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Pe3loMe

B 1994 r. goktop Bertina RM, et al. o6Hapy>xwunu JlevgeHckyro MyTauuto paktopa cBepTeiBaHus V, Hanbonee pac-
MPOCTPaHeHHy Npu4uHy TpoMbodunnm, nmernLwyio Mmecto y 5% esponeiiyeB. C Tex Mop COTHU ThiCAY JIIOAEN M0-
cTpaganu ot TpoM603M60 MM BEHO3HOI0 NMPONUCXOXKAEHNS, U MHOTME U3 HUX MOrnban u3-3a Haaudus 3Toi MyTa-
umn. B HacTosiee BpeMsi 06LNI CKPUHUHT A1 BbiSIBJIEHUSI 3TOW MyTauum He npoBogutcsi. 063op nybnnkaymi
no natogusnonornn JledpgeHckor MyTaumu, ee pacrnpocTpaHeHHOCTH U B3aUMOZENCTBUIO C PA3/INYHbIMU, HacTo
BCTpeYarLnMncs o6CTosaTeIbCTBaMMU, TaKUMU KaK NPpUeM KOHTPaLernTUBOB per oS, bepeMeHHOCTb U Xupypruye-
Ckue BMeLLaTesIbCTBa, [10Ka3biBaeT He0bXo4UMOCTb 06Lyero CKpMHMHra. B anoxy MeanuymHbl opueHTUPOBaHHOMA Ha
naymeHTa eCTeCTBEHHO, YTO MaLUeHTbl 3aC/y)KUBAKOT IPaBo 3HaTb 0 HANYUN y Hux JleigeHcKo MyTaumm 4Jis Toro,
YyT06bLI NPUHMMATb 060CHOBaHHbIE PeLLIEeHUs] HE TOJIbKO B BbI6ope MPOTUBO3a4YaTOYHbIX CPEACTB, HO U AJ1S KOHTPOJIS
Pas3/InYHbIX 06CTOSATENBCTB BbICOKOro pucka. 31a pefakyMOHHas CTaTbsl HanpaBJeHa Ha NpuBJie4YeHne BHUMaHNUs
K AaHHOW npobneme u npeanoxeHne runotesbl. Cneayet uian He ciesyeT NPOBOAUTb MOMYASLUNOHHBIE CKPUHUHIMN
A/151 BbISIBJIEHUS 3TOM0 YaCTOro M yrpoXKarLLyero XXM3HU HapyLueHus ?

KnioyeBbie cnoBa
JlevigeHckas MyTaumns V ¢pakTopa cucteMbl CBepTbiBaHUs, TPOMb60GuaNM, opasnbHas KOHTpaLenyms, 3M6011s eroy-
Hovi apTepun, TPoM603 ri1yb0KuX BEH HUXKHUX KOHEYHOCTEH, BeHO3Has TpoMboambonnyeckas 60se3Hb.

* ABTOp, OTBETCTBEHHbI 3a nepenucky. Ten. +1-561-488-5535. Mob. Ten. +1-561-706-7678. E-mail: sjbaum(@fpim.org
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Abstract

In 1994 Dr. Bertina et al. discovered Factor Five Leiden, the most common cause of the thrombophilias, occurring
in 5% of the Caucasian population. Since then, hundreds of thousands of individuals have experienced venous
thromboembolic events and many have died as a consequence of this mutation. Currently global screening for this
mutation has not been advocated. A review of the Factor Five Leiden pathophysiology, prevalence, and impact on a
variety of common conditions such as oral contraception, pregnancy, and surgery helps establish the case for global
screening. In this era of patient-centric medicine, the contention is that patients deserve the right to know their Factor
Five Leiden status in order to make informed decisions about not only birth control choices, but also management
during high-risk circumstances. This editorial is meant to be thought provoking and hypothesis generating. Should

