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BeepeHue

lemodmnua A n B — Hamnbonee yacTto BcTpe-
Yyawlmecss  HacneacTBeHHble  remopparnyeckve
anatesbl, 0DYyCNOBMEHHbIE HEOOCTaTKOM WU MO-
NeKynApHbIMA  aHOManuMaMKn aKToOpPoB Vil UMK IX
COOTBETCTBEHHO. B 3aBucumocTn oOT ypoBHSA Ae-
duumMTHOro hakTopa pasnuyatoT Nerkyt (Bble 5%
dakTopa), cpegHen TSKECTU (2—5%), TSKENy (1—
2%) W KpavHe TAXenyk (o—i%) CTerneHn remodwm-
. OCHOBHBIMW  KITUHUYECKMMU  MPOSBIEHMSMMA
OaHHOro 3aboneBaHus SBMASIOTCA peuManBUpYHO-
lWMe remapTposbl B KpYyMHble CyCcTaBbl KOHEYHO-
CTEN, MNOAKOXHbIE, MEXMbIeYHble, 3abplLLIMHHbIE
remaTtomMbl, OBunbHble U AnUTENbHbIE KPOBOTEYEe-
HMS Mpu TpaBmax W Ap. [11. Jonroe Bpemsa T4-
XeCTb remMopparm4yeckoro cuvHgpoma y OonbHbIX
remoounuen obbsiCHANAcb TONbKO KOHLEeHTpaunen
aHTUreMounbHbIX dakTopoB. Ho, kak Obino nog-
MEYEHO B KNuMHUKe ANTaNCKOro rocygapCTBEHHOro
MeguumHCKoro yHmsepcuteta (AFMY) wun psgom
OpYyrMx aBTOpPOB, MpU OAMHAKOBOM YpPOBHe Aedu-
UuTHOro daktopa heHoTUNNYECKNe MpPOSBIEHNS
MOFyT 3HA4YUTENMbHO OTNUYaTLCH, OCODEHHO Y
BONbHBIX C TSKENOW W KpariHe Tshkenon dopmamm
remocpunun [17]. BepoAaTHO, BbIPaXEHHOCTb KIUHM-
YeCKOW CUMNTOMaTUKM ONpedenseTcs He TOmMbKo
ypoBHEM (DaKTOPOB Vil UMK 1X, HO U APYrMMU MpU-
YnHaMW.

B nocnegHve roabl NpoBOOATCS aKTUBHbIE MO-
WCKM MPUYMH BbICOKOW BapunabenbHocTu eHoTH-
nMYeckux npossnexHuin remodpunuu. K atomy noa-
TankvBaeT B TOM uucne noseneHne Bce 6Gonee

3(pPEKTUBHBIX N OAHOBPEMEHHO bonee arpeccuB-
HbIX METOAOB 3aMecTUTenbHoW Tepanun. B nu-
TepaType onucaHbl crnydaum wHdapkta Muokapga,
Tpombo3a rnybOKNX M MOBEPXHOCTHBLIX BEH HWXKHUX
KOHEYHOCTEN U OpYrux nokanusauui, cBA3aHHble C
NCNONb30BaHNEM KOHLEHTPaATOB Fvia WNW npena-
pata «Penba» [12—14]. BbigBNeHWe HOBbLIX nartore-
HETUYECKUX 3aKOHOMEPHOCTEN TeyeHuss remodm-
nM No3Bonumno 6bl ynyylwunTb UHAMBUOYaNU3aLuio
neyebHOM cTpaTerMu, yMeHbLUUTb CTEMEHb U 4a-
CTOTY, @ MHOrAa, BO3MOXHO, faxe usbexaTb MHO-
)KEeCTBa OCMOXHEHWI Kak caMoro 3aboneBaHusi, Tak
N ero MeavMKkamMeHTO3HOW Koppekuuwn, Gonee pauum-
OHamnbHO MCMoNb3oBaTb (YUHAHCOBLIE PECYPChI,
OrpaHNYEHHOCTb KOTOPbIX HE MO3BOMSET LUMPOKO
BHeOpPATb Haubornee npOrpeccuBHbIi Ha  Ccero-
OHAWHUA OeHb NpodMNakTUYECKMA MeToL 3ame-
CTUTENbHOro neYeHns.

M3yyeHne pasnuyHbIX 3BEHbEB CUCTEMbI rEeMO-
cTasa Yy MauMeHToB, CTpajarolmx remMounnen,
nposBogumoe B KnuHuke AIMY, nokasano BbICOKYHO
yactoTy TpombouuTonatun, aAedumumta dakTopa
Bunnebpanga n gedeKkToB KOHEYHOro 3Tana CBep-
TbIBaHWUS1 KpoBM [2, 3, 8]. Kpome Toro, y 6onbLioro
yncna 6GonbHbIX remodwunuert  AuarHocTuposaHa
Me3eHxumanbHas gucnnasua (M), kotopas cama
no cebe 4yacTto COMpPOBOXAAETCA pasfnMYHbIMU Ha-
pyLEHNsIMM B CMCTEME FremocTasa M remopparnye-
CKUM CUHOPOMOM MPEUMYLLECTBEHHO MO MMUKPO-
UMPKYNATOPHOMY TUMNY (Tak HasblBaeMble remop-
parnyeckme Me3eHxumarnbHble aucnnasuun) [i, s, s,
9], KOTOPbIN Hapsgy C TUNUYHLIM FEMaTOMHbIM TU-
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MOM LUMPOKO pacnpocTpaHeH Yy O60mbHbIX AaHHOW
rpynnebil.

