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FTEMOPPATUK BACKYTUTNIN BONANAPAA TEMOCTA3 TUSUMWUHUHT Y3rAPULLM
Ase3oBa l.C

U3MEHEHUE CUCTEMDbI TEMOCTA3AY AETEI71 CTEMOPPAITMYECKUM BACKYIUTOM
ABe3oBa l.C
CHANGES IN THE HEMOSTASIS SYSTEM IN CHILDREN WITH HEMORRHAGIC VASCULITIS

Avezova G.S.
TowKeHM mubbuém akademusacu

Llenw: onucaHbl UsMeHeHUs 8 cucmeMe 2emMocmasa y demeli ¢ 2eMoppazu4eckum 8acKyAUmoM, 8 HacmHocmu no-
8pexcdeHue CMeHOK MeJKUX COCyd08, YUPKYAUPYIOWUMU 8 CUCmeMe Kpo8o0OpaweHUsl UMMYHHbIMU KOMN/AEKCAMU U
aKmMueupo8aHHbIMU KOMNOHEHMAMU CUCMEMbl KOMNJAeMeHmMa, d MAakxce U3MeHeHUsl 8 cucmeme 2eMocmasa cocy-
008, mpom6oyumos, naazmbl. OceeujeHbl pe3yabmamol UcCAe008aHUL, NPO8edeHHbIX PA3HbIMU ABMOPAMU 8 PA3HBIX
CMPaHax no u3y4eHur NPoYeccos HapyweHuUsi MeXAHU3MO08 C8epMbl8AHUS KPOBU NPU 2eMOppa2u4eckKux 8acKyaUmMax
y demeti.

Kawueesvle caoea: zemoppazuveckull eackyaum, cucmema 2emMocmasd, UMMYHHbIU KOMNJAEKC, MpOMOUH,
npompomouH, GubpuUHO2eH.

The article discusses changes in the hemostasis system in children with hemorrhagic vasculitis, in particular, dam-
age to the walls of small vessels by immune complexes circulating in the circulatory system and activated components
of the complement system, and then activation of all parts of the hemostasis system, as well as changes in the hemosta-
sis system of blood vessels, platelets, plasma . The results of studies conducted by different authors in different countries
on the study of the processes of violation of the mechanisms of blood coagulation in hemorrhagic vasculitis in children
are presented.

Key words. Hemorrhagic vasculitis, hemostasis system, immune complex, thrombin, prothrombin, fibrinogen.

Bonanap CaJIOMaTVIMTH 1IAKJUIAHULINTA UKJIKM, Te-
orpaduK, 3KOJIOTHK, UKTUCOAUN, TYpMYyII Tap3u
Ba LIAPOWTH, aXOJUHUHT MUTPALMs JapakacH, 3THHUK Ba
WKTHMOUN-MaZIaHUN XYCYCUSITJIapH, IIYHUHTAEK, THO-
OMET MyaccacaJJapuHUHT MOZAJWH-TEXHUK 6asacu Kabowu
OMUJLJIAP CE3UJIAPJIM TabCUP KypcaTagu. bosanap casno-
MaTJIMK X0JIaTH JIaBJIATHUHT MXKTUMOUH - UKTUCOIUH PH-
BOXJIAHHUII GapoMeTpuAup. ByryHru kyHzaa 6Gosianapia
reMOpparuK BaCKYJIUTIAPHUHT PUBOXKJIAHHUIIKTA OJING
KeJIaIMTaH TYpJIM XWJ XaBd oMusiapu (3K30TeH Ba 3H-
JIoTeH) KOMOHHALMSCHHU 6axosall [0J13ap6 MyaMMo-
JlapJiaH GUpUAND. X03UPTH BaKTJa TeMOPPArkuK BaCKyJ/IUT
(T'B) 6os1amap mony/sinusiCHA KEHT TapKaJIraH Ba TE3-Te3
Y4YPOBYHM MATOJIOTHSIIAP TYPYXUTa KUPaAK. YHUHT 4acTo-
TaCH KyJja y3rapyB4aH Ba MUHTAKAra, yHUHT UKTHCOIUH
PUBOXKJIAHUII Japa’Kacura, JUarHOCTUKA Ba CTATHCTHK
XUCOGHHUHT XyCyCUSITIapyUra OOF/IHK,

