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effect of this physical factor. It allows to consider the application of pulse low-frequency electromagnetic field like an effective
method of treatment of disease, associated with immunodeficiency.
Key words: pulse low-frequency electromagnetic field, immunodeficiency, chronic inflammatory pathology.

KOHTAKTbI

Ten. (499) 243 24 72; e-mail: ivanova_alevtina@list.ru

e-mail: lenoshka@mail.ru

Ten. (499) 243 24 72; e-mail: demidova_maria@list.ru

UBaHoBa AneBTuHa OneroBHa. Agpec: r. Mocksa, 121151, KytysoBckuii npocnexT, 4. 20.
KysHeuoBa EneHa AHgpeeBHa. Agpec: . Mocksa, 117513, JleHnHckuin npocnekT, a. 117

Aemunposa Mapus lOpbeBHa. Agpec: r. Mocksa, 121151, Kyty3osckuii npocnekT, 4. 20.

COBPEMEHHbIE MPEACTABJIEHUS1 Ob OCHOBHbIX HACJIEACTBEHHbIX

GAKTOPAX TPOMBODUITUN
YIK 616-01/09

JintBuHoea M.M., Cy66oTuHa T.U., Maknbirnsa 10.10.,

XyueHko H.A., Pununnoea M.T., dununnoea T.B., AcaHos A.IO.

Oy Br1O lNepsbiti MITMY um. .M. CedeHoBa, MockBa, Poccusi

BeepeHune.

CoBpeMeHHble TPEOOBAHUS K YPOBHIO MEOULMUHCKON 1
MeLMKO-NPOPUNaKTUYECKON NMOMOLLM HACENeHMIO TPebyioT
HOBOIO MOHMMaHUS 1 B 3TOWN CBA3M HOBbIX ITyOOKNX KITMHNKO-
reHeTUYECKMX UCCNEeAOBAHNN, CBA3AHHbBIX C MOJIEKYNIIPHO-
reHeTUYeCKMMM OCHOBaMU 3TUOMIOMMN N NaTOreHe3a MHOro-
dakTopHbIX 3abonesaHunii (MP3), NpMBHOCALLMX HaNOOMb-
LU yOenbHbll BEC B CTPYKTYPY NHBANVAM3ALUN M CMEPTHO-
CTW HaceneHnsi NPOMBILLSIEHHO Pa3BUTbIX CTPaH Mupa.

Cpean M®3, npuobpeTatlowmx HambonbLUylD Meauko-
CcouMasnbHYI0 3Ha4MMOCTb, NATOSIONNS reMocTasa, B TOM YMC-
ne nTpomobodunns (NOBbILLEHHAS CKIIOHHOCTb K rMnepkoary-
naunn 1 TPoMB006pPaA30BaAHNID), 3aHMMAET OAHO U3 BEAYLLMX
MecCT. TEM HE MEHee, HECMOTPS Ha BreyaTnsiiome ycnexu
B M3y4eHuUM nNpobneM remocrtasa, OCTaeTcsl Mano U3y4eH-
HOW poJib TPOMOODUNMIA B NaToreHe3e, 0COOEHHOCTSX Ku-
HUYECKUX NPOSIBIEHUIA, CNeKTpa BO3MOXHbIX OCIOXHEHWNA,
YCMELHOCTN Tepanum 1 ncxoaax MHormx 3aboneesaHunin. He
BbISICHEHA PO/b KOHKPETHbIX hopM Tpombodunmin B BO3-
HUKHOBEHUM COOCTBEHHO TPOMOOMUANYECKNX COCTOSIHWIA,
HEAICHO MPOTEKTUBHOE 3HAYEHWEe HEKOTOPbIX FEHETUYECKMX
«TpoMbodunnyecknx» 0edekToB 1 X B3aAaUMOLENCTBUE HA
YPOBHE KOHeYHOoro gpeHoTuna n 1.4,

B Poccum exerogHo peructpupyetcs 6onee 400 Thicsy
MHCYNbTOB, N3 HUXx 70—-80% npuxoamTcsa Ha ULLEMUYECKMUI
nHeynbT. OT uHdapkTa mmokapaa nad 100 TeiC. Yenosek B
Hawlen cTpaHe exerogHo ymupaeTt 330 MyxynH 1 154 xeH-
wmHbl. OcTpble TPOMOO3bI rYyOOKMX BEH U TPOMOODNEOUTHI
NMOBEPXHOCTHbLIX BEH HUMXHUX KOHEYHOCTEW BCTpPEYaloTCs Y
10-20% HaceneHus, 0OCNOXHAS TeYeHne BapmMKO3HoM 6ones-
Hn B 30-50% cny4yaes [1, 2]. Ocoboe 3HavyeHne npobnema
Tpombo03a npunobpena B akyLLepcTBe 1 rmHekonorun. Mccne-
[OBaHMA MOCEefHMX NIET nokasanu, 4To Hanmyine Tpombo-
U Y XEHLLMHBI COMPSXXEHO C NOBbILLUEHHBIM PUCKOM pas-
BUTUS TakMX OCJIOXHEHUI GEepeMEHHOCTM, Kak MpPUBbIYHOE
HeBblHALLMBaHWe, deTonnaueHTapHas HeagoCTaTOYHOCTb,
BHYTPUYTPOOHaA 3afepxka pa3BuTua nnopa, no3gHuiA Tok-
CUKO3 (recTtos) n ap.

Takum 006pa3om, BbicOKas 4acToTa TPOMOO30B U UMX
OCNOXHEHWI 00yCcnaBNMBaET akTyaslbHOCTb paccMaTpuBae-
MO TeMbl 1 NOBYXaaeT Bce Honbluee YMCN0 Bpayen un yye-
HbIX N3y4aTb MPUYNHbBI U UCKaTb NYTU NPOMUNaKTUKN AAHHOTO
BMAa naTosormu.

MaTepuanbl n MeTOAbI UCCIIEA0BAHUSA.