Llenbto npepncraBneHHOW paboTbl CTano umayde-
HMe B3aMMOCBA3W OUCHYHKLUN TPOMOOLUMTOB, Hapy-
LIEHNs1 KOHEYHOro 3Tarna CBepTbiBaHUS KPOBUM — MO-
numepusauum MoHomepos ubpuHa M MUKpOLMP-
KyNATOPHOW KPOBOTOYMBOCTU Y BOMbHLIX reModu-
nMen C Hanuunem Me3eHXMMarnbHOW Aucnnasun u
6e3 TakoBoK. Takke npeacTaBfieHa OLEHKa COCTO-
AHUSI COCYOMNCTOW CTEHKM Yy BOMbHbIX reModunmen,
MOCKOMbKY [OKa3aHO aKkTUMBHOE yyacTue SHAOTenus
cocynoB B perynsauum remocrasa W Henocpen-
CTBEHHOE OTHOLUEHWe 3HAOoTEeNuanbHOW AUCKYHK-
UMW K HapyLIEHUSIM B CUCTEME CBEPTbIBAHUSA KpPO-
BW [10, 16].

B HacTtoswee Bpemsa B knuHuke AIMY nosisu-
nacb BO3MOXHOCTb WCCNEeAOBaHUSA TEHHbIX MyTa-
LUMA CUCTEMbI remMocTasa, NPUBOASLLNX K PasBUTUIO
KaK HacneacTBeHHbIX TpombodunuiA, Tak U remop-
parnyeckmx nposeneHun. ogobHble wuccneposa-
HUS aKTMBHO MNPOBOAATCA MPU M3ydeHun Tpombo-
3MBOMMYECKMX OCINOXHEHUA B KapOUOMOrMyeckomn,
HEeBpPOMOrMYeckon npakTuke, B akyllepctse U rU-
HEKONormn, HO HEeAOCTaTOYHO PacnpOCTPaHEHbl B
nccnegoBaHuaX remopparmyeckux 3abonesaHuin, B
YaCTHOCTU remMounuMu, B TO BpeMs Kak peHOTU-
nnyeckne apgekTbl 3TUX NONMMOPAIU3IMOB MOTYT
OKasblBaTb CYLLIECTBEHHOE BIIMSIHWE Ha KIWHUYe-
CKMe npOoSABMEeHUs AaHHOW naTtonormm u nopacka-
3aTb HOBble NYyTW UX Koppekuun. B gaHHon paboTte
n3yyeHa 4actoTa BCTpeYaemMoCTW psiga reHetmye-
CKMX OedeKkToB — MyTaumid B reHax CUCTEMbI
CBepTbiBaHMSA KpoBM Yy OOMbHbIX remodunuen,
NpoXMBaKLLNX Ha Tepputopum ANTanckoro Kpas.

MaTtepuan u metoapl

lMpoBegeHo obcnegoBaHMe 150 OOMBHBLIX FeMo-
dunuen, HaxogdaWmMxca Ha ydeTe B AnTanckom re-
mMaTtonormyeckom LeHTpe. W3 paspabotkn 6binu
NCKIOYEHbI BOMbHbIE C  BbIPaXXEHHbIMU  KITUHUKO-
nabopaTtopHbIMK MPOSIBNEHUSIMA MATONOMUKN Neve-
HW, OOYCMNOBMEHHON WHMUUMPOBAHHOCTBID WX BU-
pycamu renatuta B n C, 4yto Takke Mormno cka-
3aTbCA Ha MapameTpax cucTembl remoctasa. Y
BCEX NaUMEHTOB MCKMoyanca aeduuut dgakrtopos
NPOTPOMOMHOBOrO KOMMMekca M Obln HopMarnbHbIM

NpOTPOMOMHOBLIN MHAEKC. W3 padpaboTkm 6binu
UCKIIOYEHbI Takke OGOrnbHble C BTOPUYHBIM pEBMA-
TOMAHBbIM CMHAPOMOM U WUMMYHHBIMU MHIMbutopa-
MU (PaKTOPOB CBepPTbIBaHWA KpoBu. /13 ocTaBLumx-
CA nocrne 9TOW CenekuMum 47 MNALUEHTOB Yy 27
(57,4%) OblNM OBHapyXeHbl KNMHUYECKNE MposiBrne-
HUS Me3eHxumanbHon aucnnasum (M), Toraa kak
Yy 20 (42,6%) 9TMUX MPU3HAKOB He ObINO, U OHU CO-
CTaBWIN FPyMny CpaBHEHUS.

Onpegenexnve QyHKUMM TPOMOOLMTOB NPOBOAM-

nocb Ha arperometpe «bmona» (r. Mockea). [Onsa
OLEHKN COCTOSIHMA KOHEYHOro 3tana cBepTbiBaHUA
KpoBM onpefensnacb CKOpPOCTb Nonumepusaumm Mo-
HomepoB nbprHa C NOMOLLBIO TECTOB ayTomnonmMme-
pusaumm no A.lL. BbiweBckomy (1985)
n retepononuvepm3auum  no  .A. CyxaHoBow,
W.I. MNeperygoBor (1991). YpOBEHb SHOOTENUHA-1
(OT-1) onpepensanu B 3OTA-nnasme mMMMyHodep-
MEHTHbIM METOAOM C MOMOLLbI AMarHOCTUYECKUX
Ha60p08 CpVIprI «Biomedica».