lemopparuk Backysnut (lllennelin - 'eHox kacas-
JINTH) acoCaH TepH, OVFUMJIAp, OIIKO30H-WYaK THU3U-
MU, 6yHpak/ap KOH TOMUpJIapy/a UMMYHOIJIO6YIUH A
(IgA) cak/10BYM UMMYH KOMILJIEKC/IAP TYTJIaHUILH HATH-
»KacKuia MUKPOLUPKYJIATOP Gy3UIULLIAp OUIaH KedyB-
YU TU3UMJIM BaCKYJUT/IAp IYPyXUra MaHCy6 KacaslJInK-
aup [4,10]. Yoy kaca/TMK 60JIa/IUK JaBpUa 3HT Kyl
ydypalJuraH THU3UMJIM BacKyJUTIapAaH Oupu. ByTyH
AyHéna 6osanap opacuaa kacaananum xap 100 000 60-
jara 3 TajaH 26,7Tara4ya yuypaiau [5,6]. Kacamnuk na-
TOreHe3ua TepH, OYFUMIIAp, OLIKO30H-UYaK TU3UMH,
GydpaksapAard ManJja KOH-TOMUpJIap UHTUMaCHHUHT
[gA-uMMyHOKOMIIEKC/IAp GUJIaH 3apapJ/IaHULIN ETajH.

HaTwxkazna augotenuan JucPyHKIUS - QUOPUHOJIU3 aK-
THUBATOPJIapH CUHTE3WHUHT KaMaWHWIIHY, JUNHAJAp Te-
pekwuc okcuanui TU3UMUHUAT (I[10J1) akTUBanuscy,
KOaryJsiiiuoOH-TPOMOOLUTAp reMOCTa3 )KapaéHaapu Ke-
JIN6 YUKaIH.

Bosianapga 'BHUHI KeuullM Ba KJIWHUKACU Kakcu
TH3UM EKU OpraH IMKACTJaHTaHJWUTHA OWUJIAaH GOFJIUK-
aup. KacaJyIMKHUHT KeYUIIY Ba OKU6ATH Ky XKUXATAAH
Oylipak/iap MIMKAaCcTJIaHUIIMIa GoFmukKAup. bomamapna
['Bnrappa Gyiipak/jap 3apapJ/laHUIIMHUHT KJIWHUK GeJ-
rusapu 26-60% xosataa yupaiau [10]. TagKUKOTHUHT
J0I3apOJIMTY  KAaCa/UIMKHUHT (aoJUTMK JapakacHHU
00bEKTUB AWHAMHK 0OaxoJialll y9yH KJIWHHUK Ba Jiabo-
paTtop OeJrWIapHU aHUKJALI, IIYHUHIJEK KacaJlJIUK-
HUHT OKH6ATHHU 6aIopaT KU/IUII Me30HJTapUHU HIILTa0
YUKHUII XaM/ia PEMUCCHUSTA SPUIITHIII, CaJIOUH OKubaTIap-
HUHT OJIIMHU OJIMII YYyH 6eMopJiap yUyH 3HT TYFPH Aa-
BOJIALI TAKTUKACHHU aHUKJIAII 3apypaTH OUIaH 6OFIIHK.

