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B psny Hac/ieicTBEHHO 06YC/IOBIEHHBIX TPOMGOLMTONATHI reMOGHIHS
3aHMMaeT OJIHO M3 BaXKHEHLIHX MECT, BCJeCTBHE GOJIBLIOrO pUcKa HHBAMH-
AM3alMH NalKeHTOB, a TAKXKe BLICOKOH NeTCKOH M IOHOIIECKOH CMepTHOCTH.
[emodunus sBseTCS BPOXKACHHBIM 3a60JIeBaHHEM, POSIB/SIIOLLAMCS Y JIHLL
MY>KCKOro 1noJjia reMoppariyeckiM CHHAPOMOM reMaToMHoro THna. [IporHos
B OTHOLUEHHH BBISHOPOBJIEHHS! HeOJaronpUsATHLEIH M 3aBHCHT OT CTENEHH
TSKECTH 3a60JIeBaHUs, CBOEBPEMEHHOCTH M aJieKBaTHoCTH TepanuH [1, 7).

[To coBpeMeHHLIM MpPEACTAaBJIEHUAM reMODHJIHS CBSi3aHa C HHU3KHM
colepXXaHHeM, KOJHYeCTBEHHOH H KayeCTBEHHON Hel0CTaTOYHOCThIO KaKoro-
JH60 OfHOro H3 (pakTOpOB CBEPTHIBAHMSA KPOBH. DTOT AE(PHLHT BHI3BaH
MYTaUHsMH reHa (akTopa CBepTHIBAHHS KPOBH.

ITo HeOCTaTOYHOCTH ONpe/lesleHHOro (hakTopa pasiH4aioT CJaenylo-
wye ocHoBHble THMbl remoduanu: A (nedpuuur VIII dakropa — ¢VIII), B
(neduumr IX dakropa — pIX) u C (neduumt XI dpakropa — GpXI). Femoduans
A BcTpeyaercs yaule, yem reMopuaus B, u cocrasaser 80-85% Bcex
cayyaeB reMouanH. ['eModHIHA HacefyeTCs O peLleCCHBHOMY NPH3HaKY,
cLenJeHHOMY ¢ MoJjioBo# X XpOMOCOMOH, NIPH STOM HACJeNyITCH OAHH M
TOT XK€ THN reMopHJHH H OAHHaKOBas TsxecTb 3a6oseBaHHf. B obiuen
nonyasiudd GoabHbIX remModuaveii 30-40% ciyyaeB MPHXOAMTCH HA CIO-
paauyeckyio reMoHJHIO, KoTopasi o6ycJOBJeHa CJy4YaWHOH MaTOJOrH-
YyecKOH MyTallMe# reHa.

HMcxons us KiloyeBoH poJii TPOMOGOLMTOB B Npolieccax CBepThIBAHHSA
KPOBH LIeJIBIO JaHHOTO HCCJIe[IoOBaHUS ABHJIOCh H3yYeHHe B3aHMOCBA3H MeX-
Ly HapyLIeHHSIMH reMoCTa3a ¥ H3MEHEeHHSIMH JIMITHAHBIX, 6EJIKOBHIX KOMIIO-
‘HEHTOB TPOMOGOLMTAapPHBIX MeMOpaH NpPH reMoUJIHH.
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WccneoBanys NPOBOAHIHCH B MeMGpaHaX TpoMGOLHTOB 32 nalHeHToB
¢ remopuaueii A. Kontposnem cJiy>Xnia KpoBb 30 mpakTHYeCKH 340pPOBbLIX
(6e3 HapyLIeHHH remocTasa) JuLl. JIis OLEHKH COCTOSIHMSA KOAaryJsiuHOHHOTO
3BeHa reMoCTa3a MCMOJb30BaJH OGLIETIPHHSATHE KJIAHHYECKHE TeCThi:
aKTHBHPOBAHHOE NaplHalbHOe TPOMGONIACTHHOBOE BpeMs,, KOHYECTBeHHO®
onpenenenne paxropa VIII, npoTpoMGHHOBLIA HHAEKC, TPOMGHHOBOE BpeMms,
KOHLEHTpaLuio puépuHorena Ha annapare "STAGO ST-4". Ilo conepxanmio
¢paxtopa VIII nauneHThl yCJI0BHO OblIK pasjiesieHbl Ha 2 TPYNMbI: ¢ BLICOKHM
(5% u Gonee) u nuskum (mvenee 5%) comepxkannem pakropa VIII (I u II
rpynnbi). '