we or should we not screen the public for this common and life-threatening disorder?
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«[laxke ofHa He NpepoTBpaLLeHHas cMepTb oT 3abo-
NeBaHua cepalua M MHCYNbTa — 3TO CAMLLIKOM MHOF0»,
3asBun Tom Frieden, MmarncTp 3apaBooxpaHeHus, am-
pekTop LleHTpa no KoHTposo u npopunaktuke 3abosne-
BaHuW#, yka3blBas Ha HeobxoaMMoCTb NpefoTBpaTUTb ~
200 TbIC. CNyYaeB CMepTU Cpefu Nofen B Bo3pacTe <
75 net [1]. HukTo He ocMennTCcs ocnapuBaTb 3asBie-
HWA OnpekTopa; 370 bbino bbl cnuwkom beccepaeyHo.
CHWXeHWe cMepTHOCTM W 3aboneBaeMocTu ABAsET-
C OCHOBHbBIM HamnpaBJieHNEM [eATeNbHOCTM Bpayew.
Yepe3 npu3My BblleckasaHHoOro LenecoobpasHo
NpencTaBUTb TEOPeTUYECKME U NpaKTUYeckne acnek-
Tbl Npobnembl JlengeHcKon MyTauuu U MPefnoXuTb
MPOCTYl0 CTpaTerunio, NO3BOSAIOLLYIO CNAacTU MHOrune
ThICSAYUN XXU3HEN.

lemocTa3 BaxeH B becumcneHHbIX acnekTax ye-
noseveckon buonorum n ¢$uMsnonornn, Ho, BO3MOX-
HO, ero HapyleHne Hambonee 3aMeTHO npu Tpombo-
dunun, Bepywen K M3BbITOYHOMY W HapyLleHHOMY
CBepTbIBaHMIO KpoBWU. XOTd B aTMonorun tpombodu-
JINN UTPatoT Posib HECKOMBbKO FreHEeTUYECKUX MyTaLMiA,
Hanbonee pacnpocTpaHeHHow aBnaeTcsa JlengeHckas
MyTauwus, onucaHHas npodeccopom Bertina RM, et al.
B 1994 r [2]. ®akTop nath (V) aBngeTcs ogHWUM U3 BU-
TaMuH K-3aBUCUMbIX GaKTopoB CBEPTbIBAHUS, CUHTE-
3MpyeMblx B NeyeHun. B ycnosusax noepexxaeHms cTeH-

KW cocyna, TpoMbuH aktusmupyet dakTtop V Ha noBepx-
HOCTW 3HAOTENMANbHbIX KETOK TaK, YTO OH MOXeT
yyacTBoBaTb B GOPMUPOBAHMUM HAAEXHOTO U 0ObIYHO
3awuTHoro Tpomba [3]. AkTvBMpoBaHHbLIA dakTop
V cBsi3biBaeT OTpULLATENBLHO 3apsXKeHHble dpocdonu-
NuAbl Ha NoBepxHOCTU TpoMboumToB, a 3aTeM pabo-
TaeT Kak peuenTop AN aKTUBMPOBaHHbIX $GakTopoB
nesathb (IX) n pecats (X) [4]. B remocTase Bcerga npu-
CYTCTBYIOT MeXaHWU3Mbl perynupoBaHuns pasmaxa buo-
NOrnyeckmx NpoLEeccoB; B AaHHOM Cnyyae Heobxoanm
BbIKJlOYaTeNb, YTObbl pacTywmit TpomMb He Bbilen
n3-nog koHTponsa. lpoTemH C sBNSeTcs TaknM Bbl-
kntoyateneMm. Takxke BuTamMuH K-3aBucumeblr benok
nnasmel, npotenH C npu akTnBaummn paspylaet dak-
Top V, cHuxaeT ero adPpeKTUBHOCTb U OrpaHMyYMBaeT
pocT dopmupytoLlerocs Tpomba. Pag coctoaHnin MoryT
MPUBOAUTbL K CHUXKEHWNIO aKTUBHOCTU aKTUBMPOBAHHO-
ro npoteura C (AMNC). AyToaHTuTena NnpoT1B NpoTenHa
C, aHTn-dochonunuaHele aHTUTENE U QYHKLMUOHANb-
Has# HefoCTaToYHOCTh Benka S - ofHM U3 NpuunH [4].
3T HapyLLEeHWSa BCTPEYAOTCS PeAKo, U Bbi3biBaOT He-
MHOro cfyyaeB BEHO3HOro TpoMbo3a. TeM He MeHee,
M3BECTHO, YTO pe3ucTeHTHocTb K AMC npucyTcTByeT
y 40% naumeHTOB C BEHO3HbIM TPOMH0O30OM, HO TOSb-
Koy 7% Hacenenus B uenom [3]. B 1994 r npodeccop
Bertina RM onucan ocHoBHyl NpUYMHY pe3nUCTeHT-
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HocTu K AlC, myTaumio B dpaktope V. ObHapyxeHHas
B ropoge JlenfeH MyTtauus bbina HassaHa JlenfeHckon
myTaumen (Paktop V JleitgeH). B HacToawee Bpems
M3BECTHbl XapakTepucTuku 3Ton MyTauuu; R506Q,
3aMeHa riyTaMuHa Ha apruHuH B nosioxkeHun 506,
W nccnepnoBaHve [e30KCMPUBOHYKIEMHOBOW KMCIIO-
ol (AHK) MoxeT nerko u TouHo onpenenuts ee [5, 6].
Takxe M3BeCTHa ee pacnpocTpaHeHHOCTb. MyTauwns
B reTepo3urotHon ¢opme nmeeTcsa y 5% eBponenues,
B TO XX& BPEMS rOMO3WUrOTHbIA BapuaHT BCTpeyaeTcs
¢ vactotoir 1/1600 [7]. OueBuaHo, YTO pacnpocTpa-
HeHHOCTb JlemgeHCKoM MyTalLMu 4Ype3BblHalHO Bbl-
coka, HO 3To He obasaTenbHO cBfizaHo ¢ 3aboneBae-
MOCTbIO U CMEPTHOCTbI0. HTObbI MOHATL MOCNeAcTBUS
3TOW MyTauum HyxxHo bonblue faHHbIX. [Mpexae vem
obpaTnTbCH K 3TOMY BOMpOCY, cliefyeT OCBETUTb NpPo-
BnemMy nsHyTpu, onucas obpa3 peanbHOro NaumeHTa -
MeHS.