FeHeTnyeckne pakTopbl CUCTEMBI FreMmocTasa. B Hop-
M€ CUCTeMa remMocTasa CNyXxuT ofs noganepXxaHms HopmMasb-
HbIX PEO0SIOrMY4eckrMx CBOWCTB KPOBW, NpenynpexneHvus un
OCTaHOBKW KPOBOMOTEPM OpraHnamom. B dumamonornyeckmx
YCNOBMSX MPOKOArynsiuMOHHbIE M MPOTUBOCBEPTLIBAIOLLME
npoLecchl B CUCTEME YPaBHOBELLEHLI. B cnyyae cmelleHns

paBHOBeCUsi B paboTe reMocTasa B Ty UM MHYIO CTOPOHY MO-
XeT HabNMoAaTbCA CKNOHHOCTb K KPOBOTOYMBOCTU (remodu-
nnst) nnm, HaobopoT, K NOBbILLEHHOMY TPOMO0O06pPa30BaHMIO,
T.€. K TpoMbodunmn.

Takum ob6pazom, TpomMbodpUINSa NpeacTaBaseT coOOoM Ha-
pyLLUeHMe remMocTasa, Npy KOTOPOM MOBbILLIAETCS aKTUBHOCTb
CBEPTLIBAIOLLEN KOMMOHEHTbI CUCTEMbI KPOBW, 4TO B CBOIO
oyepenb BEAET K Pa3BUTUIO TPDOMOO30B B KPOBEHOCHbIX CO-
cynax. @yHKUMOHMPOBAHME CUCTEMbI FEMOCTa3a OCYLLECT-
BNISIETCS MOCPEACTBOM Kackaja OMOXMMUYECKMX Peakuuid,
cxemMa KOTopblx B 06L,eM Buae oTobpaxeHa Ha pucyHke 1.

B HacTosiLee BpeMs MaeHTUOULMPOBaHbI MHOTNE FeHbl
M UX annesibHble BapuMaHTbl BCEX OCHOBHbIX 3BEHLEB CUCTE-
Mbl FEMOCTa3a, aCCOLMMPOBAHHbIX CO CKJIOHHOCTbIO K TPOM-
603am. Bce oHM mMoryT 6biTb NogpasaeneHbl Ha HECKOJIbKO
Kateropuii: 1) rexbol, Kogupyrowme GakTopbl CBEPTbIBAHUS;
2) reHbl, KOAMPYIOLIME ECTECTBEHHbIE aHTUKOATYNSAHTbLI Op-
raHn3ma; 3) reHbl, KOOUPYIOLLME PA3NIMYHbIE PELLENTOPb! Ha
NOBEPXHOCTN TPOMOOUMTOB; 4) reHbl, KOAMPYIOLLME KOMMO-
HEeHTbl GUOpPUHONM3A; 5) reHbl, OTBETCTBEHHbIE 32 COCTOSI-
HME COCYANCTOM CTEHKMW.

B pamkax HacTosLen cTaTbl OCTAHOBMMCSH Ha ABYX Ka-
TEropmsax n3 BbiLLENEPEYMCIIEHHbIX, B KOTOPbIX PACCMOTPUM
Hanbonee 3Ha4YMMbIE reHbl U MyTaLnUK, BAUSIIOLLNE HA CKITOH-
HOCTb YenoBeka K TpoMbodunmu.

leHbl, koaupylowme ¢pakTopbl cBepTbiBaHUSA. Ha ce-
rOOHAWHWIA aeHb BbloensaioT 13 $akTopoB CBepTbiBaAHUS,
KaXAbI N3 HUX KOOWPYETCs onpenefnieHHbIM reHom. Bme-
CTe C TeM LANIEKO He BCE N3 HUX CBSA3aHbl CO CKJIOHHOCTbIO K
TpoMbodunmm. B 0CHOBHOM B 3TOM KJIKOYE B IMTEpPaType 06-
cyxparoTcs reHbl pubpuHorera (FGA, FGB,FGG), npoTpom-
6uHa (Fll), dakTopa JlenpneHa (FV), npokoHBepTuHa (FVII) n
PurbpuHcTabunuanpytoLero dakropa (FXIIAT).

Hanbonblnii MHTepec B OTHOLLEHUN CBOEro BAUSIHUS Ha
pucK pa3BnTusa TPOMO0d UMM B 3TOW rpynne NpeacTaBnsiioT
reHbl F2n F5.

len F2 nokanuadyetca Ha 11-om xpomocome (11p11-
q12) n kopmpyet dakTop Koarynsumn |l — npoTpomMOuH. Mo
aHanoruv ¢ gpyrMmmn reHamu, BOBIEYEHHbIMM B paboTy cu-
CTeMbl reMocTasa, B 9TOM reHe TakXe OMMCaHbl OTAESNbHbIE
MyTauumn, NPUBOASALLME K TMMNO- 1 AUCNpoTpoMOuHemun [3].
OpHako Hanbonee 3Ha4YMMON 1 0O6CYXAaeMon B nuTepaType
3ameHor HK B reHe F2 cumtaetca mytaumsa G20210A. My-
Tauus HaxoamTcs B 3’ HeTpaHCIMpyemMoli 061acTu reHa u 3a
cyeT yBenmyeHus ctabunbHoctn MPHK daktopa 2 nnum no-
BblLUEHWSI YPOBHSI €ro TPaHCAAUMM NPUBOAUT K YBEMYEHUIO
KOHUEHTpauuu npoTpomobuHa B nnasme kposu [4]. YacTo-
Ta annens 20210A B EBponeiickoir nonynsiumMm cocTaBnsieT
~2%. OpHaKo cpeam reTepo3nroTHbIX HOCUTENE PUCKOBOIO
annens ypoBeHb NPOTPOMOMHA CUIIbHO BapbUPYET, MO3TOMY
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Puc. 1. KackagHo-komraekcHasi cxema CBepTbIBaHWS KDOBU

NPOCTOE KOJIMYECTBEHHOE OMpPELENEHNE 3TOrO0 Mapkepa B
KPOBW HE MOXET ObITb MCMONB30BAHO AJ19 ANArHOCTMKM NPO-
TPOMOUMHOBOW Tpombodunuu. Y noaen, reTtepo3nroTHbIX
HocuTenen mytaumm G20210A (reHotun G/A) 1 romMo3urot
no naronormvyeckomy annenio (reHotun A/A), Bo3spacTtaeTr
puck pasBuTUS Tpombo3a rnyboknx BeH, TPOMOO3IMOONUM,

