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ApTepuasnbHble Y BEHO3HblE TPOMOO3bI 1 B MEPBYIO O4EPEb OCTPbIE HAPYLLEHWS MO3rOBOr0 KPOBOOOPALLEHWS SBASIOTCS OAHOM U3 aKTyasibHbIX Npobem
COBPEMEHHOI HeBpOJiorMn. KnnHuyecknin n natoMop@onormyeckmin aHanna nokasan reTeporeHHOCTb UWEMUYECKNX MHCYNIBTOB. B Monoaom Bo3pacte
NPUYYHBI Pa3BUTUS OCTPbIX HAPYLLEHWNA MO3rOBOIr0 KPOBOOOPALLEHWUS 3HAYNMO OT/IMHAIOTCS OT NMPUYNH UHCYIbTOB B MOXMUIIOM U CTapYeCKOM BO3pacTe.
Y nvu, Mononoro Bo3pacTa NpUMepHo B 1/3 ciyyaeB OnNpeaenunTb 3TMONIOrMYECKYIO NPUHALAIEXHOCTb MHCYIIbTA HE NPEACTABNSETCS BO3MOXHbLIM. B cTaTtbe
OCHOBHOE BHUMAaHWE yaeNIeHO HapYLLIEHUSIM B CUCTEME CBEPTbLIBaHMS KPOBU, OOYCNOBNIEHHBIM AeDULMTOM UM aHOManMsiMu GU3MONTOrMYECKMX aHTUKOA-
rynsHToB. MNpeacTaBneHbl KIMHUYECKME 0COOEHHOCTU FEHETUYECKM AETEPMUHUPYEMbIX TPOMOOdUNIA, BbI3BAHHBIX AEDULUTOM NN AaHOMASIUSIMU aHTU-
TpombuHa lll, kodakTopa renapuvHa ll, npoterHa C, npotenHa S, npotenHa Z n TpombomoaynmHa. MokasaHa 4YacToTa BCTPEYAEMOCTUN AaHHbIX COCTOSHUIA
Kak B 0OLLEe nonynsaummn, Tak 1 y nnL, ¢ apTepuanbHbIMU Y BEHO3HBIMU TPOMG03amMu. [pecTaBieHbl AnarHOCTUHECKE METOONKM.
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Arterial and venous thrombosis, primarily acute ischemic stroke is one of the urgent problems of modern neurology. Clinical and pathological analysis re-
vealed heterogeneity of ischemic strokes. At the young age of causes of stroke was significantly different from the causes of stroke in elderly and senile age.
In young adults about 1/3 of affiliation to determine the etiologic stroke is not possible. The article focuses on the violations in the system of blood coagula-
tion due to deficiency or abnormality of physiological anticoagulants. We present the clinical features of genetically determinate thrombophilia caused by a
deficiency or abnormality of antithrombin Ill, heparin cofactor Il, protein C, protein S, protein Z, and thrombomodulin. It is shown that the incidence of these