M3yyeHne pedektoB B reHax CUCTEMbI CBEpP-
TbIBAHWSI KPOBWM MPOBEAEHO B rPynne u3 45 nauu-
€HTOB, B KOTOPYK BOLUN 30 MYXYWUH, BONbHbIX re-
Mochbunuen A, N 10 My>XXUYMH, CTpajaroLmx remodu-
nven B, 5 XeHWMWH — KOHOYKTOpoB remocdunun A.
Cpeghun BO3pacT OOnbHbIX cocTaBun
(22,6 = 4,6) roga. MonekynapHo-reHeTu4yeckoe Te-
ctnposanne [OHK BbinonHsanoce metogom [LP B
UMMYyHOIormyeckorn  nabopatopun  ropGonbHULEI
Ne 11 r. BapHayna v Bknyano uccrnegosaHue no-
nuMmopdunsma naTU reHoB: (pakTopa v (Arg506Gin UIN
MyTaUWS FV Leiden), MPOTPOMOMHA — FiI (20210 G/A),
MeTuneHTeTparngpodonatpeaykrassel  —  MTHFR
(Ala222val), MPOKOHBEPTUHA — FVII (Arg353Gin), WHIU-
OGuTopa akTMBaTOopa NNasMUHOTEHA — PAI-I (675 4G/
5G).

PesynbtaTthbl
CBe,quvm O BbIABJIIEHHbIX Y OOnbHbIX Nnpu3Ha-

kax ML npuBegeHbl B Tabn. 1.

Tabnuua 1

Buapbl M 4acTOTa AMCNIACTUHECKUX MPOABAEHUH Y 60/1bHbIX
remodpunmen

Mpusnak MM, YactoTa gncnnactnyecknx npossne-

HWUIA

abc. % (K obLiemy yuc-
ny Bcex GOMbHbIX
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| M)
'mnepanactos koxu 17 62,9
[MaTonoruyeckoe Hapylie-
HWne 15 55,6
hopMbl FPYAHOW KNeTKn
'MnepmoBunbHbIA CUH- 10 37,0
Apom
Mnockoctonune 8 29,6
[oTnyeckoe Hebo 7 25,9
TeneaHrnakrasum 6 22,2
KpbinoBuaHble nonatku 6 22,2
[o6aBoyHble xopapl B ne-
BOM >Xernyaoyke cepaua 5 18,5
Opyrve nposiBneHus (He-
¢po-nTo3, nepernd LIenkm
XKenyHoro nysbipst U Ap.) 12 44,4

Kak BNOHO W3 Taon. 1, Hanbonee 4acTbiMuU

nposiBrneHnsmm ML y GonbHbIX remocunueri Gbinm
rMnepanacto3 KoXu, naTonornvyeckme u3MeHeHus
OpMbl  TPYAHON KNETKW, rMNepMobunbHOCTb Cy-
CTaBOB C MNPUBBLIYHBIMW BbIBUXaMu, MfOCKOCTOMNME,
rotudeckoe Hebo. Mpu atom B GonbLUMHCTBE Chy-
YyaeB y OOMbHbLIX BbISABAANCA HE OAMH, @ HECKOJb-
Ko npusHakoB M[I B pasHbIX coyeTaHusx. Tak, no
Tpy npusHaka MO umenu 9 naumeHToB, YyeTbipe —
6, NATb — 4, WeCTb U B6onee — 5 GoNbHbIX.

CpenHuin ypoBeHb hakTOpOB Vil UNK IX B Mnas-
Me Yy OONnbHbIX OCHOBHOW T[pynnbl COCTaBUIN
2,4 £ 1,9, @ B Ipynne CpaBHEHUs 1,9 % 1,0 (P < 0,5).

lMpoBefeHHbIE UCCRegoBaHUA Mokas3anu, 4To y
GonbHbIX remodunueri ¢ npusHakamn ML cyuie-
CTBEHHO CHIKEHbI MNOKasaTenu arperauyum TPOM-
6ountoB M ypoBeHb (pakTopa BunnebpaHga, 4TO
WHOrda co3gaeT onpedeneHHble TPyAHOCTU Mpu
ancbdepeHymaumm nerkmx cgopm remodounum A un
6onesHn BunnebpaHga (tabn. 2).

M3 npuBedeHHbIXx B Tabn. 2 M 3 AaHHbIX cne-
ayeT, 4To y BonbHbIX ¢ remodunueri 6e3 npusHa-
koB M/ cpegHve nokasatenu BCeX BMAOB MHAOYLM-
pOBaHHOW arperaumm TPOMOOLMTOB M YPOBHSA hak-
Topa Bunnebpanga Gbinn 6nm3kM K BEpXHEN rpa-
HALE HOPMbl M HEe OTNIMYanMCb OT KOHTPOSbHbIX
BenuunH. B noprpynne ke 60nbHBIX C Npu3Hakamm
M BbISiBNEHbI CYLECTBEHHbIE HapyLleHUs YHK-

UMM TPOMOOLMTOB, YTO He XapaKTepHO AN remo-
PUNUKN Kak TakoBOMW.

YacToTHbIN aHanu3 HapyLlleHWin arperauvoHHOM
dyHKUUKN TpombouutoB y 6OMbHBIX remodunmen
nokasan, 4to npu Hanuuum M knuHWYeckn 3Ha-
ynmoe cHmxeHue AdP-arperauym MMeno Mecrto y
18,5% OOMbHbIX, HA PUCTOMWULUH Yy 11,1%, HA KomnareH
— Y 7.4%, HA agpeHanuH — y 7,4% 0OCnegoBaHHbIX.
HapylwieHne nokasaHuii remonmnsat-arperauymoHHOro
Tecta HangeHo Yy 14,8% OONbHbIX AaHHOW rpynnbl.
Bcero npu yyete BCcex BuAoB arperaumm Tpombo-
UMTOB HapylweHue 3Ton yHKUUM OBHapyxeHo y
59,2% OONbHbIX remodunuert ¢ ML, B To BpemMsi Kak
B nogrpynne 6e3 M[ oTmevanucb HopmanbHas
UNNW  YMEPEHHO MOBbILWEHHAs UHAYLMPOBaHHAas
arperayusi TpoMOOLUMTOB U NULWb B 5,0% (P > 0,05)
ObINI0 OTMEYEHO YMEPEHHOE CHWXEeHue B remonu-
3aT-arperaumMoHHoM TecTte. CHWXeHue cogepaHus
dakTopa BunnebpaHga meHee sox OOHapyXeHO Yy
11,1% OOMbHbLIX C Npu3Hakamu M, B TOM uucne y 1
6onbHoro ¢ remodunuen B. B noarpynne 6onb-
Hbix 6e3 M[] Takux cny4aeB He Obino.