MLLIEMMYECKOr O NHCyNbTa [5, 6]

; 019 XXEHLUMH TakXe Bo3pac-
TaeT PUCK HEBbIHALLNBAHNSA GEPEMEHHOCTU, Pa3BUTUS NPEI-
Knamncum, petonnaueHTapHOn HeaoCTaTOYHOCTU, 3a4epX-
K1 pasBuTua nnoga v np.[7]. OTHoCUTENbHbBIE PUCKW PA3BU-
TS TOW UM MHOW natonoruwn y Hocutenen annens 20210A
reHa F2 npeacTaBneHbl B CBOAHOM Tabnuue 1.

Tabnuvua 1. OTHOCUTESIbHBIV PUCK PA3BUTUSI PA3JINYHOV naToaoruv npu Hocutenbctee asnens 20210A B reHe F2

OTHOCUTESbHBIV PUCK PA3BUTUS

XNJTN CBA3N.

Matonorus reHoTvn . Ccbinka
G/A KOMMEHTapuii
Tpom0603 rybokunx BeH Hanbonee yacto nopaxatortcs rinybokue | Bombeli T. et al., 2002
2-4 BEHbl HUXXHUX KOHEYHOCTEN. Vaya A. et al., 2003
Martinellil.etal., 2004
Tpom603 NOBEPXHOCTHBIX BEH 4 Martinellil.et al., 1999
Tpom0603 LiepebpanbHbIX BEH 6-10 Martinellil. et al., 1998
Reuner K.H. etal., 1998
Peunaue Tpomb03a 0.5 B HekoTopbIx MCCnenoBaHuax cBsA3un He | Simioni P. Et al., 2000
06Hapy>XeHo. Miles J.S. et al., 2001
BeHo3Has TpoMb60o3ambonns Ha poHe npue- 16-59 Martinellil. et al., 1999
Ma XEHLLMHOM OpasibHbIX KOHTPALENTMBOB Legnani C. et al., 2002
VIHCYnbT y MOJIOAbIX NOAe B OTCYTCTBUMU De Stefano V. Et al., 1998
TPaOUUMOHHBIX (akTOPOB pucKa cepnaey- 5
HOCOCYZAMCTOW NaTosIormm
WNHpapKT Myokapaa y Kypswmx XeHLWNH B 43 Puck nHdapkTa yBenuumBaetcs B npu- | Rosendaal F.R. et al., 1997
Bo3pacte Ao 50 net CYTCTBUW [OMOJSIHUTENbHbIX (HaKTOpPOoB
MH)apKT Mnokapaa y cTpagatoLmx rmunep- RUCK Psaty B.M. et al., 2001
TEH3WEN XKEHLUMH MOCMEHOMNay3anbHOro 11
BO3pacTa, HaxOASLIMXCSA Ha 3aMECTUTESb-
HOW ropMOHaIbHOM Tepanum
HeBblHalLMBaHWe 6epeMeHHOCT 0.3 Martinellil. et al., 2000
Many A. et al., 2002
OTcnolika naaueHTbl 6-12 B Heckosbkux nccnepoBaHmax ceasdb He | Kupferminc M.J. et al., 2000
0o6HapyxeHa. FacchinettiF. etal., 2003
BHyTpryTpO6Has 3aaepyka pasButus nioaa 2-3 Howley H.E. et al., 2005
Mpeaknamncus 5.7 OpHako gBa MeTa-aHanuaa He o6Hapy- | Kupferminc M.J. et al., 2000

BenedettoC. et al., 2002
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Ele ogHMM 4acTo BCTpEeYaloLwmMcs U KIMHUYECKN 3Ha-
YMMBbIM FreHEeTUYeCKMM aedekTomM, 06yCcnaBnMBaloLLmMM TPOM-
6odunun, aBnsieTcs Tak HasbliBaemas JleligeHckas MyTaums
daktopa V. leH F5 nokannadyeTtcs Ha ANVHHOM nieye 1-1 Xpo-
MocoMbl (1923) 1 koaupyeT dakTop koarynsuum V (paktop
NenpeHa). FV npenctasnseT coboi rMMKONPOTEeNH nnasmbl,
LMPKYINPYIOLLMIA B KDOBM B HEAKTMBHOM COCTOSIHUK. B HOp-
Me€ B Clly4yae HeoOX0AMMOCTN OCTAHOBKWN KPOBOTEYEHMUS dak-
Top V nepeBoaunTCs B akTUBHYIO hopmy Va TpoMbuHom (F2) n
yyacTByeT B pOpMUMPOBaHUN NPOTPOMOBNHOBOIO KOMIMJIEKCA,
B TOM 4mcne npu yqactmm daktopa Xa BbINOJHAET QYHKLMIO
KodakTopa B peakuun npeobpasoBaHUs MpPoOTpoMOMHA B
TpoMOUH. Takum obpasom, dakTop JleigeHa ABnseTcsa on-
HUM N3 KJTIO4EBbIX KOMMOHEHTOB CUCTEMbI koarynsuumm [8]. B
CBO o4yepenb, FVa nHaktnempyeTcs akTMBMPOBaHHbLIM MPO-
TenHom C [9]. B reHe F5, cocTosuiemM 13 25 3K30HOB, Onu-
CcaHbl MyTauuu, NpMBOASALLME K OTCYTCTBMIO N ANCOHYHKLMMN
akTuBMpoBaHHOro daktopa V. Takme myTaumm BeayT K re-
Mopparnyeckomn 60ne3Hn 1 NPOSIBASIOTCSH KPOBOTOYMBOCTLIO
[10]. Takxe U3BECTHbI MyTaLWK, NPUBOASLLME K YPE3MEPHO-
MY YAJIMHEHUIO BPEMEHWN AENCTBUSA akTUBHOro dakTopa Va,
nocnegHee, Hao60pPOT, CONPOBOXAAETCH CKIIOHHOCTBIO Ye-
noseka K Tpom6odunmm [11].