ByryHru KyHra Kajap 016 60pu/raH Ky3aTHILJIap
mIyHYU Kypcatauky, [Biap maToreHesuja rumepkoary-
JIIp XOJIATHUHT PUBOXKJIAHUIITA OJIUG KeJIaJiuraH re-
MOCTa3 TU3UMMJACU y3rapuiljap KaTTa poJ yhHaul-
au. D. Yilmaz Ba xammyasutudiap ukpura kypa (2005)
'B 6unaH Kaca/utaHraH OoJstasapja QUOPUHOTEH,
D-guMepsiap, TPOMOMH-aHTUTPOMOUH KOMILJIEKCH, 1 Ba
2 npoTpoM6uH ¢parmenTiapu Ba ¢poH Villebrand omun
QHTUTE€HHUHT IJIa3Ma KOHI[EHTPAIUSICHUHUHT Mebeép-
JlaH OLIWIIY aHUKJIaHTaH.

Xo3upru BakTZa ['B MMMyH KOMIIJIEKC KacaJlJIUTH
cudaruja Kapaaasy, y KOH alJIaHUII TU3WMUJA aiia-
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HUG IOPYBYM UMMYH KOMILJIEKCJIAp XaM/la KOMILJIEMEHT
TU3UMUHUHT Ga00JALITUPUITAH KOMIOHEHTIAPU TO-
MOHH/IaH Mai/ia KOH TOMUpJIap [IeBOpUra 3apap eTka-
3UIIra acocJaHraH, KeMHWH 3ca reMoCTa3 TU3UMHUHUHT
6apya Kucmapu paosnamanu [1,3-7,9].

A¥WnaHu6 1OpPYyBYM MMMYyH KOMILIEKCJAp ILIaKJ/LIa-
HULI KapaéHW TeHeTUK >KUXATJaH JeTepMHUHHUpJIaH-
raH. ['Biapaa aitiaHu6 1opyBYM UMMYH KOMILIEKCJIAp
optuil peHOMEHU TOMUPJIAP UIMKACTIAHUITUHUHT UM-
MYHKOMILJIEKC XyCyCUSITUHUHT MyXHUM JIaJINJIN CUPaATH-
Jla Kapasiazau. [eMocTazHUHT 6apya TapKUOUN KuCMJIa-
PUHUHT OY3WJIMIIK: KOH TOMHUpJIApH, TPOMOOLHUTIIAP,
IJ1a3Ma-KoaryJisiius, UMMyHOKOMILJIEKC OUPJIaMyYH Ka-
paénsapra HUCO6ATaH UKKWUJIAMYW 3KaHJWUTH aHUKJIaH-
raH [1,9].

KnuHuk 6e/lrusapHUHT TYpJIM XUJ HAMOEH Oyiu-
Y, KaCA/UTUK KeUYUIIMHUHT OFUPJIMK AapakacH, OKH-
OaTyIapy KYTI )KUXATAaH reMOCTa3HUHT KOAryJIsi[MOH Ba
AHTHUKOATY/SIUOH THU3UMJIADUHUHT X0JIATUTA OOFIIHK,
[2,3,7,10].

['Biapgaru ayToOMMMyH KapaéH, SbHU alaHu6
I0PYBYM MMMYHOKOMILJIEKCIAp Mai/ia KOH TOMHpJiap
JIeBOPUHUHT 3H/IOTEJIMHACHHU LIMKACT/IA0, KOJIareH-
HUHT Jle30praHu3anusiCuHu Yakupaau. by remocras tu-
3UMH pepMeHTIap aKTUBALUSICH MEXaHU3MH 3aHXKUDP
peaKIUsICHHUHT OUPUHYH 60CKUYU XUCObIaHau [2].

ToMupsap 3HAOTeNMHACHA CUHTE3 KWJIMHAJWUTaH
Villebrand omMusn MMMyH KOMILJIEKCJap TOMOHH/IAH
KOH TOMHUpJIAp IHKACTJIAHUIIUHUHT Oearucuaup [9].
By OMUJIHUHT Jjapakacu KaCaJUTMKHUHT aCOCUH Gesru-
Jlapu 6apTapad 3THITraHUJaH KeHWH 6Up Hevya OH Z1aBo-
MU/la JOUMUHN paBUIL/A IOKOPU 6Y1u6 Kosanu [7].