[Ons oueHkn KOHEYHOro 3Tana CBepTbiBaHUS
KpoBu Oblna nccnegoBaHa CKOPOCTb MONMMEpu3sa-
umMm MoHomepoB dubpuHa (MP) y GomnbHbIX remo-
dwvnven ¢ MO n Ge3 TakoBOK B TecTax ayTo- U
retepononumepmusauun. Pesynbtatbl 3TUX wuccne-
JOBaHWIA npeactaBneHel B Tabn. 4, M3 KOTOPOW
BMAOHO, 4YTO y OGonbHbIX remocunuen 6e3 ML go-
CTOBEPHbIX OTKIIOHEHUA OT HOPMbI B TecTax ayTo-
N retepononumepmsauum He HamgeHo. Mexagy Tem
y OGonbHbIx remocmnven ¢ M[ ckopocTb camo-
cbopkm M® B Tecte ayrtononumepmsauum 6bina
OOCTOBEPHO WM 3HAUUTENbHO HapylleHa No CpaBHe-
HUIO C KOHTpPONEM (p < 0,001), YTO YyKasblBaeT Ha
HanMume y Hux AMCHPUOPMHOTEHEMUU C TOPMOXE-
Huem nonuvepusauymm M®. B Tecte retepononu-
Mepusauum 3amefnrnieHne Cckopoctu  prnbpnHOOoO-
pasoBaHUsA OKasanocb MO CPaBHEHMUIO C KOHTPOMeMm
HeJOCTOBEPHbIM B 00eux nogrpynnax, Yto ykasbl-
BaeT COrMnacHO npefHasHayeHUKo 3TOro TecTa Ha
oTcyTCTBME B MNnas3Me 60nbHbIX WUHIMOMTOPOB MO-
numepusaummn Mo.

Tabnuuya 2

Mokasatenu arperaumm TpOMGOLMTOB M YpoBeHb hakTopa Bunne6paHaa y 60/ibHbIX reModUIMeEN C Me3eHXMMalbHOM Aucnaasuen U
6e3 TakoBOM

Tect

[NokasaTenu TecTtoB
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Cocyducmo-mpomboyumapHsie HapyweHus u 2eHemuyeckul no-

emonusaT-arperaums

14,8

KoHTponb | BonbHble ¢ npusHakamn ML | pc« | BonbHble 6e3 npusHakos MO | p« P
(@D (2)
AP, -10° Mmonb 67,4 * 1,4 46,2 £ 2.1 0,01 71,3 £ 1,9 0,5 0,01
AgpeHanuH 71,0 £ 3,7 51,1 £ 2,8 0,01 76,5 £ 2,1 0,5 0,01
KonnareH 61,4 £ 2,3 41,0 £ 1.4 0,01 65,4 + 2,3 0,5 0,01
PuctomuumH 80,0 £ 4,3 66,1 + 2,1 0,01 81,0 £ 1,5 0,5 0,01
[emonuaaT-arperaymoHHblin TeCT MaHy- | 102,0 £ 4,5 60,5 + 2,1 0,01 105,2 % 2,4 0,5 0,01
anbHo
YpoBeHb hakTopa Bunnebpanga 87,6 * 3,1 68,2 = 1,8 0,01 88,6 * 3,2 0,5 0,01
Tabnuua 3
YacTtoTa BbiBNeHUA AUCPYHKLMM TPOMBOLMTOB B Noarpynnax 60/bHbIX reModuamen
Bug arperaumun YacToTa HapylleHun arperauum
c M 6e3 M
abc.| % (0T yncna Bcex 6onbHbIX [abc.| % (OT umcna Bcex GOMbHbIX

MO M)

ALO®, -10° MOnb 5 18,5 0 -

AOpeHanuH, 10 MKr/mn 2 7,4 0 —

KonnareH 2 7,4 0 —

PuctomuumH 3 1,1 0 —

4 1
1

WHTerpanbHblii nokasaTeslb 4acToThbl HapyLUEHWIA pasHbIX BUOOB
arperaumu

Tabnuua 4

MokasaTenu nonnmepmsaumnm M@ y 601bHbIX remoduanen
C Me3eHXMMaJIbHOM aucniasmen u 6e3 Takosom

BonbHble remodm-
nnen
TecT nonumepusaymm o MO | 6es MO KoHTponb| p.« | p.«
m (2)