OcHOBHOW MyTaumel B reHe F5, ponb KOTOPOW B pasBu-
TN TMNepkoarynsauun oblienpursHaHHa, sBAseTcs 3ameHa
ryaHvHa Ha ageHuH B nonoxeHun 1691 (G1691A), nHave
HasblBaemasa Mytaumen Jlengena. Mytaums npuBoguT K 3a-
MEHE aMUHOKUCNOTbI aprMHMHA Ha rMI0TaMUH B MOMOXEHUN
506 6enka-npoaykta reHa (Arg506Gin). Bcnencrteme Tako-
ro n3amMeHeHus dakTop koarynsuum Va npunobpetaeT pesu-
CTEHTHOCTb K MHIMOUPYIOLLEMY BIVSIHUIO aKTUBMPOBAHHOMO
npoteunHa C (puc.1). B pe3ynbTate pa3BrBaeTcs Tak Ha3blBa-
emasi AlC-pe3uncTeHTHOCTb. [locnenHee BeAeT K akTueaumm
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CBEpPTHLIBAIOLLEN CUCTEMbI KPOBW M CKJIOHHOCTW 4enoBeka,
HocuTena annens 1691A, k Tpombo3am, TpomMbGoamMboNUNn,
MHdapKTy Mruokapaa, nHcynbty n ap. [12,13]. B EBpone Jleit-
[eHckas MyTaums HabnogaeTcs ¢ NoMMOpPdHON YacToToM,
[OCTUrasi HanboNbLUMX 3HAYEHWNI B CEBEPHbIX MOMNYNSALUMSX, B
TO BPEMS KaK Y KOPEHHbIX Xutenen Aamn n Abpurkmn oHa npak-
TMyeckn He BcTpevaetcs. o naHHeIM pecypca SNPNCBI, B
cpefHeM 4YacTtoTa BCTpeyaeMocTn myTauun JlerigeHa B EB-
ponerickor nonynsuuu coctasnseT ot 1 o 3% (http://www.
ncbi.nlm.nih.gov/projects/SNP).

Annenb 1691A BoisiBnstoT y 30-40% 60MbHbIX C BEHO3-
HbIMY TpoMB03aMn 1 TpoMboamMbonusamun. [eTepo3nroTHoe
COCTOSIHME MPUBOAUT K 3-7-KPaTHOMY YBEIMYEHMIO pUCKa
pa3BuUTUS TPOMOOTUYECKMX OCHOXHEHUIA, @ Yy FOMO3UroT
OTHOCUTENbHbLIA prck noebiweH B 80-100 pas. B psae uc-
cnepoBaHMii NOKa3aHo, YTO OLEHKM pucka TPOMOOTUYECKNX
OCNOXHEHMIN y HocuTenen JIenaeHcKom MmyTaumm MOryT BO3-
pacTtaTb npun BO3AENCTBMN NPOBOLMPYIOLLMX HaKTOpPOB, Ta-
KUX KaK XMPypruyeckme BMeLLaTenbCTBa, NPUEM OpasbHbIX
KOHTpauenTMBOB, FOPMOHO3aMeCTUTENIbHOM Tepanun 1 np.
MpuBeneHHbIE AaHHbIE CBUAETENBCTBYIOT O MyJibTUdAKTOPU-
anbHOW NpMpoae TPOMOOTUYECKMX OCSIOXHEHWUIA NPU HOCK-
TeNnbCTBE MyTauuii reHa F5, 4To No3BonseT pa3pabaTtbiBaTb
CBOEBpPEMEHHbIE 3P DEKTUBHbIE NPUEMbI NpoduUnakTuye-
CKOW HanpasJ/IEHHOCTN.

Bonblwoe npakTuyeckoe 3HAYEHME  HOCUTENbCTBO
JlenpeHckon  MyTaumm  npuobpeTaeT B akyLlepcKo-
FMHEKOJIOMMYECKOM NpakTKe B CBS3N C €e accoumaumen ¢
HeBblHALLMBaHNEM OEPEMEHHOCTU, OTCJIONKOM HOPManbHO
pPacnofIoXeHHOW NNaueHTbl, BOSHMKHOBEHUIO MPE3KIamMncum
n np. [14, 15]. OTHOCUTENbHbI PUCK Pa3BUTUS HEKOTOPbIX
naTosorvii Npu HOCUTENLCTBE MyTauun JlenaeHa npencraBs-
NneH B Tabnuue 2.

Tabamya 2. OTHOCUTESIbHBIN PUCK PA3BUTUS PA3JIMYHOV NaTOI0ru rnpu HocuTescTee asnens 1691A B reHe F5

OTHOCUTESbHBIV PUCK PA3BUTUS
Maronoruns - Ccbinka
reHotun G/A KOMMEHTapuii

Tpom603 NOBEPXHOCTHbIX BEH 6 Martinelli et al., 1999.
Tpomb603 LepebpasibHbIX BEH 3.4 Bo3moxHbI 1 apyrue nokanusaumm Tpombo- | Dentali et al., 2006

30B.
TpomM0B03 BEH BEPXHUX KOHEYHOCTEN 6 Martinelli et al., 2004
Tpomboambonusa 5 Hanbonee 4acto nopaxatotcsa rnyookue [ Gohiletal., 2009

BEHbl HUXKHUX KOHEYHOCTEN.
Peunane Tpomb603a 14 EcTb paboTbl, onpoBepratwoLime Hanmdmne Ta- | Ho et al., 2006

’ KOW CBSI3N.