TpoMGOUMTE! BbI/SIH Mo MoAM(pHUHpoBaHHOMY MeTtopy McCarty
0.J. et al. [4]. ®pakunonnpoBanre nosudochOHHOZHTHAOB OCYILECTBIISIHN
METOJIOM TOHKOCJIOMHOH XpoMaTorpathuy Ha 3aKpernyieHHOM cJioe CHIIHKaress
mapku JIC 5/40 (Uexus1), B cucTeMe pacTBOpHTeseli XJopoopm:MeTa-
Honm:ammuak (45:35:10) [6].

B TpomGouuTapHbiX MeMGpaHax omnpefejeHHe akTHBHOCcTH Na/K-
ATdassl npoBoAKAY MO MOAM(HIHpPoBaHHOMY MeToay Xie Z.J. et al. [10],
a Ca-AT®assl — no Dean W.L. [2], ocHoBanHEIM Ha perncTpauuy npupocta
Heopranuyeckoro (ocgopa B cpesie B xofie ATDasHol peakuun. AKTHBHOCTD
(pepMeHTOB Bbipa)kajlh B MKI HeopraHuhuyeckoro ¢ocdopa Ha Mr Geska.
OnTHuecKylo nuoTHocTb HaMepsiad Ha CP-46 npu anune BosHbl 700 HM.
CratucTHyeckasi 06paboTka AaHHLIX NPOH3BOAMJAChH C HCMOJb30BAHHEM
KPHTEpHSi IOCTOBEPHOCTH H pasnuyni CThblofieHTa.

PesyuasTaThl M 006CyXKIeHHE

B pesysibTaTe NMpOBEeAEHHBIX HCC/ENOBaHHH B TPOMGOLKMTaX KpOBH
06eHX rpynn BbISIBJEHO CYLIECTBEHHOEe HapylleHHe MeTabosu3ma (ochou-
nosutHzoB (PH) (puc.1). [onyueHHble faHHBIE CBHIETENBCTBOBANH O KOJH-
YeCTBEHHBIX H KayeCTBEHHBIX CIBHIaX B CIEKTpe MoJH(OCHOHHOIHTHIOB
npy reMoHJHH A B rpynnax nauMeHTOB C pasHLIM COAepXKaHHWeM (hakTopa
VIIL.

O xOHTPONS
Ol rpynna

O Il rpynna

AoKU

Puc.1. MsmeHeHHe oTHOCHTebHOrO cofepXanus (8 % or cymmsi)
MONH(POCHOHHOSHTHAOB TPOMGOUHTAPHBIX MEMOPAH MPH reMOhHIIHH pasHoil
CTENeHH TAXKeCTH

T Y g -
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Tak, y nauxenToB nepBoH rpynmnsl ¢ BLICOKHM cofepxaHHeM (akTopa
VIII ¥ cpaBHHTENbHO JlerkuM TeyeHHeM 3aGosieBaHWs HaGJIlOfaeTCs MOBbI-
LIeHHe OTHOCHTEJbHOro cogepskanus Tpupochounosutuaos (TPH), npu
O/IHOBPEMEHHOM CHH)KeHHH ypoBHs mudochounosutunos (IPH) u mMoHo-
ocponnosutios (MDH). ¥ nauuentos BTOpod rpynmsl 3Ta 3aKOHOMep-
HOCTb yCHJIHBaeTcs, NpH sToM yposeHb HPU cuuxaercss B 1.6 pasa, a
coaepxxanve TPU nosbiwaercs B 1.7 pasa.