conditions in the general population and in patients with arterial and venous thrombosis. We present diagnostic techniques.
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H 4 COBPEMEHHOM JTAIl€ 3HAYUTENBHYIO JOJIIO CPEAU Ma-
LIUEHTOB C TPOMOO3aMH COCTABJISIOT JIIO/IU MOJIOJIOTO 1
CPEIHETO, T.€. TPYJOCIOCOOHOTO BO3PACTA, YTO OOYCIOBIMBA-
€T HE TOJBKO OOJBIIYIO MEAUIIUHCKYIO, HO U COLIUAIBHYIO
3HAYMMOCTb IAHHOW Ipo6aeMbl. HacnencTBeHHbIE 1E€(PEKTHL
CBEPTBHIBAEMOCTH KPOBU M3BECTHBI 1aBHO. OHU SIBJISIIOTCS TIPH-
YUHOM JUINTEIbHBIX, YIPOXKAIOIIUX KU3HH KPOBOTECUCHUM, OI-
HAaKO PAa3JIMYHBIC HAPYLUICHUS TPOMOOOOPA30OBAHUSA, OCIOXK-
HSIOIUECS PA3BUTUEM TPOMOO30B U TPOMOOIMOOINH, IPHU-
BJIEKJIM BHUMAHHE HCCIIEOBATEIEH JINITB HECKOIBKO JECITH-
JIeTHAN Ha3a[, [/ ONUCAHUS PA3HOPOJHOM I'PYIIIBEI HApyIIe-
HHUU CBEPTBIBAEMOCTU KPOBU, KOTOPBIE COIIPOBOXKAAIOTCS CY-
MIECTBEHHBIM ITOBBIIIEHUEM PUCKOB APTEPHUAIBHOTI'O HUJIX BE-
HO3HOI'O TPOMO034a, MCHIONB3YETCSA TEPMUH «TPOMOOMUINA>
[1-3]. HacneacrBeHHbIE TPOMOOMUWINY BIEPBLIE ObLIN OIIHUCA-
ubl EJordan u A Nandotff [4]. Tepmun «rpoM60oduinu> Obul
MPENIOKEH HOPBEKCKUM KinHuiucrom O.Egeberg (5, 6]. Us-
BECTHO, YTO PUCK PA3BUTHS TPOMOOTUYECKUX COCTOSTHUI yBE-
JIMYUBAETCA NPUOIU3UTENBHO B 2 Pa3a Kaxable 10 jieT npoxu-
TOU )KM3HU B CBA3U CO CHUOKEHUEM JIBUTI'ATEIIbHON AKTUBHO-
CTHU, YCYT'YOJIEHMEM HAPYHIEHHUA KPOBOTOKA M BEHO3HOI'O CTA34,
YMEHBIIEHUEM TACTUYHOCTU U MOJAATINBOCTU COCYIUCTOM
CTCHKH, CHIDKCHHEM (PHOPHUHOIUTHYCCKON aKTUBHOCTH.
BoipensioT BpoXxI€HHBIE, IPHOOPETECHHBIE 1 KOMOUHUPO-
BaHHBIE TpoMboduauu. HacnencrBeHHble (BPOXK/IECHHBIE)
TPOMOOPUINHN — 3TO OOOOIIAIONIEE TOHATUE, KOTOPOE OOb-
€UHAET LEJIbIA PsI/l HAPYIIEHUI B CUCTEME I'€eMOCTa34, 00-
YCIOBJIEHHBIX reHeTn4decku. B 2000 1. PManucci [7] onpenennn
HACIEACTBEHHYIO TPOMOO(MUINIO KAK TEHETUYECKH JIeTEPMU-
HUPOBAHHYIO TE€H/IEHIIMIO K BEHO3HOMY TPOMOOOOpPA30Ba-
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HHIO, PEUIM3a A KOTOPOH, KaK IIPABUJIO, OCYIIECTBIIACTCA
YKE B MOJIO/IOM BO3PACTE, TPU 3TOM TPOMOOTHUYECKHE OCTIOXK-
HEHUS BO3HUKAIOT 6€3 OYEBUAHON NIPUYHHBL M UMCIOT CKJIOH-
HOCTb K PELIMJMBUPOBAHUIO [1].

[IpnobpereHHsle TPOMOOPUINHN — 3TO COCTOSIHUS, KOTO-
pBI€ XaPAKTEPUIYIOTCS IIEPBUYHOM AKTHUBAITHEI (PAKTOPOB I'e-
MOKOATYJ/ISILIY, OTHOCHUTE/IBHBIM JJE(ULIUTOM €CTECTBEHHBIX
AHTHUKOAT'YJIIHTOB U (PUOPUHOIUTUKOB, AKTUBAIIUCH MEXKIIC-
TOYHOI'O B3aMMO/JEHCTBHUA, KOTOPbIE PA3BUBAIOTCA IIPU PAZE
ITATOJIOTUYECKUX COCTOSIHUHM U IIPOBOLIMPYIONIUX BO3/CH-
CTBUI WIH SIBJISIOTCSA OCIOKHEHUEM MEIUKAMCHTO3HOU Tepa-
uu. [Ippo6peTeHHbBIE TPOMOOMUINY MOL'YT PA3BUBATHCA IIPU
3JI0KAY€CTBEHHBIX HOBOOOPA30BAHUAX, XMPYPIUUECKUX BME-
IIATENIbCTBAX, TPaBMaX (OCOOEHHO MPH MEPETOMAX JUTMHHBIX
KOCTe), 6EPEMEHHOCTH U B TIOCJIEPOIOBOM MEPHO/IE, IPHEME
OPaJIbHBIX KOHTPALENTUBOB 1 3aMECTUTEIBHOU TOPMOHAJIb-
HOW TE€PAIINH B TIOCTMEHOITAYy3€, UMMOOWIM3ALIMU U JIp. [8].