Tpomb603 Ha doHe Npuema XeHLm- 16 Mpu reHotune A/A oTHocuTenbHbli puck [Wu et al., 2005
HO OpasbHbIX KOHTPaLENTMBOB yBenun4ymsaetcs B 100 pas.
MHCynbT B NPUCYTCTBMU OAHOIO A0- 11 JononHuTenbHble dakTopbl pucka: runep- | Margaglione etal., 1999
NOSIHNTENBLHOrO akTopa prcka TEeH3us, AnabeT, rmMnepxosieCTePUHEMMS.
MHCYNbT y MONOAObIX XEHLLUWH, Npu- Slooter et al., 2005, Martinelli et
HUMAIOLLMX FOPMOHAJIbHbIE KOHTPA- 10-13 al., 2006
LenTUBbI
MHpapKT Myuokapaa y Mosioabix Ky- 30 Rosendaal et al., 1997
PALLMNX XKEHLLMNH
HeBblHalvBaHve 6GepemeHHocTu | 51 Rey et al., 2003
TpumMecTpa ’
HeBblHalvBaHve 6epemeHHocTu | 5 Puck Tpom603a cocynoB niaLeHThI. Robertson et al., 2006
TpymecTpa
OTcnoiika nnaueHThbl 5 B HECKONbKUX UCCeaoBaHUsAX CBA3b Robertson et al., 2006

He obHapyXeHa.
BHyTpuyTpOoGHas 3apepxka passu- 3.5 B Heckonbkux nccneaoBaHusix CBSA3b Dudding & Attia 2004, Howley et
TVa nnoga He obHapyXeHa. al., 2005
Mpeaknamncus 5 B Heckonbkux nccnenoBaHnsax CBS3b Robertson et al., 2006

He obHapyxeHa.

HocutenectBo myTtauuu JlerigeHa B reHe daktopa FV
MOXHO npeanonaratb y 1oaen ¢ UICTOpMer BEHO3HOM TPOM-
603mbonnu, maHndecTMpoBasLLell B BUOe Tpombo3a ry-
60kuMx BeH unn TOJIA, a Takxke Y XEHLUMH, aHAMHE3 KOTOPbIX

OCJ/IOXHEH cny4aeM Tpom60ambonmmn Ha doHe GepeMeHHO-
CTV VAN MPU UCMOJIb30BAHUN OpasibHbIX KOHTPALENTUBOB,
Wy ML, C OTAMOLEHNEM UHAMBUAYANIbHOMO MW CEMENHOro
aHaMHe3a NMoBTOPHbLIMYK Cily4asiMy TpoMOo3a. B Takom cny-
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yae MoXxeT ObITb NpoBeneH NMOo TecT Ha Hanudue AlC-
pesncteHTHocTn, Nnbo AHK-amarHocTka Ha HOCUTENLCTBO
myTaummn G1691A B reHe F5. lNMocnenHsas npouenypa npoBo-
onTces vaule n 6onee LOCTyNHA AN UCMOMHEHMS.

Ocob0oro BHUMaHUS 3acnyXmBaeT COBMECTHOE Hachne-
[OBaHMeE BbILIEONUCAHHbIX MyTauuii B reHax F2 u F5y ogHo-
ro yenoseka. Puck pazsutus Tpom603a, TPOMO03MB0MN 1~
OPYrux OCNIOXHEHWI TpOMO03a Yy Takux JI0AEN NOBbILLAETCS
B elle 6onbLieit cteneHun. No mytaumam reHoB F2 n F5 aBoii-
Hasi reTepo3nroTHOCTb Obina obHapyxeHa B 1-5% cnydvaes
cpeau B3pOCHbIX L, C UICTOPUE BEHO3HON TPOMBOIMOO-
1K, B TO BPEMS KaK Cpean Nofen KOHTPOJIbHOW rpynnbl
[aHHbI nokas3aTtenb He npeBbiwan 0-1% [16]. Cpean peten
cucTopmen TpPoM603aM60NMM ABONHASA FreTePO3UroTHOCTb MO
myTaumam G20210A npotpombuHa n G1691A dakTopa Jleii-
neHa Habnoganack B 2,5% cnyyaes, Torga kak B KOHTPOJb-
HOV rpynne BooOLue He Obina 3adukcmposaHa [17,18]. Ecnun
OTHOCUTENbHbIV PUCK Pa3BUTUS BEHO3HON TpoMBoamMbonum
npu reTepo3nroTHOCTU OTAENBHO NO MyTauun reHa F2 nnbo
no myTtauum F5 coctasnsieT 4 n 5, COOTBETCTBEHHO, TO OTHO-
CUTENbHBIM PUCK Pa3BUTUS YKa3aHHOMO COCTOSIHMSA Yy ABOW-
HbIX reTepo3nroT Bo3pacTaeT B 20 pas. MNpn aTom TpoMO03
y Takux noaei passmBaeTcs B Oonee paHHeM Bo3pacTe U1
yalle MMeeT HeobbIYHYIO TOKanM3auuio (BeHbI NeveHn, Opbl-
Xenku, moara) [19].

Takum 06pa3oM, 3a CHET CEPLE3HOro BKada B yBENU-
yeHne pucka 3abonesaHus, mytaumm G20210A reHa F2 n
G1691A reHa F5 ynomMuHaloTCst NpakTMyeckn Bo Bcex 0630-
pax 1 6asax AaHHbIX, MOCBALWEHHbIX MPeapPacnoNoXeHHOCTH
K TpoMbodunumn. B cBSA3M ¢ 3TUM LieiecoobpasHo BKOYATb
3TN reHbl B NepeyeHb 06cnenoBaHvs Ha HacNeACTBEHHYIO
NpPeapacnonoXeHHOCTb K TpoMbodunnu.

lFeHbl, OTBETCTBEHHble 32 COCTOSIHME COCYAMUCTON
cTeHKku. K reHam, onpenensiowmMm CoCTOsIHME COCYANCTOM
CTEHKW, OTHOCAT reHbl pepMeHToB donatHoro umkna. lo-
6O0YHBLIM NMPOAYKTOM BUOXMMNYECKUX peakumii 3TOro umkna
ABNIAETCA rOMOLMCTENH. Hapsay ¢ OpyrmmMn HapyLleHUaMm
obmeHa, runepromoumnctenHemus (IE) npencrtasnseT co-
601 He3aBMCUMbIV dakTop pucka pasBuUTUS aTepockieposa
1 TPOMBOTUYECKNX COCTOsIHUIA [20].