AyTononumepusauus, [24,0 * 3,6 11,7 £ 1,2 12,5 £ 1,2 0,001 0,05
c

[eTepononumvepunsa- 13,3+ 23 13,8 *1,4 107 £ 1,7 0,05 0,05
uus, ¢

AHanu3 4acTtoTbl HapyLEHWA KOHEYHOro 3aTana
CBEpPTbIBAHUA MOKasan, 4To Yy 22 (81,4%) OOMbHbIX
remocpunueri ¢ npusHakamm ML oTmevaeTcsa Knu-
HUYECKM 3HaYMMOe 3amearnieHVe CKOpPOCTM MOoNnn-
mMepusauumn cobctBeHHbIx M®, B TO Bpemsa Kak Yy
GonbHbIX remodunuen 6e3 ML Takux M3MeHeHuI
He oTMe4vanocb. Y 8 (29,6%) M3 HUX ObINO OGHapy-
)KEHO M30MMPOBAHHOE HapyLleHMe CKOpPOCTU ayTo-
nonumepmsauumn 06e3 M3MeHeHuih B TpombouumTap-
HOM remocTtasde. OcTanbHble 14 (51,8%) MALUMEHTOB
MMEnn coYeTaHHble C TpombouuTonaTuer HapyLle-
HusA. Tak, coyeTaHue HapyleHUn KOHEeYHOro aTtana
CBEpPTbIBAaHUSA KPOBU U CHWXEHME YPOBHsS hakTopa
BunnebpaHga Habnoganochb y 2 (7,4%) OONbHbIX, B
TOM 4ucne y 1 ¢ remocpunuern B. Hanuune op-

23

59,2

HOBPEMEHHO HapyLUEHWUs1 arperauyMoHHOn (YHKLMM
TPOMOOLMTOB M 3amMeaneHns CKOPOCTU ayTomnonun-
mepusauum MO Habnoganocb y 12 (44,4%) Naum-
€HTOB, MMerLWKnX remodpunmio B covyetaHum ¢ M.

Takum o0pasomMm, y GonbHbIX remodunuen A un
B ¢ npusHakamu ML Kpome XxapakTepHbIX Ana aTux
3aboneBaHWii HapyLUEHUA B KOarymnsuMOHHOM re-
MOCTa3e 4acTO MMEKTCA U CyLLEeCTBEHHble COABUMM
B TpombouuTapHOM 3BeHe, a TaKkKe HapylleHue
KOHEYHOro aTana CBEPTbIBAHUS — TOPMOXEHUE Mo-
numepusaummn Mo.

MockonbKy kpoBoTounBoCcTb npu ML npote-
KaeT, KkakK npaBuio, Mo MUKPOLMPKYNATOPHOMY
TMNy, OblN NpoBedeH aHanui remopparn4yeckmx
nposiBNeHnn y BonbHbIX remocunuenrn ¢ MO n 6es
TakoBon. K MUKPOUUPKYNATOPHOMY TUMY KPOBOTO-
UYMBOCTU OTHOCHATCSHl, KaKk W3BECTHO, MeTexuanbHO-
NATHUCTblE (CUHSAYKOBble) 6Ge36one3HeHHble Kpo-
BOU3NUSIHUS B KOXY, NMOSIBNEHME OECHEBbLIX KPOBO-
TEYEHWA, 4YacTble HEeCNPOBOLUPOBAHHbIE HOCOBbIE
KPOBOTEYEHMS, MOMOXUTENbHBIE KOXHble NPOOblI Ha
JNIOMKOCTb KanummnspoB M gpyrue (tabn. s).

AHanua, npoBefeHHbI B noarpynnax, nokasan,
4yTo Npu codvetaHun remocoumnum ¢ M B 2,8 pasa
yalwle BcCTpevanacb KanunnspHas KpOBOTOYMBOCTb,
yem B noarpynne 6onbHbIX remocunuen 6e3 ML.
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Mpu nccnegoBaHum OT-1, MPU3HAHHOIO Mapke-
pa aHOooTenuanbHOW AUCAYHKUWUW, BbISBMEHO €ero
NoBbIWEHME Yy 100% MNAUMEHTOB C remModunmnen.
CpegHuin  ypoBEHb 3TOr0 MokasaTtenst CoCTaBun
(1,68 £ 0,16) pmonb/Mn B rpynne 60nbHbIX remModu-
nuen c npu3Hakamm MO " (1,53 *
* 0,14) dMoOnb/MN B rpynne naymeHtos 6e3 M, yto
3HauUTENbLHO NPEBLILAET NoKasaTenn KOHTPOSbHOW
rpynnel — (0,26 * 0,06) oMonb/mMN. [oCTOoBEPHOMN
pasHuubl ypoBHA 3T-1 y 6onbHbix ¢ MO n 6e3 Ta-
KOBOW He BbisiBNeHo. pn 3ToM B rpynne 60MbHbIX
C KpariHe TSXKenon cTeneHblo remounmmM B coye-
TaHun ¢ M nokasatenb OT-1 Obin MakcUManbHbIM
W coctaBun (2,19 * 0,18) OMONb/MN, B TO BpPeEMS
Kak Mpu NerkoW CTeneHwn (0,84 = o0,11) PMOMb/MA C
OOCTOBEPHOW Pa3HOCTbIO MEXAy 3TMMMU rpynnamu
(p < o0,001). B rpynne 6onbHbIXx 6e3 mMe3eHxmmanb-
HOW Aucnnasuu nokasatenb OT-1 Takke U3MeHAnN-
Csl B 3aBUCMMOCTWU OT CTEMNEHU TSKECTU remModu-
MM N coctaBun B rpynne c KparWHe TaXenom u
nerkon dopMamm remounnum (1,94 * o,16) OMOnNb/
M M (0,71 % 0,12) PMOMb/MA (P < 0,001) COOTBET-
CTBEHHO.