Kom6uHuposanHas GopMa TpPOMOOMUINN XAPAKTEPU3Y-
€TCs1 KOMOUHAIIMEH TA60PATOPHBIX NPU3HAKOB, TUIIMYHBIX
I [BYyX PACCMOTPEHHBIX BBIIIE TUIIOB TPOMOOMDUINU.
O KOMOMHHPOBAHHOH (hopME TPOMOODHUINU MOKHO I'OBO-
PHUTh B TEX CIy4asAX, KOI/1A MAIUEHT C BPOX/ICHHON TPOMbO-
dumeit noBeprcs JONOIHUTEIBHOMY BO3JCUCTBUIO (DAKTO-
POB PUCKA aKTUBALIUH CBEPTBIBAEMOCTH KPOBU U arperaluu
TpoMO60OLIUTOB. HEpenKo HAGMIONAETCS COUETAHUE [Ie(PEKTOB
MEPEYNCIEHHBIX (PAKTOPOB, M OOBIYHO 3TO COYETAHUE XaPaK-
TEPHU3YETCs 60JICE TLKEIBIMUA TPOMOOMWINAMY, YEM OJJUHOY-
Hbl gedexr [9, 10].

KnnHn4ecku Bce TPOMOOPUINN XAPAKTEPUIYIOTCS PEIU-
JIUBUAPYIOIIMMU MHOKECTBEHHBIMH TPOMO03aMU PA3HOM JIO-
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KaJIM3aL1H, TPOMO03MO0NIUAMM B 6ACCEUHE JIETOYHOI apTe-
puuy, HTHPAPKTAMU OPIaHOB, PA3BUBAIOMIUMUCS, KAK IIPABUIIO,
y OONBHBIX CPABHUTEIBHO MOJIOAOIO BO3PACTA. BBIpasKeH-
HOCTb TPOMOO(HINI, YACTOTA U TSLKECTh TPOMOO3IMOOINHU 3a-
BHUCST OT CTEIICHH I'€MaTOJOTUYECKUX HAPYIICHUN U COIyT-
CTBYIOIIMX ((POHOBBIX) COCTOSIHUH, ITATOJIOTUYECKHX IIPOLIEC-
COB 1 BO3ICYICTBHIA.

K ofHO¥ N3 OCHOBHBIX IPUYMH HACIEACTBEHHBIX TPOMOO-
buni OTHOCUTCH 1e(PEKT FEHOB AaHTUKOATYJITHTHOU CUCTE-
MbL TpoMOoduINKM, O6YCIIOBICHHBIE AE(PUITUTOM WX AaHOMA-
JIXAMH (PU3UOTIOTHYECKUX AHTUKOATY/IAHTOB, CBA3AHBI C AHTH-
TpoMm6mHOM (AT) 111, KO(pakTOpOM renapuna II, nporennom C,
IIPOTEUHOM S, IPOTEUHOM Z U YBEJIUYCHHUEM YPOBHS TPOMOGO-
MoaynuHa B riasme. Eme B 1994 . EBarinagarrementeria u co-
ABT. IIPU KOJIMYECTBEHHOM OIPEIE/ICHNN €CTECTBEHHBIX AHTU-
KOAryJsIHTOB Yepe3 3 MecC Mocye HH(pAPKTa MO3ra y 36 maru-
€HTOB MOJIOZOTI'O BO3pacTa (17 MyKYMH, CPEAHUIN BO3PACT
28 net, 1 19 >)xeHIMH, CPETHUI BO3PACT 25 JIET) ITOKA3AJIU, YTO
y 9 manueHTOoB (25%; 5 *KEHIIMH, 4 MyKYUHBI) ObUI A€()ULIUT
OJHOT'O €CTECTBEHHOTI'O aHTUKOATrY/IIHTA. Cpeld 3TUX MMAIJUEH-
TOB M3O0JUPOBAHHBIA AeduUT 6eaKa S HaAGMOAANCA B
5 (13,8%) ciny4dasax; B OQHOM CJIydae OTMEYAIACh ACCOLUALINA
Mexay aepuruTom 6enka S M1 aHTU(POCHOIUITUAHBIMU AHTHU-
TEJIAMU U IO OFHOMY CJIy4daro O6bUIH Jepunut nporenHa C
(2,7%), nedpunut AT III (2,7%) 1 neduULUT NIA3MHUHOI'CHA
(2,7%) [11].