[MoBbILIEHME YPOBHSA rOMOLMCTEMHA B njiasme KpoBU
6onee 15 MKMONb/N oOKa3biBaeT TOKCUYECKoe aelcTBue
Ha SHAOTENUA COCYOOB, @ TakXe CnocobCTBYET BO3HMK-
HOBEHWIO PE3UCTEHTHOCTU K aKTUBUPOBAHHOMY MPOTEUNHY
C (ANC) mn3-3a KOBaAJIEHTHOrO0 COEAMHEHUSI C aKTUBUPO-
BaHHbIM dakTopom koarynaumm V. O6a adpdekta I'ME ono-
cpenoBaHHO CNOCOOCTBYET akTuBauMW CBEPTbIBAKOLLEN
cucTembl kposu [21].

BonblWMHCTBO cnyyaeB 3HauuTenbHon TE (6onee 100
MKMOnb/n) (~90-95%) cBaA3aHO C pPenkMmM roMO3UrOTHBLIM
nedekToM depmeHTa UMCTaTUOHUH-B-cuHTasbl (CBS), co-
NPOBOXAAIOLMMCS ONNTODPEHNEN, BKTOMMEN XPYCTanmka,
HapyLlleHNeM CKeneta, PasBUTUEM CEPAEYHOCOCYAUCTHIX
3aboneBaHnin B MOJI0J0M Bo3pacTe. [eTepo3nroTHas popma
nedekta reHa CBS, BcTpeyaeTtcs ¢ yactoton 0,3-1% u xa-
pakTtepusyetcs pa3sutmem ITE cpenHelr cteneHn.OcTtanb-
Hble cnydaum ITE (~5-10%) cBsizaHbl ¢ gedektamn B Apyrux
reHax depmeHToB donatHoro uukna. K HMM OTHOCATCS:
5,10-meTunenTeTparngpodonarpeaykrasa (MTHFR), pe-
Ayktaza MeTUOHUH cuHTeTasdbl (MTRR), METUOHNH CUHTa3a
(MTR). B ocHOBHOM B cny4ae Hanuyms gedekra B nepeymc-
JNIeHHbIX reHax Habntopaetcs ME ymepeHHon ctenenmn (15-30
MKMOJIb/N). BO BCEX NEPEYNCNEHHbIX FeHax ONMCaHbl MHOMO-
YMCMIEHHbIE YHMKANbHblE MyTauun [22]. BMecTe ¢ TeM B 3TUx
reHax Takxke OonucaHbl PacrnpoCTPaHEHHble B MOMynsaumax
OJHOHYKNIeOTUAHbIE nonumopduamel (SNP), Bansiowme Ha
YPOBEHb FOMOLIMCTENHA B KPOBMU.

Hanbonbluee 3HavyeHWe B OTHOLWEHUM passutusa [TE
nmeeTr  depMeHT  MeTuneHTeTparngpodonaTpenykrasa
(MTHFR). l'eH MTHFR, kogupyowmii BbiIpaboTky aToro dep-
MEHTa, NOKann3yeTcss B KOPOTKOM rjiede 1-1 XpOMOCOMBI
(1p36.3). PepmeHT MTHFR yyacTtByeT B npeBpatieHunn 5,10-
MeTuneHTeTparngpodonata B 5-metuntetrparngpodonar,
ABNAOLWNIACSA KOCYOCTPATOM O/ PEMETUNMPOBAHUSA TOMO-
uMcTenHa B METUOHUH. Hanbonee 3Ha4YMMbIMU MOAMMOPGd-
HbIMU annenamu reHa MTHFR, BeoyLLMMIM K YMEHbLLEHWIO aK-

TUBHOCTW paboTbl COOTBETCTBYIOLLLErO pepMeHTa poslaTHOro
umkna u, kak cneacteue, k N'E, npuananbl 677T (C677T nnn
Ala222Val) n 1286C (A1286C) [23]. Mpun roMo31MroTHOCTM Mo
nonumopduamy C677T (reHotunT/T) n KOMNayHAHOW rete-
PO3UroTHOCTN NO 060MM nonmopdunamam C677T n A1286C
(renotunC/T; A/C) akTMBHOCTb depMeHTa CHWXAeTCcs Ha
~65%, npun romoaurotHoctn no A1286C (reHotun C/C) co-
OTBETCTBYIOLLMI Noka3aTenb CHuxaeTcs Ha ~40% [24]. Mo
naHHbIM pecypca SNPNCBI yacToTa BCTpe4yaemMocTu anne-
nen 677T n 1286C rena MTHFR B EBponerickoin nonynsuum
coctaBnseT 24 n 36% cooTrBeTcTBeHHO (http://www.ncbi.
nim.nih.gov/projects/SNP). T/T reHoTun no noanMopdHoOMy
yyacTky C677T 0COBEHHO 4acTo BCTPEYAETCS Cpeam Xute-
nen CesepHoro Kutasa (20%), KOxHon Utanum (26%) n Mek-
cukn (32%); pexe BCEro ero MoXHo BCTPETUTb Y nnu, adbpu-
KaHCKOro npouncxoxaenus [25].

Hocutenscteo nonumopduama C677T accoummpoBaHo
C MOBBILLIEHHLIM PUCKOM PasBUTUS ULLIEMUYECKON GONE3HU
cepaua [26]. Tomo3urotHocTb no nonnumopdusmy C677T
accoumMmpoBaHa C TPEXKPATHbLIM YBEIMYEHUEM OTHOCUTESb-
HOro pucka pas3BuUTuUs CepAeYHOCOCYANCTONM naTonorum [27].
B kpynHOM meTa-aHanu3e BbiSiB/ieHa CBA3b YKa3aHHOro no-
nmmopduama ¢ runepTeHsnen. ABTopbl NPUXOONAT K BbIBOAY,
yTo C677T siBnsieTCa He3aBnCKMbIM GaKkTOPOM prcka pasBu-
Tns 3aboneBaHuns. Cea3b 0OHapYyXeHa aJ1s NL, eBpOnencko-
ro 1 a3naTckoro npomncxoxaeHus [28].