B 2007 r B Bo3pacTe 47 ner, 1, cneumanuct no npo-
bMNakTUYeckon KapaMoNorMu, HO paHee WHTEpPBEH-
LMOHHbIA KapAWoor, CTan >XepTBOW CBOWX [EHOB.
Mocne ocobeHHO TAXENbIX BbIXOAHbIX C MOCAAKOW Ae-
PeBbEB Ha COJMHLENeKE § BEPHY/CS LOMOM, U cKa3an
cBoeit xeHe (oHa Toxe Bpau), uTo MeHs Becrmokout
cunbHasa bonb B N1eBOM 4YacTu rpyaHon knetku. Mowu
pebpa bbinu bone3HeHHbIMM NpU NanbNaLnmn, No3ToMy
9 NPeAnoaoXu, 4yTo A anbo cioman ux, 1Mbo NoTAHYN
MexxpebepHbie MblLLbl. B Ty Houb 5 cnan o4yeHb Mano
n3-3a cunbHol bonun. Ha cnepytollee yTpo s nowwen
B CMOpT3aJ, YTobbl BEINOAHUTL MO0 eXXeAHEBHYI0 Tpe-
HWPOBKY, Yac Ha 3aNaMNTMYeckoM TpeHaxepe 1 30 MUH
TPEHUPOBKW C oTsArowieHneM. YyBcTBYs Hepomora-
Hue, 9 npocTo Wen no berosoi gopoxke. A obcyann
anddepeHLManbHbIl MarHO3 C MOWMM HamnapHUKOM
No TPEHWPOBKE, WUHTEPBEHLMOHHbLIM KapLWONOroM -
BbiMyckHMKoM [apBappa. CkeneTHo-MblweyHas bonb
Oblna rnasHoM Xxanobol; bonb OblIa CAULWKOM CUMb-
HOW, JIOKaNM30BaHHON U yCUAIMBAOLLENCS Npy nanb-
mauuun; Mbl U He gyManu, 4To s nepeHec ambonutio ne-
royHomn apTepuu. Ha caMoM gene, Mbl faxe MpuLLAN
K BbIBOZY, YTO HET HWKaKOW MPUYMHbLI NOJO3peBaTb
y MeHs TpoMb03, MOCKOJIbKY Y MeHS He Bblfo HMKaKnx
npegpacnonarawowmx GakTopos. HA, kak 0bbl4HO, Mo-
wen Ha paboTy, NpoMyynsca B TeYeHMe OHS, U Bep-
HyJCS OOMOW [N 04YepefHOM HeynauyHOW MOMbITKM
yCHyTb. B 4 4 yTpa, He B cunax npoponxaTb BOpO-
yaTbca B noctenu, s nowen k cebe B kabuHeT n 3a-
Hanca bymaxHon paboton. OgHako peskas cnabocTb
M oAblllKa 3aCTaBWIN MeHS 3amnofo3puUTb, YTO 3TO Ha
caMoM pgene MoxeT bbiTb TpoMboaMbonus nerovyHown
aptepuu (TINA). B 7 u yTpa s cBSi3anca ¢ MOUM KoJ-
Neron peHTreHonorom, 4tobbl B 06efeHHbIV NepepbiB