AT III SB/ISIETCSI €CTECTBEHHBIM dHTHUKOATYJISIHTOM, U Ha €TI0
JIOJIIO IPUXOAUTCS 75% BCEN AHTUKOATYIIHTHON aKTUBHOCTU
IUIA3MBbl, OH HEUTPAIN3YET AKTUBHOCTD TPOMOWHA U JPYTUX
AKTUBHUPOBAHHBIX (DAKTOPOB CBEPTBIBAHUA KPOBU. JJepuiut
AT III — 3TO ayTOCOMHO-/IOMUHAHTHO HaCJIe[yeMOoe 3260J1€Ba-
HHE C PA3HON NEHETPAHTHOCTBIO NTATOJIOIMYECKOIo reHa. len
AT (SERPINC1) 10Ka1IM30BaH Ha XpomocoMme 1q23-25 [12].

IIpu tune 1 gedpunura AT III UMEIOTCA HU3KUI YPOBEHbD
AKTUBHOCTU AT 1 HU3KO€E KOJIMYECTBO AHTUI'€HA B IUIA3ME, 4
MpH TUIIE 2 — HU3Kas AKTUBHOCTb AT IIpU HOPMAJIBHOM CO-
JepKaHuM anTUrena [13]. B 3aBUCMMOCTH OT IPUPODLI (PYHK-
IMUOHAIBLHOTO Jedekra Tum 2 Hepocrarounoctu AT 1T moa-
pasaenseTcs: Ha NOATUIIBL: RS — ieeKThl TPOMOUHCBA3BIBAIO-
mero canrta, HBS — gedeKTsl renapuHCBA3bIBAIONIETO CANTa,
PE — ocTanbHbIC. BA/KHOCTD TAKOT'O pa3/ie/IcHUs OOYCIOBICHA
TEM, 4TO JE(EKTBI TCNIAPUHCBA3BIBAIONIEIO CAUTA HE IPUBO-
JISIT K PAa3BUTHIO TPOMOO(UINY, 34 UCKIIOYEHHUEM T'OMO3U-
TOTHBIX COCTOSIHUM [14]. K HacTOAmEMY BDEMEHU OIIUCAHO
6osee 250 pa3INYHBIX MYyTALNM, ACCOUMUPOBAHHBIX C Ac(HU-
nutoM AT III. OnucaHbl MHOXECTBO JAEe(PEKTOB 9TOrO reHa
Yy HallMEHTOB C Aepuutom AT U CTPYKTYpHBIC aHOMAJIUU
ATIII[15,106].

Yacrora Bcrpeyaemoctu aedunura AT III upe3BbrdyaiiHO
BapPbUPYET B PA3HBIX ITHUYCCKUX Ipynnax. [To opueHTupo-
BOYHBIM BBIOOPOYHBIM JJAHHBIM, Y4CTOTA 3TOH NATOJIOTUH KO-
ne6nercsa or 1 Ha 5 ThIC. 10 1 HA 2 THIC. CEMEH, HO CPeAN OOb-
HBIX C BEHO3HBIM TPOMOO30M U 3MOOJIMEN JIETOYHOM apTEPUU
aedunnt AT III BeIABIAETCA B 2—3% cay4daes [17, 18). Jedpunnut
AT III B o6111€t ONy/sAUU BhIBIAIOT B 0,17% ciydaes, cpeiun
OOJIBHBIX C TPOMOO3aAMH U TPOMOOIMOOIHUAMU JIETOYHOH Ap-
Tepuu — B 1,1%. B cembsax ¢ Hacae4CTBEHHBIM Je(puiiutoMm AT
III TPOMOOTUYECKUE OCIOXKHEHHUS BO3HUKAIOT Y 50% pox-
CTBEHHHKOB. Y JIUII, FeTepO3UroTHHIX 110 Jepunurty AT 111, ero
YPOBEHDb COCTABNAET 45—75% [18—21]. [oMO3UTOTHBIH Jedu-
nut AT III He COBMECTUM C JKU3HBIO, 34 UCKIIOYEHUEM Jiepu-
LIUTA, CBA3aHHOIO C AC(EKTOM I'€IIaPUHCBA3BIBAIONIETO TOME-
Ha Mosnekyabl AT III. BonbHBIE C TAKMM THUIIOM AedHUIINTA
MMEIOT BLICOKMI PHCK HE TOJIbKO BEHO3HBIX, HO U APTEPHATIb-
HBIX TPOM6030B. [Ipu fedunure AT III cTrenens BhIPaKEHHO-
CTH TPOM6O03MO0INYECKOIO CHHIPOMA LICIMKOM 3aBUCUT OT
BEJIMYMHBI CHUKCHUS AHTUKOATYJISIHTA B Tu1asme [6]. Boijge-
JISTIOT CJIEIYIONINE TPOMOO(DUINH:

* TsDKEJIBIE (POPMBI C PELUAUBUPYIOMIUMU CIIOHTAHHBIMU

TPOMOO3MOOIUAMU U UH(PAPKTAMU OPraHOB, HAYUHAIO-
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HIUMUCS C MOJIoJoro (1o 20-35 ser) Bo3pacra — MIpu
yposHe AT I11<40%;

* [IOTPAaHUYHbBIE (POPMBI C PEIKUMHU CIOHTAHHBIMU TPOMOO-
3aMH, HO 3aKOHOMEPHBIM Pa3BUTHEM TPOMOOIMOOINHU (B
MOJIO/IOM 1 CPEIHEM BO3PACTE) MOCJIE TPABM, ONIEPAIINH,
OONbIINUX (PU3UYCCKUX HANPKCHUM, B pOJaxX U IPHU
CTPECCOBBIX CUTYAIUsAX (yposeHb AT 11 40—65%);

* MOTEHIIUAIbHbIE (DOPMBI — CIIOHTAHHBIE TPOMOO3BI OTCYT-
CTBYIOT, HO OHHU JIEI'KO BO3HUKAIOT IIOCJIC BHYTPUBEHHBIX
MaHUINYIAIUNA (6OJIBHBIE HE IEPEHOCAT IIPOKOJIOB BEH),
IIPU IPOJO/DKATEIBHON HETIOABDKHOCTH (TUTTOAUHAMMUSA,
cujadas paboTa), IpYU OKMPEHMU U BCEX IEPEYMC/IEHHBIX
B IIPEABIAYIIIEM ITYHKTE IIPOBOLUPYIOMNX (haKTOpax (Ypo-
BeHb AT HAXOAUTCS B rIpesesiax 65—75%).

Hedunut AT, 11O JaHHBIM PA3HBIX UCCIIETIOBAHUH, Y TAIIMEH-
TOB C MHCY/IBTAMH COCTABJIICT OT 5% (3/06) 10 8% (5/60), HO B
JPYrux pa6oTax OMHUCAHBI €JUHUYHBIC CIydau Cpeau 36 U
329 nanuuenToB 15—45 jeT ¢ UHCYyABTaMHU. B uccnejosanuy,
rae yacrora aepunura AT cocraBuia 5%, y BCEX NAIUEHTOB
OBbUIM UHCYJIBTBI B 0ACCEMHE KAPOTHU/IHBIX apTEPHU [22].

Kodaxrop II remapuHa otnudaercs ot AT Il pazamepom
MOJICKYJIbI, UMMYHOJIOTMYECKOI PEAKTHBHOCTBIO, CIIELI(PUY-
HOCTBIO K TPOMOUHY U MEHBIIIMM CPOZICTBOM K renapuHy [23].
JaHHBIN CEPIIMH MHTUOHUPYET TPOMOUH CBOOO/IHBIIN U CBA3aH-
HBIN B TPOMOE, HO HE 3aTPArUBACT APYTUE IPOTEA3BI KOATYIIS-
uuu [24]. UMEoTCcs CBEACHUSA, YTO KOo(pakTop renapuHa II
obecnieunBaeT UHru6MpoBanue 20—30% TpoMOHHA IIPU CBEP-
TBIBAHUM KPOBH [25]. BpOXKI€eHHAsA HEJOCTATOYHOCTDb KO(AK-
Topa II renapuHa, IPOSABIIAIONASICA B CHIDKEHUU (PYHKIIHO-
HAJIbHOM AKTHBHOCTH M YDOBHS AHTUI'CHA B KPOBH (47—-66%),
OOHAPYKEHA Y TALIMEHTOB C IIEPEOPAIBHBIM U PEITUIUBUPYIO-
IIIMM BEHO3HBIM TPOMGO30M [26, 27].

