TO
CBUJIETEJIbCTBYET O TUIIEPKOAry/IsIHOHHON HaNpaBJleH-
HOCTH CBepThIBalOlLlel CUCTEMbl KPOBU y NMalMeHTOB
c JATL. BaXXHO oTMeTHUTb, 4yTOo akTuBHOCTb FVIII umesna
TeHJeHLI U0 K yBeandeHuw (p = 0,05), npakTuyecku
OuYeHb 6JIM3KYIO K 3HAYUMOH.

BIII rpymme uccnepnoBanus nosbiuieHue FVII (6osiee
150,0 %) (95% AU - 01 98,32 10 110,23) BeIsABIIEHO Y 18
(17,1 %) nauuenTtoB (p(F) = 0,00001), B cpaBHeHUH CO
3p0opoBbiMU (95% [JU - oT 86,43 no 104,26). Tak, npu
JAT yBesiMyeHHe aKTUBHOCTHU PaKTOPOB CBEPTbIBAHUSA
BHYTPEHHEro0 NMYyTH KOaryJsiiUOHHOTO reMocTasa
MpOABJIAJIOCH NOBbIIeHHeM akTUBHOCTHU FVIIIy 10,6 %
nanyeHToB. Y Aetel [ u Il rpynn n3aMeHeHUN aKTUBHOCTU
$aKTOpOB cBepThIBaHUS BhISIBJEHO He 6bl10. M3 18
nanueHToB ¢ DAl ¢ noBbIleHHON aKTUBHOCTBHIO FVIII
ypOBeHb aKTUBHOCTHU JJaHHOTO $akTopa 6bl1 B JUa-
nasoHe ot 150,0 7o 159,0% y 12 (66,7 %) GoJbHBIX, y
5 (27,8 %) 6osabHBIX - B Ipefesax 160,0-169,0 %, ay 1
(5,5 %) nanuenTa - B npeesax 170,0-180,0 %.

TakuM 06pa3oM, BAXKHO OTMETUTD, UTO ¥ AeTel ¢ AT
aktuBHOCTh FVIII nuMesa oueHb GJIM3KYI K 3HAYMMOU
TeHJleHIIMI0 K yBesndeHUuto (p = 0,05). [osyyeHHbie
HaMU JlaHHble pe3yJIbTaThl CBU/AETEJIbCTBYIOT O TOM,
yto npu Al y neTeil u moapocTKOB aKTUBHOCTH FVIII
OT/JIMYaeTCs OT JAHHOTO NOKa3aTeJsis Y B3POCJbIX, TO
eCTb UMeeT CBOM 0COOEHHOCTH, TaK KakK B HcCC/Ie[0Ba-
HUAX Y B3POCJIbIX BbISABJIEHO NOBbIIeHHE ypoBHA FVIII
nipu AT, ocobeHHO IpU yXyALIEHUH JaHHOT 0 3a60J1eBa-
Hus [5]. U3BecTHO, yTO moBbilieHHWe aKTUBHOCTH FVIII
SBJIsIeTCS TPoM6oUINUYECKUM cocTossHUEM [1]. Mbl
npezrnoJaraeM, 4YTo TeHJeHLus K yBesandeHuro FVIII, BbI-
sIBJIEHHaA y JleTell 1 I0JJPOCTKOB, SIBJISIeTCS Ha4ya/IbHbIMHU
nsMmeHeHusaAMU FVIII, koTopble y B3poC/bIX B MOCAEAY-
I0lleM CTaHOBATCA GOHOM WJIM JaKe IYCKOBbIM Mexa-
HU3MOM Pa3BUTUA NPeATPOMOOTHYECKUX HAPYLIEHUH
B ycoBuax TedeHus JAILL B cBA3M c nepedncieHHBIM, Ha
Hall B3TJIsJ, TpebyeTcs KOppeKLUs JaHHbIX HapyIIeHU |
y AeTed U noApocTKOB ¢ JAT gesarperanidOHHbBIMU U
AHTHUOKCHUJJAHTHBIMH NpenapaTaMH.

SAKJTIOMEHUE

TakuM 06pa3oM, MOXKHO 3aKJWYUTh, YTO AJS
JeTell U noApocTKoB ¢ JAT, UMeIMX NOBbILIEHHbIN
TPOMOGOTEHHBIH PUCK, XapaKTepHbl OTArOLleHHbIH
HacJIeZICTBEHHBIN TPOMOOTHYECKHU I aHAMHE3, YBeIMYeH1e
PHUCTOLET-UHUHAYLMPOBAHHOM arperaryy TpoM6OLUTOB,
aKTUBHOCTH U coJiep>kaHusl dpakTopa Bunnebpanna,
OouyeHb 6JiM3Kast K 3HAYMMOM TeHJIeHIIUS K YBEJUYEHHUIO
aktuBHOCTH FVIIL [TonyyeHHble JaHHbIE CBUAETENBCTBYIOT
0 HapylleHHWU reMoOCTa3UOJOTHYeCKON QYHKLUU
angotenus y aeteit ¢ Al u IITC. BoimeunsnoxxeHHoe
MO3BOJISET TOBOPUTb O TOM, UTO MOBBIIIEHHbIN
TpoMOGOTreHHbIN pUcK Ha GpoHe JUCOYHKIMU IHJOTENUS
dopmMuUpyeTCcs yKe Ha paHHUX 3Talnax cTaHoBJIeHust JAT.
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