NpoBecT KoMnbloTepHyo ToMorpadpuio (KT) - aHrmo-
rpadwuio rpyaHon knetkn. OH Myopo NocoBeToBaN MHe
OTMEHUTb MpWeM naumeHToB, 4Tobbl 5 Mor BbicTpo
npubblTb K HeMy Ha uccnegoBaHue. CkaHupoBaHue
f nepeHec flerko, a BOT pe3ynbTathl... Mol Konnera
W BPYr NONOXWA PYKYy MHE Ha Mieyo, U ckasan: «3To
Yyfo, YTO Thbl XUB». CMyLLEHHbIN, 1 HeLOBEPYMBO OT-
BeTuN: «[a napgHo. [pocTo ckaXu MHe, YTO Y MeHs
4TO-TO He TakK, W 4To 9 yXe He pebeHok». Mo cTpax
npoBanuTbCcs B npodeccmoHanbHOM MfiaHe onpege-
NeHHo 3aTMua Mol pa3yM. CkaHupoBaHue bbino Bbl-
MOJSIHEHO NpaBubHO. Y MeHs bbinn Bonbline smbonel
¢ obenx CTOpPOH B LEHTpPanbHbIX U Nepudepnyeckmnx
NEeroyHblx apTepusx. Takxke pa3Buica MHOAPKT HUX-
Heit ponu nesoro nerkoro (PucyHkn 1-5). Bo Bpems
yNbTPa3BYKOBOIO MCCNEA0BaHNA BEH HUMXXHUX KOHeY-
HocTel (Ha KOoTOpOM 0BHapYXKWIM MaCCUMBHbIA TPOM-
603 rnybokmx BeH (TB) cnpasa) y Mens npovsowna
noBTopHas aMbonus, 4To NPMBENO K MajeHuto apTe-
pVanbHOro [AaBNEHUS W HaCbILLEHWS KPOBWU KMCIO-
poLOM, MO3TOMY 5 OBbln OTNpaBfieH B OnNepauuoHHYo
DS YyCTaHOBKM KaBaduibTpa B HUXKHIOKW MOy BEHY
(HNB) n nposen 9 gHeit B OTAENEHWUU UHTEHCUBHOM
Tepanuu. A nepexwn 370, HO W Terepb OLLyLLA0 Mo-
CNeAcTBUS 3adepXKMU C AMArHOCTUKON U JIeYeHUeM.
Ecnu 661 5 3anopo3pun T3J1A paHbLue, g 6bl, KOHEYHO,
Mosly4ymn Tepanuio paHblue 1 n3bexan Takon Maccue-
Hol TpoMboamMbonuu.