YCTaHOBMEHO, YTO FOMO3UIOTHOCTb MO NOAUMOPPU3-
My C677T reHa MTHFR Takxe crnocobGCTBYeT pas3BUTUIO
MHOIMX OCNOXHEHUN 6epeMEHHOCTU, HaNpMMep rectosa,
npeakaamncun, NPexneBpPeMeEHHON OTCONKN HOPMabHO
PaCNoNOXEHHOM NNaLEHTbI, HEBbIHALLIMBAHUS 6epeMEHHO-
CTW, BHYTPUYTPOOHOI 3aA4epXKN pa3BuTus nnoga, ysenm-
YMBaET PUCK PaA3BUTUS FUMNEPTEH3UM NPU BEPEMEHHOCTU
n poxaeHuss pebeHka c¢ AedekToOM HeBpasibHOW TPybKM
(OHT) [21]. Tak, B nccnepoBaHun matepei geten ¢ AHT
NnokasaHo, 4YTO YpPOBEHb FOMOLMCTEMHA B KPOBU TaKUX
XEHWMH nosbiweH [29]. O6uwienpu3HaHHbIM CUYUTaeTCH,
4yTO nNpmem GONNEBOIN KUCNOTbI CNOCOOCTBYET YMEHbLUE-
HUIO YPOBHS FOMOLMCTENHA B KPOBU. [Tpnem xeHwmHamum
npenapatoB GOAMEBON KNCAOTbl HE3a40r0 A0 M Ha NpPo-
TSXXEHUN NEePBbIX MECALEB OEPEMEHHOCTU 3HAYUTENLHO
(Ha 50% 1 6onee) ymeHblUaeT pUCK poxaeHust pebeHka c
OHT [30]. MokasaHo, 4To 06a nonumopduama reHa MTHFR
(C677TnA1286C) accoLmmpoBaHbl C yBENIMYEHHLIM PUCKOM
poxaeHus 6onbHbix aeteri [31]. B oTHoWweHUM accoumaumm
Hannuusa nonumopoduama C677T ¢ pUCKoOM poXaeHns pe-
6eHka C HeCUHAPOMasbHOW pacLLeNMHoON rybbl n/mnm Heba
JaHHble NpoTnBopeyunBbl [32-34].

Momumo nonumopduama MTHFR pns Gru3nonorn4ecko-
ro NpoTekaHus peakuuii GonaTHoro umkna 6osnblioe 3Ha-
YeHVEe UMEIOT annenbHble BapunaHTel reHoB MTRR (5p15.3-
p15.2) n MTR (1g43), B KOTOPbIX Hanbosiee 3Ha4YNMbIMN SIB-
naTca nonnMmopduamel A66G n A2756G COOTBETCTBEHHO.
YactoTa annens 66G rena MTRR B EBponerickon nonynauum
coctaBnseT 45%, annens ¢.2756G reHa MTR — 17% (http://
www.ncbi.nlm.nih.gov/projects/SNP). B pesynbtate 3ameH
AB6G n A2756G akTMBHOCTb (PEPMEHTOB peaykTadbl METUO-
HWH CUHTETa3bl MMETUOHUH CUHTa3bl CHUXaeTcs. CuHepru-
yeckoe AencTtBve nonumopdHbix annenen reHos MTHFR,
MTRR n MTR cnocobCcTByEeT YBEIMYEHNIO B KPOBW YPOBHS rO-
MOLIMCTENHA U BEOET K MOBbLILUEHUIO pUCKa PasBUTUS TPOM-
60pUNNn 1 ee 0CNOXHEHUI.

BmecTe ¢ TeEM N3BECTHO, YTO YPOBEHb FOMOLMCTENHA B
KPOBW 32BUCUT, B TOM YMCIE, U OT PasdinyHblx GakTopoB He-
reHeTmnyeckon npupoapl. K Taknm dakropam OTHOCAT Kype-
Hue, ynotpebneHne kode, ypoBeHb PU3NYECKON aKTUBHO-
CTW, KONNYECTBO ynoTpebnsembix GonaTtoB C NULLEN, MO U
Bo3pacT yenoBeka [35]. Tak, y HEKYPSALWMX NOAEN C PEAKUM
ynotpebneHnemM kode 1 BbICOKMM YPOBHEM NOCTYNNeHns Go-
NaToB C NULLEN FOMOUMCTENH Na3mbl Obi1 Ha 3—4 MKMOJIb/1
HUXEe MO CPaBHEHMIO C aHaNOrMYHbIM MOKa3aTenem y nuu,
KYpSLLMX, NbIOLWMX MHOTO Kode 1 ynotpebnsaiowmx mano ¢Go-
natoB. Mexay TemM NoBbILLEHWE YPOBHSI TOMOLMCTENHA BCErO
Ha 1 MKMoJb/n accoummpoBaHo ¢ ~10%-M pUCKOM pa3BUTUS
cepaeyHo-cocyaucTor natonorum [36].

Kak 6bI10 ckasaHo Bbille, B Xo4e peakumin ponaTtHoro
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LMKna o6pasylnTcs MeTUNIbHbIE FPYMMbl, KOTOPbIE BaXHbI, B
YacTHOCTU, Onsa npouecca metunuposaHua OHK, obecne-
yMBalolLlee HopmasibHOe pasBuTME 3aMbBpuoHa. MokasaHo,
4YTO Hann4me NONMMOpPGU3MOB B ITUX FEHAX MOXET yBe-
NNYMBaTb PUCK BO3HWKHOBEHWUS ONpPeaeNeHHbIX MOPOKOB Y
nnopa (fedekTbl HEBPANbHON TPYOKM, pacLiennHa ryobl/
HebGa n ap.) [37].