Tabnuuya s

Buapbl M YacToTa remMopparMyeckmx nposABAEHUM Yy 60/IbHbIX
remoduamMen ¢ MeseHXMMalbHOM AUcniasmen M 6e3 TaKoBOM

YactoTa nposiBneHuin y 6onbHbIX remocu-

Bua kpoBOTOUMBOCTY et

c M 6e3 M[
% (OT umcna % (OT yucna
abc.| Bcex BonbHbIX [@abc| Bcex GonbHbIX
MO) MO)
Mwukpounpkynstop- | 19 70,4 5 25,0
Has
emapTpo3bl 27 100,0 20 100,0

Takum obpa3om, NpoBedeHHble MCcCneaoBaHUS
nokasanu, 4To y 60nbHbIX remodunuent Hepeako
BbISIBNSAETCA CcoYeTaHne Aeduumrta akTopos Vi
unu x ¢ npusHakamum MO 1 ¢ TUNUYHBIMKM ANda No-
crnegHNX HapyweHusasMn TpombouMTapHOro remo-
cTasa W KOHEYHOro aTana CBepTbiBAHUA KPOBU, a
MMeHHO nonumepmusauun M®. 3T HapyleHus 4va-
CTO Bpayamym MNpPOCMaTpmMBAaIOTCH, MOCKOSbKY OHM
MacKMpylTCa 3HaunTenbHo ©Gonee Tsxenow re-
MaTOMHOWN KPOBOTOYMBOCTbIO, CBOMCTBEHHON Femo-
dvnmm. Hanunune y 60mnbHbIX remodunuen npu-
3HaKoB, xapakTepHbix ans ML, no coOCTBEHHbIM
OaHHbIM, MOXeT CyLIeCTBEHHO CrnocobcTBoOBaThb
pasBUTUIO psida remopparmvyeckmx nposiBeHuin. 3To
HYXXHO yuuTbiBaTb W MpuU NPOBEAEHUN Tepanuu
BONbHbIX reModunmMen, NOCKOMNbKY W3BECTHO, YTO
ycyrybnenne AMcdyHKUMM TPOMOOLMTOB CO 3HAYU-
TENbHbIM  YCUINEHMEM  KPOBOTOYMBOCTU  MOXET
BO3HMKaTb MO BIIMSHUEM WHTEHCUMBHOW TpaHC-
dy3MOHHON Tepanun U psaga  NeKkapCcTBEHHbIX
CpeacTB, a Takke Mpu MOSBMEHUN Y HUX B LIMPKY-

nagnmm. UMMYHHbIX I/IHFI/I6VITOpOB CcBepTbiBaHUA.
Tabnuua s

Pacnpegenexue nosmmopdm3Ma reHoB CUCTEMbI FreMOCTa3a Y 60J1bHbIX remoduInen

Yucno BbisiBNEHHbIX GonbHbIX | % (OT obLero yucna 6onb-

Monumopdnam BapwuaHT reHotuna | C reHeTu4eckum nonnumopun3s- HbIX, UMeLnx mMytTauumn)
MOM
FV Leiden (Arg506Gin) 1691 G/A 1 24,4
Fll (20210 G/A) 20210 G/A 15 33,3
677C/T 28 62,2
MTHFR (Ala222Val) 677 T/T 2 4

FVII (Arg353Gin) 10976G/A

15 33,3

PAI-I (675 4G/5G) 675 4G/5G

675 4G/4G

NccnegoBanne OT-1 BbISBUNO 3HAYMTENbHYI Bbl-
PaXEHHOCTb  SHAOTENMaNbHOW  AUCHYHKUMM Y
GonbHbIX reModunmen.

19 42,2
17 37,8

[laHHble 0 pacnpoCTPaHEHHOCTU U3yYaeMbIX
reHeTU4Yecknx NonMMopdmM3aMoB B rpynne obcnego-
BaHHbIX NaUWeHTOB NpeacTaBrneHbl B Tabn. 6.
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JIUMOpuU3M...

B pesynbrate wuccnepoBaHwii MyTtauumn 6binu
BbISIBNEHbI Yy 44 MALMEHTOB W3 45, YTO COCTaBWJSIO
97,8%.

dPakTop v CBepTbiBaHWS KpOBWU sABnsieTcst Gen-
KOBbIM KOhakTOpoM npu o6pa3oBaHMu TpombuHa
M3 npotpombuHa. [lonumopduamM 1691 G/A  Leiden
(aMWHOKUCNOTHaA 3aMeHa aprvHuMHa rnyTaMmmMHOM
B MO3MUMM 506, W3BECTHAs TaKKe Kak MyTauus
IlengeH) npuaaeT yCcTOMYMBOCTb akTUBHOW dhopme
dakTopa v K paclennsowemMy OEeNCTBUIO aKTUBU-
poBaHHOro npoTemHa C, 4YTO NpUBOOUT K runep-
Koarynaumn. YactoTta reteposmMrotHOro HoOCUTEnb-
CTBa y eBponenueB konebnerca oT 2 O 16%, MOMO-
3UrOTHOrO — A0 0,1% [4, 11, 15]. B mM3yyaemon rpynne
reTepo3nroTHOE COCTOSIHUE TEHa FV Leiden 1691 G/A
OblNo OOHAPYXEHO Yy 11 (24,4%) MALWEHTOB, rOMO3W-
roTHoe — He oBHapyXeHo.

MyTauma reHa npoTpoMbBUHA G20210A XapakTe-
pU3yeTCs 3aMeHON HyKkneotuga ryaHwHa (G) Hy-
KNeoTnaom afeHuHa (A) B no3vumm 20210. M3-3a
YBEJIMYEHNST IKCMPECCUM MYTAHTHOIO reHa YpOBEHb
npoTpombuHa MoxeT OblTb B 1,5—2 pasa Bbille,
yem B Hopme. [eTepo3nrotHoe coctosaHue reHa Fll
(Nnpuyem myTaums HacnegyeTtcs Mo ayTOCOMHO-A0-
MUHaAHTHOMY Tuny) cpean obcnenoBaHHbIX Naum-
€HTOB ObINO AMarHoCTMPOBAHO Yy 33,3% OOJMbHbIX,
YTO CYLUECTBEHHO MNpPEBbLILAET pPacyeTHble BENMYU-
Hbl (2—3% Yy MpeacTaBuTeNneln eBpONeouaHON pachl)
[4, 11, 15].