Tpunapa Bupxosa - runepkoarynsaums, 3acton Kpo-
BM B BEHaX W NOBPEXAEHMEe BEH — TPU dEMEHTA, KO-
Topble MpegpacnonaratT K obpa3oBaHuio TpombOB.
Torpa s myman, 4yTo y MeHsi HeT HW OfHOro M3 Tpex.
Moe obcnepgoBaHue, ofHaKko, Nokasano reTepo3unroT-
HocTb no JlempeHckon MyTaumm daktopa V. VHbIMK
cnoBaMu, y MeHs bbina runepkoarynauus, 4to B co-
4yeTaHWM CO 3HAYUTESIbHbIM CHWXeHMeM obbeMa
LMPKYNMpYyloLWen KpOBU M3-3a NOCafKM AepeBbeB Ha
)apkom conHue @nopuabl NOCTaBUIIO MeHS B rpynny
pucka No BeHO3HbIM TpoMboambonnuyeckum cocTo-
aHuaMm (BTC). Ongatb xe, ecan Bbl 9 3HaN Moe reHe-
TUYeckoe cOCTOsiHMe, MHe bbl yganocTb u3bexatb
Bonbwen yactn npobnem. A nepexun T3JIA, Ho Kkax-
Abl r0f, MHOTUME ThICAYM NlloLeN 0Ka3blBaloTCs He Tak
yoaunuebl. Ha camom pene, 6onbwmnHcto T3JIA 06-
Hapy>XMBalTCS MOCMEPTHO, @ 3TO HE CaMbli YAAYHbIN
MeTOoZ MOCTaHOBKMW AMarHo3a C TOYKW 3peHUst Bpayen
[7]. PeTpocnekTueHble UccnefoBaHns nokasanm, 4To,
XOT$ JaHHble HoMbLUMHCTBA NaLMEHTOB yKa3blBaloT Ha
nx npepcrosauyo cynbby, T3J1A ocTaeTcs HepgumarHo-
CTMPOBaHHOW f0 MOMeHTa cMepTu. PaTanbHble TIJA
BCTpeyaloTcs ropasfo vauie, 4yeM bonbWMHCTBO cebe
npefcTaBfseT; N0 HEKOTOPbLIM oueHkaM, TIJIA asna-
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Puc. 1. KT, carnTranbHas npoekuns: KpynHelil TpomMb Puc. 2. KT, carntranbHas npoekums: Tpomb B npasoit
B MPOKCMMaJIbHOW YacTu IEBON SIero4Ho apTepum HWXHeaoneBomn neroyHoit aptepuu (ctpenka).
(cTpenkal.

Puc. 3. KT, akcranbHas npoekumsi: BYCTOPOHHME TPOMbbl Puc. 4. KT, akcunanbHas npoekuusi: Tpomb B BETBUW NeBoOWA
B HUXHEAO0NEeBbIX IEr04HbIX apTepusx (cTpenku). HUXKXHeA0NeBoN nerouHo aptepun (cTpenkal.

Puc. 5. KT, akcmanbHasa npoekuus: Tpomb
B MPOKCMMasbHOW 4aCcTy MPaBoO JIero4YHOW apTepun
(cTpenkal.
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eTcs TpeTbel no yactote npuymHon cmeptn B CLUA, Ha
Hee npuxoauTcs 650 Thic. cMepTen B rog [8]. BenosHas
TpoMboambonua c nan bes cMepTenbHOO NCXOAA TaK-
Xe HabntogatTcs ropasfo yalle, YeMm cyuTatoT 6onb-
WwnHcTBO Bpayen. OHa npoucxoamT y 1 Ha 1 Thic. ve-
NOBEK B rof, v ee [ONS 3HAaYNTENbHO yBENMYMBaeTCs
c Bo3pacToM [4]. Takmm obpasom, BTC npegcrasnser
3HAUYUTENbHYIO Yrpo3Yy, U 3TO NOLYEPKMBAET BaXHOCTb
npodunakTMyecKnx cTpaTernin, eciv OHM BO3MOXHbI.
BepHeMcs HenocpencTBeHHO K JlenaeHckon MyTaumm
dakTopa cBepTbiBaHMA V, 4T0bbLI NOHATL €€ posib B Na-
ToreHese BTC n T3JIA.