Kpome Toro, ansi HEKOTOPbLIX MNOMMOPMHBLIX MapkepoB
reHoB ¢pepmMeHTOB HONaTHOro LMKa rnokasaHa CB3b C pu-
CKOM poXxaeHus pebeHka ¢ XpOMOCOMHO naTtonoruei. Puck
poxaeHus pebeHka ¢ cMHapomMom JayHa y HOCUTENbHULL, NO-
nmmopdunama C677T B reHe MTHFR, 0AHOBPEMEHHO ABNSIO-
wmxcs romo3urotammn no A66G B reHe MTRR, Bo3pacTaeT
B 3 pasa no CpaBHEHMIO C XeHLmHamMmu 6e3 A66G [38, 39].
BmecTe ¢ TeM noka3aHo, 4TO HOCUTENbCTBO NOANMOPDU3-
moB C677T n A1286C B MTHFR, He co4eTaioLeecs C nonu-
Mopduramamm Apyrmux reHos GonaTHOro LMkna, He BAnseT Ha
puck poxaeHus peberka ¢ cuigpomom JayHa [40].

Bce BbllleckazaHHOE roBOPUT O BaXKHOCTW MPOBEAEHMUS
npoeUNakTUYeckmx Mep npu 0OHAPYXEHUN TEHETUYECKMX
dakTopoB pucka padsutna IME. Ha cerogHsAWHMA AEHb C 3TON
LLleNblo Ha3HavyaeTcs Gonnesas KUCNoTa v BUTaMUHbI FPYInbI
B (B1, B6, B12), asnaowuecs kodakropamu GepmMeHToB
peakuuii ponatHoro umkna. NMopobHas Tepanus, Hapsay co
300pPOBbIM 0O6PA30M XMU3HU (3aHATME CMNOPTOM, OTCYTCTBUE
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BpeaHbIX NMPUBbLIYEK, B YACTHOCTU KYPEHUSA U YPE3MEPHOrO
ynoTpebneHns ankorons, oTkas OT ynotpebneHus kode un
np.), XOPOLLO KOPPEKTMPYET AaHHOE COCTOSIHME U B 3HAYU-
TENbHOW CTEMNEHM CNOCOOCTBYIOT CHUXEHUIO prCKa PasBUTUs
Tpomb03a 1 Apyrnx cepaeyHO-CoCyanCTbIx 3a00NeBaHn.

3aknoyeHue. K HacTosilweMy BpeEMEHN MAEHTUGUUN-
POBaHbl AECATKN NOAMMOPOHbBIX BAPMAHTOB reHOB BCEX 3Ta-
NMOB CUCTEMbl KOHTPOJIS CBEPTbLIBAHMS KPOBWU. s MHOMMX
M3 HUX TBEPAO YCTAHOBMIEHA NONOXUTENbHAA accoLMaTmB-
Hasi CBA3b C NOBbILLEHHbIM TPOMOOOOpPasoBaHneM. MiIMeHHO
«PUCKOBbIE» MONMMOPPU3MbI PACCMATPMBAIOTCS B KAYECTBE
reHeTU4eCKOM KOMMOHEHTbI NPeapacnonoXeHHOCTU K pas-
BUTUIO peHoMeHa TpomMbodunuu. LOKNMHUYECKOE BbISIB-
neHne noNMMOP@HbLIX BapMaHTOB MNpeapacrnofioXeHHOCTU
K TpOoMBObUINN MOXET CNOCcOHCTBOBATbL HE TOJIbKO CBOEB-
pPEeMEHHON AnarHocTuke, apdEKTUBHOM Tepanun Hacnean-
CTBEHHbIX TPOMBODUNNIA, HO N yCnewHoW npodunakTuke
OCJIOXXHEHUIN OCHOBHbIX 3ab051ieBaHNSA U Te4eHus bepemMeH-
HOCTU, CBSI3aHHbIX C HACNEeACTBEHHBIMU TPOMOBODUAUAMN.
Mockonbky NonMMopdr3Mbl FeHOB hakTOPOB CBEPTbIBAHUS
F2n F5 n reHoB depmeHTOoB donatHoro uukna (MTHFR,
MTRR, MTR) aBna10TCS CyLWeCTBEHHbIMY dakTopamMu pucka
TpoMbodunuu, nx cnenyeT BkOYaTb B MNaHENb FreHeTnye-
CcKoro o6cnenoBaHns st OLEHKM NPenpacnofioXEHHOCTU K
pasBuTUIO TPOMBO30B.
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PE3IOME

MHorodakTopHble 3aboneaHmsa (MD3) NPUBHOCAT HAMOONbLLMIA YAENbHBIN BEC B CTPYKTYPY MHBANVAN3aUMN U CMEpPT-
HOCTU HAceNeHMs NPOMBILLNIEHHO Pa3BUTLIX CTPaH Mupa. Cpean MD3, nprobpeTalowmx HaMboNbLLIYIO MEAMKO-COLNATIBbHYIO
3Ha4YMMOCTb, MATONIOrNS remocTasa, B TOM Ymcie n TpoMOodunns (MOBbILLEHHAS CKIOHHOCTb K FMNepKoarynauum n Tpomoo-
006pas30BaHuio), 3aHNMAET OJHO N3 BEAYLLMX MECT.

Mockonbky nonnMopdur3mel reHOBMaKTOPOB CBEPTbIBaHUSA F21 F5 n reHoB dpepmeHTOB donatHoro umkna (MTHFR,
MTRR, MTR) sBNSIt0TCS CyLLLECTBEHHbIMU akTopamu pmcka TpomMoodunmn, nx cnenyeT BKYaTb B MaHEsb FreHeTUYeCcKoro
obcnenoBaHvsa Ans OLEHKM NPeLpaCcnonNoXeEHHOCTU K Pa3BUTUIO TPOMOO30B.

KnioueBbie cnoBa: MHorodakTopHble 3abonesanHns (MD3), Tpombodunus, TpomMo03, NOIMMOPPU3MbI FEHOB.

ABSTRACT

Multi-factorial diseases (IFPI), brings the greatest share in the structure of the disability and mortality in industrialized
countries. Most buyers of FISALUD medical and social significance, pathology of hemostasis, including trombofilis
(enhanced propensity to thrombosis and giperkoagulgscii), occupies one of leading places. Since F2 coagulation factor gene
polymorphisms and F5 and enzyme gene folatnogo cycle (MTHFR MTRR, MTR) are significant risk factors for trombofilii, they
should be included in the survey to assess genetic predisposition to the development of thrombosis.
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