['BHUHT JTKHUp 60CKUYN/Ia MYXUM PU3HUOJIOTUK aH-
TUKOATryJISHT, TeNapUHHUHT IJ1a3Ma KOQpaKTOpH aH-
tutpoMOuH-11I (AT-III) kynuH4Ya ce3usapsau Japakaza
kaMasaau. AT-IIl eTUIIMOBYMJINUTU MHUKPOLUPKYIALUSA
6JI0KaJJaCHHU KeJTUPUO YMKapaau, 6y 3ca 'BrapHuHT
ce3wJIapJid JapakaZila OFUp Kedyuiura ca6ab 6ynazu.
[eMopparvk BacKy/JUT/Iap KaHYaJUK OFUp Oysca, Te-
MOKOAryJ/IsIUOH Oy3WUIHIIAP IYHYATUK aHUK OY1azu
[1,3,5].

KacannukuuHr ¢aosiuru Ba D-mumepnap, ¢oH
Villebrand omus anTurenu 1 Ba 2 mpoTpoM6UH ¢par-
MEHTJIap¥ KOHLEHTpAUMsCH YpTacuja CTAaTUCTHUK
YKUXAT/IaH I0KOpHU Koppessius aHukaanau. K. Brendel-
Myuller Ba xamMmMmyasnudJap yTKasraH TaAKUKOTIAp-
na (2001), I'Bau Gosanapaa remMocTa3 TU3UMHUHMHT
daosIallyBUHUHT J1abopaTopus GeIruaapy aHUKJIaH-
[ Kon miasmacuzaru D-dimersiapHUHT KOHIEH-
TpalUsCH KacaUIMKHUHT YTKUP AaBpua 17 Ta 6eMop-
JaH 15Tacu opTraH/aury aHuk/IaHau. byHian Tamkapy,
TPOMOWH-aHTUTPOMOUH KOMILJIEKCH, pUOGPHUHOTEH Ba
1 Ba 2 mpoTpoMOUH ¢parMeHTIapy KOHIIEHHTpAIU-
SICHHUHT CTATHUCTHK JKUXATAAH Ce3WJIapJd OUIMIIU
aHUKJAH/JY, Oy KYpCcaTKU4Jap KOHIEHTPAIUsICUHUHT
Y3rapuiny Ba KacCa/UIMKHUHT (aoJuru ypracujaa 60f-
JIMKJIM 60PJaUTrH Kaig atuiau. ['Baa KoH miasmacuza-
ru D-dimersiapHUHT KoHIleHTpauusicu 10 6apo6ap €xku
YHJAH KYNPOK OLIWIIM MyMKHH, 0y 6ab3u XoJsutapaa
TapKa/IraH UHTPABACKYJISIP KOATy/sLUsl CHHJPOMU OU-
JaH JuddepeHnal Tamxuc KyRUIHYA Tanab KUaa u.

N. Besbas Ba xammyasudaap (1999), I'B 6unan
HMIYHUHTAEK, Ha30paT TypyXd OWJIaH COJIMIITHPTaH-
Jla TPOMOOMOAY/INH, TYKUMA IJIa3MUHOTEeH aKTHBAaTO-
Py Ba MJAa3MHUHOTEH aKTUBATOP HHTUOGUTOPU-1HUHT
IJ1a3Ma KOHIIEHTPAIUSCUHUHT OLIWIIM aHUKJIAHTaH,
TPOMOGOMO/IYJIUH KOHIIEHTPAIUACH CTATUCTUK KUXAT-
JlaH KacaJUIMKHUHT ¢aosiurura 60fauK. OJMHraH Ha-
TwXanapra Kypa, 'Baa roxopuja TaBcudsanra koa-
TYIASILMOH TeCTIapAard y3rapuuuiap 3HJO0TeJUHHUHT
Maxa/UIMH IHAKCTIAaHWIIW Ba SUIMFJIAQHUINY, IYHUH-
rJleK MJIa3MHUHOTeH aKTUBATOP-1 MHTHOUTOPH YNKAPH-
Y HaTHXKACUJWP Ba TeMOCT0a3 TU3UMHUHUHT YMyMUH
¢daosanryBUHU aKC 3TTUPAIH.