Rosendaal FR, et al. nocnegoBaTenbHo uccneno-
Banu 471 naumeHTa B Bo3pacTe < 70 neT ¢ Bnepsble
BbiiBNeHHbIM TI'B, n cpaBHUnn mnx c 474 300poBbI-
Mu nuuamm [9]. OHu oBHapyxunu cemmkpaTHoe yBe-
NMYeHne OTHOCUTENIbHOr0 pUCKa reTepo3MroTHOCTU
no JlengeHckon MyTauuum M BOCbMUAECATUKPATHOE
yBeSIMYeHNe OTHOCWUTENbHOMO puUCKa Yy NauMeHToB,
Mo CpaBHeHWO CO 3[0poBbiMKM  AobpoBOAbLAMM.
[MockonbKy pyvck BeHO3HOro TpoMbo3a yBennymBaeT-
csl ¢ BO3pacToM, abconoTHbIN puck Hanbonee BbICOK
y NOXMWNbIX Nofen. ABTOpbl OLEHWUAN PUCK Pa3BUTUS
BeHO3Horo TpoMbo3a y romo3uroT B Bo3pacTe > 50 neT
B 2% B rof. 370 yKa3biBaeT Ha NPaKTUYECKU MOJHYIO
Hen3bexXHocTb TpomMb03a NpU XM3HU KaX[oro naun-
eHTa C rOMO3MIOTHOW MyTauwueln. XoTa reTepo3uroT-
Hble NMauneHTbl nMetoT bonee HM3KKMI puck Tpombo3a
B TEYEHMWE XMU3HW, OHM TaKXKe NoJBeprawTcs ropasno
BonbLueMy pucky, 4eM 340poBas NONyNALMS.

Simioni P, et al. Takxke nccnegosann nauneHToB
C nepBbiM 3MW3040M BEHO3HOro Tpombo3a, uTObbI
onpegenunTb, Kak MyTauuu npotpoMbuHa n ¢aktopa
V BAMAOT Ha pa3suTue TpoMmBosos B Gymyuiem [10].
He yomButenbHo, 4To OHWM 0BHApY>XMAU 3HAYUTENbHO
yBeNIMYEHHbIN PUCK MOBTOPHbIX COBLITMIN CpeAn HoCK-
Tenen Ton n apyronn Mytaumu. OTHOCUTENbHbLIA pUCK
cocTtaBun 2,4, 4To ykasbiBaeT Ha 55% pecaTuneTHui
puck TpomboamMbonum B byayLuem.

BcnoMuHaa Tpuagy Bupxosa, moHumaem, 4to He-
KoTopble cobbiTua yBenuumsatT puck BTC: xupyp-
nMMobunmsauunga, be-
PEMEHHOCTb M MpUEeM KOHTPaLenTWBOB per 0S §B-

rmyeckme BMeLllaTesibCTBa,

nsoTca Haubonee vactbiMu npuynHamun. OcHoBHas
M3 MyTauuii, yBeIMUYMBaloLLMX 4acToTy TpoMbo30B -
JlepeHckass MyTaums, kKoTopasi B HacTosillee Bpe-
Ma Haubonee pacnpocTpaHeHa, pobaBnsieT BTOPOK
KOMMOHEHT Tpuanbl BupxoBa, YTO 3HauyuTesNbHO Mo-
BbllaeT puck passutus BTC. Takum obpasom, us-
y4yasi KOHKpeTHble 1 0bLune obcToaTenbCcTBa, KOTOpbIE
npeapacnonaratoT K BEHO3HOMY TPOMD0O3Y, MOXHO Bbl-
SICHUTb, Kakoe BAusHWe JlenpeHckas MyTaLns okasbl-

BaeT Ha YacToTy TI'B 1 T3J1A. [oHnMaHune MacwTabos
BAUSHUA JlefeHCKON MyTaLumn No3BonuT Beipabotats
COOTBETCTBYIOLLME NMOAXOAbl K CHUXKEHMIO 4acTOThl He-
BnaronpmaTHbix cobbiTuin. MMockonbky bepeMeHHOCTb
M KOHTPaLENTUBbI per 0os Hanbosee U3y4eHbl, OHW fa-
nee 6ynyT obcyxpaaTtbca nogpobHo.