MeTtuneHTeTparngpodonatpeaykrasa urpaet
KrnoyeBylo porb B MeTabonuame ponueson Kuc-
notbl, gedekr atoro depmMeHTa npuBoauT K n3bbl-
TOYHOMY HaKOMIIEHMIO TOMOUMUCTEMHA B Mra3me
KpoBu — runepromounctemHemun (I'T). Monumop-
U3M MTHFR LLUMPOKO PacrnpoCTpaHEH B €BpOMNewn-
CKOM nonynauuun. [eTepo3nUroTHbIMU HOCUTENAMMU,
MO HEKOTOPbIM [aHHbIM, ABMASATCH 60% €BPOMEK-
L€eB, FTOMO3UTOTHbIMU 4—15%. Y 5L, FOMO3WUIOTHbIX
no AdaHHoW MyTaumm (reHotun T,T), oTmevaeTcs
TEpMONabunbHOCTb MTHFR M CHWXKEHWE aKTUBHOCTU
depmMeHTa NpUMEPHO A0 35% OT CPeaHero 3Haye-
HUSA, YTO MOYTU B 10 pa3 MOBbLILAET PUCK Pa3BUTUSA
T [4, 1, 151. B npoBegeHHOM HabniogeHun nony-
YeHHble pes3yrnbTaTbl Okasanucb OnM3kM K pacyet-
HbIM U COCTaBWUIMKN 62,2 U 4,4% COOTBETCTBEHHO.

dPakTop Vi 3anyckaeT BHELWHWA MNyTb Kackaja
Koarynaymm, Tem cambiM SIBNSIAICb BaXKHbIM 3BEHOM

B popmupoBaHun ¢ubpmnHoBOro cryctka. BapmaHT
Arg353GIn  (10976G/A) MPUBOAUT K MOHWXKEHUIO NMPOU3-
BOAMTENBbHOCTU (3KCMpeccun) reHa cpakTopa vii u,
COOTBETCTBEHHO, MOBBLILIAET PUCK TMMOKOArynsauuu.
PacnpocTtpaHeHHOCTb OaHHOro BapuaHTa B €BpO-
NercKknx nonynaumsx coctaBnseT 1o0—20%. B obcne-
AOBaHHOW rpynne nauueHToB MNONMMOPGU3M  Fvil
Arg353GIn  MPUCYTCTBYET Yy 15 (33,3%) YemnoBeK,
npuyemMm TONbKO B reTePO3UTrOTHOM COCTOSIHWW.

PAI-I SIBMSETCA OOHMM M3 OCHOBHbIX KOMMOHEH-
TOB aHTUCBEPTLIBAKOLLEN CUCTEMBbI KPOBU U 0bGec-
neyvMBaetT A0 60% OOLWENn MHIMOUTOPHON aKTUBHO-
CTM B OTHOLWIEHMU akTMBaTopa nnasMuMHoreHa B
nnasme, urpasi BaXHylo ponb B perynaunm ounbpu-
Honusa. BapuaHT 4G NpMBOAUT K MOBbILLUEHHOWN
3KCMPEeCCUN reHa W, CnegoBaTenbHO, K MOBbILEH-
HOMY (MO HEKOTOPbIM OaHHbIM, Ha 25—30%) YPOBHIO
PAI-I B KpoBu. CrnepoBaTenbHO, NpyU AaHHOW reHe-
TMYECKON aHOMamnuu CHWXaeTCsH aKTUMBHOCTb TPOM-
BONNTMYECKON CUCTEMBI, B CBA3WM C Yem Bo3pacTa-
€T pucKk TpomboobpasoBaHMs. [OMO3UIrOTHOE HOCK-
TENbCTBO annens -e7s 4G reHa PAl-I B eBponeli-
CKOW nonynsiuun coctaensieT s—sx. B gaHHOM uc-
crnepgoBaHun Aedekt B reHe PAl-| BbiSBNeH y 8ox
nauMeHToB, NPUYemM B rOMO3UrOTHOM BapuaHTe 4G/
4G — Y 37,8%.

Tabnuuya 7

CoueTaHue NoMMOp¢HU3MOB y 60/IbHbIX remoduanen

Konnuectso
MyTauum

% (OT obuiero yncna 6onbHbIX,

Yncno B6onbHbIX MIMEIoLUMX MyTaLMN)