@oH Villebrand oMu1 aHTUTeHU X03UPTH BaKT/Aa TH-
3UMJIM SJJIMFJIAHUII KacaJIJTMKJIapy/ia SHA,0TeTUa -
KacT/iaHu Genrucu cudaTuza KapaaaJd Ba MyHUHT
y4yH YHUHT KOH IJIa3MacH/Iard KOHLeHTPaLUsICHHUHT
OIIWIIHM KACAJVIMKHUHT $a0J1 KEYUITMHUHT GeJITUCH CH-
daTuaa Kapasaaau [5].

I'Baa ¢on Villebrand oMuayu aHTUreHUHUHT KOH-
LEHTpalHMsACH KOH IJa3Macuzaaru IgA napaxacu 6uaaH
6ornuk (D. De Mattia va boshq., 1995), 6y 6unBocuTa
0y KYpCaTKUYHU MUMMYH BOCUTAYHJIMIHJIA 3H/IOTEJH-
aJl UKaCT/IaHUII OGeIrucy cudaTu/a UIIaTUII UMKO-
HUATHHU Tacaukiaanau (S.J. Park va boshqalar, 2013).
['BHMHr apasiall mak/Jd Ba Ba OFUpP Keuuiiuaa ¢oH
VillebrandoMusi aHTUreHW Jgapakacd 3HOTeJIHas
KOH TOMHUPJIADHUHT KaHYJIMK IIMKACT/JIAHTAHJIUTH Ba
TapKaJITaHJUTMHY aKC 3TTUPaH [2,6].

BUpOK, KJIMHUK KYPUHHUIJIAPHUHT OFUPJIMIU Ba
I'Bmaru ¢on Villebrand oMun aHTHUreHW KOHIEHTpa-
[UACH ypTacugaru GOFIMKJINK 6apya TaJKUKOTIap/a
kypcatunmarat. G.C. Del Vecchio Ba xammyasnnuduiap
(2008) ToMOHMZAH JTKAa3WJraH KeHI MacIITabIu
TaZAKUKOTIap/Aa SUJIMFJIAHUIIra KapIiv IUTOKHHJIAP,
¢ubpuHooreH, o Villebrand oMus aHTUTeHUHUHT
IJ1a3Ma KOHIEHTPALUACHA OPTUIIN aHUKJIaHTaH GyII-
caZia, IEKMH 6y KYpcaTKU4JIApPHUHT OyHpakK LMIMKaCTIa-
HUIIHY Ba KaCaJUIMK Ga0JIJIUTHY OUJIaH CTATUCTUK KUXAT-
JlaH GOFJIMKJINTY aHUKJIaHMaraH.

TypFyH, aMMO KacCa/UIMKHUHT (aoJurura GOFIHK,
6ynmaraH, 'Bna ¢on Villebrand omunu aHTureH kos-
LEHTUPALUSICHHUHT OPTHUIIM (acocaH, YHUHT aHOMaJ
MyJTHUMep Iakuapu Tydainu) A. Casonato (1996)
TaJKUKOT/JIapuaa XaM acocyianrad [6]. H.H. Ilerpumier
u T.JI. BnacoBa (1996), TOMOHHU/AAH TaKJUM 3TUJTAH
MabJayMoTiapra kypa, ¢on Villebrand omun anture-
HU Ba IJIA3MUHOTEHHUHT TYKWMa aKTHUBATOPH 3H/IO-
TeJuan AUcOYHKIUSTIAPHUHT MapKepJapy cudaTtuja
I0KOPU Ce3TUPJIMKKA 3ra, YYHKH 3H/0Teuan JUcHyHK-
IUSAHUHT 6OINKA GEeJrHJAapUHUHT MYXUM KHCMHU Ha-
dakat aHgoTeNnaN XyKapanapaa, 6aaky 6omKansapa
xaM Xocus 6ynanu [5]. 1-Touda njiazMUHOreH aKTH-
BaTOP MHTMOUTOPU CUHTE3U XaM 3H/IOTEJUHHUHT da-
OJUIAIIMIIY Ba IIWKACTJIAHUIIYA OUJIaH KeCKHH OpTafu.
JHI0TENNAN CEKPelusl MaXCyJI0TJapUHUHT GUP KUCMHU
JOMMHH paBHUIA HOpMaJ QYHKIHUOHAN GAOJITUTUHU
cakJjab KOJIMII y4yH YMKApHWJ/Ica, OOLIKAIapy MIKKACT-
JIAaHULI/IA KW CTUMYJLIAAU/A UIJIA6 YNKAPUIAH.