BepeMeHHOCTb NPMBOAMT K MNOBLILWEHHOW CBeEp-
ToiBaeMocTu kpoeu [11]. Ha camom pene, bepemeH-
Hble >KEHLUMHbI B NSTb pa3 yalie nepeHocat BTC yem
HebepeMeHHble >XeHLWWHbl Toro xe Bospacta [12].
OueBupaHble dU3nyeckme U3MEHEHUS, TakMe Kak yBe-
NIMYeHne MaTKK, Bbi3blBalOT BEHO3HbIN 3aCTON B HUX-
HWX KOHEYHOCTSX W CAaBNMBAHWI0O BEHO3HbIX COCYLO0B.
EcTb v opyrue naMeHeHus, KOTopble TakxKe 0Ka3blBatoT
Bonbluoe BAMAHWE. YcMAnBaeTCs Koarynauns 3a cyeT
NoBbllLEHNA KoHLUeHTpaummn daktopos I, VII n X [13].
YpoBeHb ¢ubpuHa nosbiwaetcs [14]. KoHueHTpaums
npoTenHa C yMeHblwaeTcs, n pubpuHonuTnyeckas cu-
cTeMa nogasnsieTcs. Bce 3T n3MeHeHns coBMecTHO
YyCUNMBAIOT CBEpPTbIBaHME KpoBM B BeHax. [obaBbTe
K 3TOMy [OMOSNHUTENbHbIN $akTop pa3BUTUSA TPOM-
Bodunun, JlenpeHckyto MyTaumiwo daktopa V, u puck
cBa3aHHoro ¢ bepemeHHocTbto BTC yBenunumsaetcs
pononHutensHo B 3-7 pas [11]. B gononHexue K pu-
cky pa3sutus BTC y MaTepn nMeeTcs 3HaYUTENbHbIN
puck gns bynyuwero peberka. 3agepxka pocTa nioaa,
MepTBOPOXAEHME M OTCNOWKA NiaLeHTbl BCTpeYalTcs
yalle y XKEeHLUWMH, Hecywmnx, No KpamHen Mepe, oauH
annenb JleigeHckoit MyTaumu daktopa V [15]. B nc-
cnepoBanmn Kupferminc MY > 50% >eHLWKWH ¢ BbI-
LIEeYNOMSAHYTbIMW  OCNIOXKHEHMAMKU  BepeMeHHOCTH
UMenu reHeTMYecKkyl MyTaluuio, Befyllyl K npeg-
pacnofioXXeHHocTu K TpoMbo3aM, ~ 50% m3 HUX Hecnn
NenpeHckyo myTaumo. CBsi3aHHbIE C bepeMeHHOCTbIo
OC/IOXKHEHUS, KakK MNpaBuSio, MOBTOPSAOTCSA, MO3TOMY
Bb1710 BbiCKa3aHo MpefnoXeHne, YTO XKEHLUMHbI C Ta-
KUMW OCNOXHEHUSMU [OJKHbI NMPONTWM McChnefoBa-
Hue Ha TpoMbodpunuio. BosmoxHo, nMeno bbl bonblue
CMbIC/la NCCNeA0BaTh XXEHLLMH L0 NepBOro 0CA0XKHe-
HUS.

KoHTpaLuenTuBbl per 0s SBNSIOTCS ele OLHUM WC-
TOYHUKOM OMACHOCTU AAS XEHLWMWH ¢ TpoMbodunmna-
mMu. Puck BTC y 300p0oBbIX XEHLLWH, UCMONb3YOLLMX
Takue KOHTpaLenTuBbl, yBennumnsaetca B 4 pasa [7].
JNlenpeHckasa MyTauusa ysenuumaaeT puck BTC y xxeH-
WKH ceMukpaTHo. CouyeTaHune KOHTpaLenTMBOB per
0s 1 JlenpeHCKon MyTauum NpuBoAMT K Hebnaronpu-
ATHOM CUHepruu, yeenmyneasa puck B 36 pas. BaxHo
OTMeTWTb, YTO TaKMe XKEHLUUHbI HAaX0AATCS B pacLBeTe
WX XXM3HW, paboTbl, BOCMWTaHUS LeTel U NOCTPOEHMS
bynywero. Nx rmbenb Bcnepgcteme BTC MoxeT umeTb
ApaMaTuyeckme NOCNefCcTBUS, BAUSIOLLME HA XKMU3HU
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MHorux gpyrux nwogen. Oaxe B 1995 r, Bcero yepes
rof nocne oTkpbiTus JlengeHckon mytaumu, Bridey F,
et al. B ux nsgaHum «Tpombo3bl 1 remocTas» npusea-
nu K npoBeaeHmio obuero ckpuHunra [16]. Ha ocHose
3TOro, a TakXke Ha BbILEYNOMSHYTbIX pakTax, BO3HM-
KaeT JIOrMYHbIA BonpocC: «[lofKHbI I Mbl MPOBECTU
TaKoW CKPUHWHT Ha JlenaeHCKyo MyTaumno?»