1 10 22,7
2 15 34,1
3 10 22,7

4 8 18,2

5 1 2,3

BaXHbiM pe3ynbTaTtoM [aHHOro MCCNefoBaHus,
No MHEHMIO aBTOPOB, SBNSETCA onpegeneHve
BOmMbLLIOro YMcna coyeTaHHbIX popm nonumopgns-
MOB MCCreayeMbIX FeHOB. TOMbKO y 10 MauUMEeHTOB
UMeeTCA W30SNIMPOBaHHbLIN AedeKT OAHOro U3 MuC-
crefyemMbiX reHOB, MPUYEM BapUaHT 10976G/A TEHa
cdakTopa Vi, MOBLILWAKLWMI PUCK TUNOKOArynaunw,
onpepgeneH Bcero y 1 6onbHoro. CoveTaHne AByX
n Gonee myTaumii oBHapyxeHo y 77,3% obcnepo-
BaHHbIX. [MogobHasa cuTyaumsa B obuiert monynsuuu
3HaYMTENbHO YBENUYMBAET MNPEapPacronOXeHHOCTb
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K pasBuTMIO TpomboTMyeckux 3aboneBaHuii. B
YaCTHOCTU, Hanunuue MyTauui B reHax pakToposB I
M v B FeTepo3MroTHOM COCTOSHMM MpuMBOAUT K 60-
nee 4em 17-KpaTHOMY MOBbLILEHNIO puUCKa Be-
HO3HbIX  TpoMOO30B. TeopeTuyeckas 4acToTa
BCTPEYAEMOCTU TaKUX «ABOWHbIX reTepo3nroT»
KpalHe Mana — OKOSMoO 0,017% HaceneHus [e, 7]. B
obcnenoBaHHONW rpynne Obino BbISIBMEHO 4 Maum-
€HTa C AaHHOW KoMOuHaumen annenem, YTo cocTa-
BUMO 9,1%, MPUYEM 3 M3 HUX SABMSNINCL €Lie U Tro-
MO3UTOTHBIMW HOCUTENAMM MYTaLMK PAI-I 4G/4G, @ Y
4-r0 ObINM BbISIBNEHbI B FeTEPO3UrOTHOM COCTOSI-
HUM Bce wuccnegyemble MyTauun. Tpom6o30oB C
KNMHUYECKUMUN MPOSIBNEHMAMN Y BONbHBLIX reModun-
nuen He Habntoganwu.

3aKk/ouyeHue

lMpoBeaeHHble uccrnegoBaHUSA MO3BONSAT cAe-
natb crnegywowme BblBOAbI:

1. MOl — 4acTbli BUA COMYTCTBYIOLLEN NATONO-
rmm y 6onbHbIX remodunuen. B atnx cnydasix Ha-
psgy C reMaTOMHOM KpOBOTOYMBOCTBIO HaMHOro
yaule, Yyem y GonbHbIXx remodwunven 6e3 npusHa-
koB MM, BbISBNAITCA HapylweHUs QyHKUMM TPOM-
OoUNTOB, CHWKEHWEe YpOBHA B nnasme dakropa
BunnebpaHga W HapyweHWs KOHE4YHOro aTana
CBEPTbIBAHUSA KPOBU C KITMHUYECKMMW MPOSIBNIEHMS-
MU MUKPOLIMPKYNATOPHOrO TMna KPOBOTOYMBOCTU.

2. MNony4yeHHble pAaHHblE CBUOETENLCTBYOT O
TOM, YTO B psae CriydaeB TPYAHO pasrpaHnynBaThb
nerkyto c¢opmy remodmnum n 6GonesHb Bunne-
OpaHaa. BbisBneHue y 3Tux OOSbHbIX HapyLleHWi
AL®-, agpeHanvH-, KonnareH-arperayuun, a Takke
remonusaT-arperaumMoHHOro Tecta obneryaeTt pas-
rpaHu4yeHMe OaHHbIX BUOOB NaTONOrmu.

[MonyyeHHble AaHHble CBUAOETENbLCTBYIOT O TOM,
yTo y OOnbHBIX remodunmen, oCoGEeHHO npu Ha-
NMYMKN Yy HUX Npu3HakoB M v KanunnapHon Kpo-
BOTOYMBOCTW, Heobxoammo uccnegosatb Tpombo-
UUTapHbIA FeMOCTa3 M KOHEYHbIA 3Tan remokoary-
nsyun.

3. HapyweHusa cucremsl remoctasa y 60nbHbIX
remocpunuen CconpoBOXAAKTCA MOPaKEHMEM COCY-
OVCTOW CTEHKM, O YeM CBMAETENbCTBYET BbICOKas
KOHLEHTpaumnsi OQHOrO M3 OCHOBHbIX MapKepoB Mo-
BPEXOAEHWUS SHOOTENUA — 3HOOTENUHA-1.

4. Y 6onbHbIX remocunuen A n B, npoxueato-
LWMX Ha TeppuTopuu AMNTaMCKOro kpasi, obHapyxe-
Ha BbICOKasi 4YacToTa reHeTUYecKux MnonMMopdus-
MOB KOMMOHEHTOB CUCTEMbl remocTtasa. BbisBneH-
Hble y 0OcrnegoBaHHOM rpynnbl NaUMEHTOB Aedoek-
Tbl B oOLWEen nonmynaumm 3HaYUTENbHO MNOBLILIAKOT
TPOMOOreHHbI MOTEHUMan CBepTbIBalOWEN cuUCTe-
Mbl KpoBWU. BeposTHO, reHeTnyeckn obycrnoBneHHas
NpoKoarynsiHTHas akTUBHOCTb Yy [AaHHOW rpynnbl
BONbHbIX HE MOXET B MOMHOW Mepe peann3oBaTb-
cAa BcneacTBume pedpekta B Kackage Koarynsium-
OHHOro remocTasa, Bbl3BaHHOrO gedumuutom dhak-
Topa vii unn 1x. Ho, BO3MOXHO, UMEHHO AnarHo-
CTUPOBAHHbIE FEHETUYECKMEe BapuaHTbl B KaKOW-TO
Mepe OonpefenslT reTeporeHHoCTb eHoTUnuYe-
CKMX MPOSABNEHWI MPU reMocunnmm.

Yyactue AucoyHKUMM  COCYAMCTO-TPOMOOLM-
TapHOro remocrasa, MnoNMMOP(U3MOB pPa3fNYHbIX
reHOB CWUCTEMbl CBEPTbIBAHUS KPOBWU B BblpaXKeH-
HOCTU KIMHUYECKUX MPOSIBNEHUA remomnun Tpe-
OyeT OanbHeWWwero MsyyYyeHus, B TOM 4ucne u Ha
MOINEKYNAPHO-TEHETUYECKOM YPOBHE.
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