IIporenn C (akTUBHpPyeMbIH ¢(akTOp CBEpPTHIBA-
HuA XIV) — 3TO enje OAUH OCHOBHOM (PU3UOJIOTUYECKUIT aH-
TUKOAT'YJIAHT, BUTAMHUH K-3aBUCHUMBIIN TTIMKONIPOTEUH [28].
IMporenn C LMPKYIMPYET B KDOBU B HEAKTUBHOM COCTOSAHUM U
KOHBEPTUPYETCS B AKTUBHYIO (POPMY IIPH B3AaUMOJACHCTBUU C
SHAOTENUAIBHBIMH PELIEITOPAMU NpoTenHa C, TPOMOMHOM U
TPOMOOMOIyIMHOM [29, 30]. AKTUBUPOBAHHBIH IPOTENH C B
NPUCYTCTBUU IPOTENHA S, MIOHOB Kablus, POCHOTUTIUIOB
UHAKTUBUPYET (PakTOphl Va u VIIIa KoaryIsaiuOHHOIO KACKaAa
U UHI'UOUPYET O6pa3oBaHuE TPOMOUHA U (pakTopa Xa. MHaK-
TUBUPYS pakTophl Va u VIIIa, akTHBUPOBAHHBIA NTpoTeuH C
OI'PaHUYMBAET OOPA3OBAHME TPOMOMHA, OKA3bIBAS TEM CAMBIM
AHTUTPOMOOTHUYECKOE AEHUCTBHE [29—-32].

IlepBO€ onucaHue B IuTEpaType o gedpunure nporeuna C
npencrasneHo B 1993 r. [33]. Jeduuut nporernHa C MOXKET
OBITh HACJICZICTBEHHBIM U IIPUOGPETEHHBIM [34—-37]. Jedurut
npotenHa C HawIeyeTCs IO ayTOCOMHO-PELIECCUBHOMY THITY.
I'en nporenHa C JIOKAIM3YETCSA HA XPOMOCOME 2 B IO3UIIUHU
ql13-q14[38].

Pasznuualor 1Ba Thna gepununra nporenna C: 1-i tun (uc-
THUHHBIHN, KOJIMYECTBEHHBII) BCTPEYAETCA HAMOO0JIEE YaCTO U
XAPAKTEPUIYETCS CHIDKEHHUEM YPOBHS UMMYHOJIOIHYECKOU
U PYHKIIMOHAJIBHON AKTHUBHOCTH IpoTeuHa C; 2-U TUI
(IMCHYHKIIMOHATIBbHBIN) — HOPMaJbHAsI UMMYHOJIOTHYE-
CKasi ¥ CHWXKEHHAs (DYHKIIMOHAJIbHAS AKTUBHOCTD IIPOTCHU-
Ha C [39].

O pedpunure nporernHa C MOKHO TOBOPUTH, ECIIH €T0 YPO-
BEHb B KDOBU COCTABIISICT MeHee 65—70%, IPH 3TOM IPOSIBIIC-
HHE TPOMOOTHUYECKUX SIBJICHUH HAYUHACTCS IIPU CHIDKCHUHN
yposHs nporenHa C 1o 40—-50% [40, 41]. PacnpoCTpaHEHHOCTD
nepunmnTa nporernHa C B nonyasaiuy cocrasser 1:300 [42] u
BCTPEUAETCS C YACTOTOM He 6osee 0,5% B 061 TONYIAIUN
[43, 44]. B eBponeiicKoi NOMysAIMN YaCTOTA JePUITHTA IPO-
Tenna C cocrasiseT 0,2—0,4% [39]. Jedunut nporenna C no-
BBIIIAET PUCK TPOMOOO6PA30BAHUS B 5—8 pa3 [39].

IIo 1aHHBIM Pa3HBIX HUCCIEAOBAHUN, 4ACTOTA JepUiinura
nporenHa Cy HallMEeHTOB C UHCYJIBTAMH BAPbUPYET B IMUPO-
KUX npejenax (tabi. 1).
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Ta6nuua 1. Yactora gepuumta npotemnHa C y naumeHToB
C MHCY/NIbTaMU B 3aBUCUMOCTHU OT Bo3pacTta

ABTOp, roa S A‘;::::;:a
E0SPacLICH) nporeuHa C, %
F.Taylor, 1992 26 39
H.Schafer, A. von Felten, 1989 46 36
D.Green u coaBT., 1992 59 20

B 3TUX CIy9asix MHCY/IBTBI PA3BUBAIMCH B MOJIOIOM BO3Pac-
T€ II0 CPABHECHUIO C 6OJIbHBIMU, HE UMCIOMUMHU JedUIIUTA
nporeuna C[22].