JHJOTeNNIAA TYMIaHUG, YHU Ky3FaTULI BaKTHZA
aXpaTub YUKapuarad omusiap:Villebrand omun anTu-
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reHd, TYKUMaJapHUHT MJIa3MUHOTeH (QaoJIaliTHPYB-
YHCH; OJJUU LIapouT/Iap/a CHHTe3U aMasja pyu 6ep-
Mal/IuraH, aMMo 3HJO0TEJUUHUHT GaoJIallyByd OUIaH
KEeCKHMH KydasiJuraH oMusiap: 1-touda miasMuHOTreH
aKTOBAaTOPU HWHTHOUTOpJIApH, MeMOpaHa OKCHJLJIApU
(peueHnTopJsiapu): TpoM6OMOJYJUH. bab3u KysaTys-
Japga 'Brapsa roMoLUCTeMH KOHLLeHTPALUACUHUHT
OILIHWIIYU XaM Ky3aTuJras [2].

llynpait Kuanb, xo3upru Baktga 'Bma remocras
TU3UMUHUHT TYpPJHU KUCMJapuJa y3rapuuuiap Kysa-
TUJIMIIN aHUKJIAHTaH, aMMO NaTOU3NOJIOTHK Ba MPO-
FHOCTUK OMUWJIJIADHUHT axaMUATH eTapJiya ypraHui-
MaraH. Ymoy WyHa/JWIIJard KeWWHTH TaJKUKOTJIap
KaCa/UIMKHUHT TNaTOTeHTe3WHW aHUKJallja, AUarHo-
CTHK Ba MPOTHOCTHUK GEJITMJIapHU UIJIA0 YUKUIIAA Ep-
ZaM 6epajy.
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FEMOPPATUK BACKY/IUTNIU BOJTANTAPOA
FEMOCTA3 TUSUMMUHUHTI Y3rAPULLN
Asesosa [.C

Temoppazuk sackyaumau 6oaaaapda eemocmas mu-
3umudazu y3eapuuiiap, XyCycaH, KUYuK momup.ap de-
80P/NAPUHUHZ WUKACMAAHUW Y, KOH aUAAHUW Mu3umuda
alinaHu6 rpaduzaH UMMYH KOMNJAEKCAApP 84 KoMnJje-
MEHM MU3UMUHUHZ HAOAAAWMUPUAZAH KOMNOHEHM-
Aapu, WyHUH20eK, KOH MmoMupJapu, mpoméoyum.ap,
n/aasma zemocmas musumuoazu y3zapuwliap maceup-
/aHeaH. Boaaaapda eemoppazuk 8ackyaumaoa KOH Ugsul
MeXAHU3M/AAPUHU 6Y3Ull HApaéHAapuHU ypaaHuw 6y-
uya mypau mamaakamaapda mypau myasiugaap mo-
MOHUOQH 04U6 60pu/ieaH MAJKUKOmM/AAp Hamuxcaaapu
MasKuod1aHeaH.

Kaaum cy3aap: zemoppazuk eackyaum, 2emocmas
Mu3UMU, UMMYH KOMNJAEKC, MPOMOUH, NpOMpPOMOUH, Pu-
6PUHO2ZEH.
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