Oco6bi¥i HTepec NPeACTaBJANM HCCeloBaHHS 0coBeHHOCTEeH HaMeHe-
HHSl BEJIHYHH KOS(QHLHEHTOB COOTHOLIEHHH moandochonHo3HTHAOB. [To
HawuM AaHHbIM (Ta6/IKLa), KaK Jerkoe, Tak H TSHKeJ0e TeueHHe reMOhHIHH
A xapakTepH3yeTcsi 3HaUYMTENbHbIM H3MEHEeHHeM BCeX M3yueHHbIX MOKa3a-
TeJsen.

Tabauya
H3menenue kosgppuyuermos coomuowenuil norugocgournosumudos
mpom6oyumos Kposu nayuermos ¢ eemoguruell A pasnoii cmenenu maxcecmu

CooTnowenus Konrposs I rpynna Il rpynna
n=30 n=20 n=12
TOU/ADU 0.79 1.2 0.40
TOU/MDU 0.70 1.1 0.46
APU/MDU 0.89 0.90 1.15

Y nauveHTOB U3 NMepBOH rpynmsl HabJIOAAIOCh CTATHCTHYECKH JOCTO-
BepHOe MoBhIlIeHHe Kos(pdHLHEeHTOB cooTHowenuit TOU /DU u TOU/
M®Y, npu stom 3HaueHHe Kosdduunenta JPU/ MOU ocraercs B npese-
Jlax KOHTPOJIBHbIX BeJIHYHH. TsXKkesloe TeueHHe 3abojieBaHHS, OTMeUaeMoe
y MalyeHTOB BTOPOH TPYNMbl NMPHBOJHT K Pe3KOMy, IOYTH ABYKPaTHOMY,
CHHXXEHHIO Kos(pduumenToB cooTHowenuit TOU/IDPU u TOU/ MU,
NMpPH OAHOBPEMEHHOM TNOBbILIeHHH Koshduuuenta JPU/ MDU. IMonyuen-
Hble pe3yJIbTaThl CBHAETENbCTBYIOT O HapyLIeHHH MeTa60H3Ma H3YYeHHBIX
KOMIOHEHTOB (POCHOHHOSHTHAHOrO LIHKJA, YTO NPOSBJAETCH SHAYHTENbHBIM
M3MeHeHHeM JIMMHA-JHMHAHBIX COOTHOIIEHHH B MeM6GpaHax TPOMGOLHTOB
NPH H3y4YeHHLIX COCTOSIHMAX OpraHWsMa. :

I[To nanubiM psina aBTopos [1, 8, 9], Hapywenue nestensHocTH OU-
CHTHaJbHOH CHCTeMBl CTHMYJIHpYeTCsl H3MeHeHHeM COJiepXKaHHs TPOMOHHa,
3amycKaeT KacKaji peaKUWH apaxHIOHOBOH KHCJOThHI, (ocopHIHpOBaHHE
psina GenkoB, Mo6uau3yerT Ca®* B K/JIETOYHOM MPOCTPAaHCTBE W M3MEHSET
TPaHCMOPTHbIE MPOLECCH.

STo MOATBEpXKAAeTcsl TaKXKe HCCJefOBaHHEM [efTeNbHOCTH TpaHC-
noptHbiXx AT®a3 u docdonunass A, (PJIA,). CorniacHo nosyyeHHbIM AaH-
HeM (pHc.2), y mauueHToB o6eMx rpynn Habmopaercs akTuBauus Na/K-
u Ca-ATda3, cBHAETeNbCTBYIOLIASA O HAPYLIEHHH B YCJIOBHSAX MaTOJNOTHH
tpaHcnopta Na*, K* u Ca%.
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Puc.2. AktuBHocTb TpaHcnopTHbX AT®as n ®JIA, B TPOMGOLHTAX KPOBH MpH
reMo)HJIHK PasHOH CTENEHH THIKECTH

3aperucTpHpoBaHHOE HaMH CHHXeHHe ypoBHsi JIPH, cTuMyanposan-
Hoe (haKTOpaMH aKTHBalUWH TPOMGOLMTOB, U MoGuau3auus Ca** B uuTo-
nnasMe CMocoGCTBYIOT BTOPHYHOW aKTHBAalUMH TPOMGOLMTOB, pecHHTesy
T®U (4o TakxKe BHISIBIEHO HAMH), HapyLIEHHIO NPOLLECCOB OKHCIHTELHOTO
ocopuanposanus (1, 3, 5, 8].