BoT apryMeHTbl NPOTUB CKPUHWMHIA: YNCNIO SIIOLEN,
KOTOPbIM HeobXoAWMO fleyeHue, OKaXKeTCs CAWLIKOM
BbiCOKMM. [laxke ecnun Mbl onpegenvm rpynnbl pucka,
KaK 3TO W3MEHWUT TakTuky ux BefeHua? JKeHLWMWHbI
¢ JlenpgeHckon MyTauumen He CMOryT MCMNOAb30BaTb
KOHTPaLenTMBbl per 0S - «CaMblii Ierknin» cnocob
KOHTponsi poxxgaeMoctu. CnuwKoM Loporo NpoBoAnTb
nosiHoe reHeTuyeckoe obcnepgoBaHMe Bcero Hacerse-
HWSA. 3HaHWe 0 NJIOXOM pe3yfnbTaTe CKPMHUHIA MOXeT
HebnaronpusaTHO MOBAUSATL Ha NEPCMNeKTUBbI Mean-
LIMHCKOro CTpaxoBaHMs.

B oTBeT Ha KaXpgbl M3 3TUX apryMeHTOB MOXHO
NpuBeCTN BbiCKasbiBaHWe pokTopa Freiden: «[axe
OfHa HenpefoTBpalleHHas cMepTb oT 3aboneBaHus
cepiua M MHCyNbTa 3TO CAULIKOM MHoro». B Meguum-
He NPMBbIKM cnacaTb XU3HW, M ONTUMabHbIN cnocob
nenaTtb 3To, beccrnopHo, npodunakTuka. B HavaBLuyto-
CSl 3MOXYy OPMEHTMPOBAHHOW Ha NauMeHTa MeguLMHbI
HeT Hu4yero Bonee HEMPUKOCHOBEHHOTO, YeM OTKpPO-
BEHHOCTb MeX/y BpayoM v naumeHToM. HeyecTHo co
CTOPOHbI MPaKTUKYIOLWMX Bpayen 3HaTb pUCK, Crefy-
IOWMN M3 He3HaHMA 0 Hanuuum JleMpgeHcKon MyTa-
LMW W CKpbIBaTb TaKylo MHGOPMaLMIO OT NaLUWEHTOB.
He pomkHa nn kaxpas >XeHwMumHa, Bblbupas MeTtog
KOHTPONS POXAAaeMoCTW, bbiTb B KypCe MOBbILLIEHNS
pvcka BTC npu ncnonb3oBaHun KOHTpaLenTusa per
0S, @ TaKXke 3Ha4yMTeNbHOro ero ycyrybnewusa npwu
Hanuuuu JlegeHckon myTaumm? PuckHy nokasaTb-
CAl CeHTUMEeHTasNbHbIM: KakK bbl ntobol M3 Hac novys-
cTBoBan cebsl, ecnu bbl UX XKEHbI, LOYEPU MU BHYYKM
nornbnu ot T3JIA n3-3a ncnonb3oBaHUA Takux npo-
TMBO3a4aTOYHbIX CPEACTB, YEro MOXHO Bbiiio Bbl 13-
BexaTb, ecnu bbl cBoeBpeMeHHO bbina obHapyxeHa
JNenpeHckas MyTauns? EQMHCTBEHHbIM IeCTBUTESb-
HbIM @pryMeHTOM NPOTVB 06LLLEer0o CKPMHWHTa ABAAETCS
aKkoHoMuyeckmit. CaM aHanm3 He HeceT B cebe Huka-
KOro pucka, TonbKo nonb3y. JeHbrn He AomKHbI BbITh
pelalLwmnuM MOMEHTOM B MPUHATUM MEBULMHCKOro
peweHusa. Ecnm BbiTb OTKPOBEHHbLIM, He MOry npeg-
cTaBUTb cebe ybeauTenbHbIN 1 000CHOBaHHbLIN OBOA,
NpensaTcTBYOLWNIN 0bLeMy CKPUHUHTY Ha JlenpeHckyio
MyTauuio. B koHUe KOHLO0B, 3HaHWe — cuna.
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