INosuienne akTHBHOCTH PJIA, yKasbiBaeT Ha HHTEHCH(UKAUHMIO B
STHX YCJIOBHSIX NpPOLIECCOB IHAPOJH3a MeMOpaHHBIX (ochONHUNHAOB U 3a-
nycK peakUWH apaXWAOHOBOrO KacKaja, H BCJIE[ICTBHE STOrO MOBpeXKIeHHe
6HomeM6paH.

OTH 3aKOHOMEpPHOCTH HauboJiee YETKO MpPOC/IEKHBAIOTCS B rpynne
NaUMeHTOB C TSXKENOH CTeNeHblO TSXKeCTH 3a60/IeBaHMS, CBHAETENbCTBYS
0 riy6OKHX [AeCTPYKTHBHBHIX Mpoleccax TPOMGOLHTaPHBIX MEMOPaH y SToi

KaTeropud OGOJIbHBIX.
[ocmynuaa 03.07.09

Uwwpniwl hwdwlwpgh b ppndpnghwwp punwiph
ujhnwlnigwjhG b jhujhnughG pununphsGiph ewGquipnuiGhph shol
YJuup hkindhihwyh dwdwwl

q.U. UwpqujuG

duwnwliqupwp thnfuwgynn ppnipnghnnywphwbph Jwppnud
htinphihwl hwiwpynud £ wnwgwwnwp, pwlqh wjl pwpdp nhulh qnponG
£ hhJwlnGph hwydwlnuinpjui, hGyuybs Gwl Jwijuwiwi L ywnw-
(tywl wwphph dwhwgnipjul wnnuiny:

Unwowgiwl wwwntwn k hwlghuwmd Swywpniwl gnponGibphg
npbk dEYh jwd dh pwGhup npujwiwi b pwiwiwljwl wipwywupwu-
nnipjnilp:

Cuwn dwhwpniwb gnponGGbph wipwiwpwpnipjul wwppbpmd GGp
htindhihwjh htnljw wnbuwlyGbpp. hbdndhhw A (VII-gnponG) hbdn-
$hihw  B(IX-qnpdn(), htninphthw C(XI-gnponG):

G1Gbm] dwlwpniwG qnpopGpwigntd ppnipnghinlbph wnwewwnwip
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ntiphg’ htinphihw)h dwiwGwly nuniGuwuhpyb) b6 hbdnunwgh L ppndpn-
ghnwp pwnwlph Swpwywjhl L uwyhwnwynigwihl pwnwnphsGph
fuwlqupnuiGph dhol bnwd Juuyp:

Muwnpqyby £, np pun dwlpnipjwl wunhwGh htinppihw)h dwdw-
Guy Gywwnynud t wpjwl ppndpnghnGbpnud hGswbu Na/K-, Ca-Ubd-w-
quijh(, w)Gujbu £ nudnihuywqui A2-h wipnpynipywG bwlwl pupdpugnu:
Liwlwwhy wywunlbp (Yunymd £ $nupnhlnghguyhl wqnububuyhl
hwiwjwpgh nwunuiGwuppiwl dwiwluly:

Interaction betwen the disorders in the system of hemostasis and lipid
and protein components of platelete membranes in hemophilia

V. M. Sargsyan

Among hereditary trombocytopathies hemophilia ranks as a leader, as it isa
a risk factorfor invalidity of patients, and also the infantile and youth mortality.The
prognosis for recovery is unfavourable and also depends on severity of the dis-
ease, timeliness and adequacy of therapy.

The interaction betwen the state of hemostasis and lipid and protein compo-
nents of platelet membranes has been studied in patients with hemophilia A.It has
been demonstrated that in blood platelets depending on the severity of hemophilia
a significant rise of Na/K, Ca/ATPase as well as phospholipase A, activities is
observed. The same result is found in the signal system of phosphoinosides study.
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