IIporenH S — BUTAaMUH K-32BHCHUMBIA OJHOLEIIOYEYHBINA
IUIA3MEHHBIIN IIPOTEUH, ABJIACTCA KOPAKTOPOM AKTUBUPOBAH-
HOro nporeuna C, BMECTE C KOTOPBIM PEryJIUPYyET MPOLLECC
CBEPTBIBAHUA KPOBH [45]. [TpoTenH S (PyHKIIHMOHUPYET KAK HE-
3H3UMATHUYECKUN KO(PAKTOP AKTUBUPOBAHHOTO 6€mKa C, sB-
JISETCSL CEPUHOBOM IIPOTEA30M, Y4ACTBYIOIICH B IIPOTCOIHUTH -
YEeCKOM Jerpagarnuu (pakropos Va u VIila [46—48].

Iledpuriut mpoTenHa S BriepBbie 661 OMTUCaH B 1984 1. [36, 37,
49] 1 CBSI3aH C BEHO3HBIM TPOMOO30M U APTEPHUATIBHBIMHU 3a-
6oneBanuamu [50-52]. Jedpuuut npoTrerHa S HaCJIEAYETCs IO
ayTOCOMHO-peLecCuBHOMY Tully. IeH nporeuna S (PS ansda
wi PROS 1) unncesporen S (PS 6era win PROS 2) nokanusosa-
HBl Ha XpPOMOCOME 3 d4enoBeka B noszunuu pll.l-q11.2
[53—55]. PaznmuyaroT ciIeAyIOmMe TUIIBL JepUITATA IIPOTEUHA S:

e TUN 1 — CHUKEHBI O6IIEE KOJTUYECTBO IPOTEHUHA U CBO-

6oanasa ppakuus;

* TUII 2 — HOPMaJIbHBIN YPOBEHD OOIIETO IPOTEUHA S Y CHU-

SKEHHAs1 (DYHKITMOHAJIbHAS AKTUBHOCTD;
* TUII 3 — HU3KUI YPOBEHb CBOOOIHOI'O IPOTEHHA S U HOP-
MaJIbHBIH YPOBEHD OOIIEIO IPOTEUHA S TUIA3MBL.

HacnencrsenHsbli geuLUT nporernHa S scrpedaerca y 0,7%
JIIOJIEN B OOIIEN NONY/AIMU U 3% NAIMEHTOB C BEHO3HBIMU
TPOMO03aMU. B CEMBAX C HACJIEICTBEHHBIM JIE(PUITUTOM TOI'O
AHTHUKOATY/SIHTA YACTOTA TPOMGO30B COCTaBIsieT 19—47% [50].
Kak u nnpu Hayimauu gedunura nporernHa C, HEPBLIX TPOMOO-
THYECKUI 3MU30/] Pa3BUBAETCA B Bo3pacte 10—50 serT.

HnieMu4yeCcKuii MHCYJIBT MOKET PA3BUBATBLCA Ha (poHe edu-
nuTa 6enka S [57]. PSie u coasr. [58] 04HUMU U3 [IEPBBIX CO-
O6LIUIN O HAJTMYUH 4CCOLMALIMH HACJIEJCTBEHHOT'O Je(bULIU-
Ta O€JIKA S B KAYECTBE IPUYMHBI HIIEMHUYECKOTO UHCY/IBTA Y
Moozbix. MWiesel u coasr. [59] npu HabmoaeHnu 105 nanu-
€HTOB C AepUuuuToM 6¢iKa Sy 14 BbIABUIU APTEPUAIbHBIN
TPOMOO3 EHTPAIbHOM HEPBHOI CUCTEMBI WJIM MUOKAPA4, B
TO BpeMs KaK JPYIHE UCCAEA0BATEIN ITIOKA3AJIA C/IA0bIE CBA3H
Mesxay Humu [60, 61). Jedunut npoTenHa S aCCOLUUPYETCst C
LepeOpaIbHONU aPTEPUAIBHOM UIIEMUEH O0JIee YaCTO, YEM Jie-
¢dpunut nporernna C. OgHAKO JaHHbIE 06 3TOM HEOJHO3HAYHBL
B meTaananu3se JaHHBIX, ONyOJIMKOBAHHBIX B 2003 T, IOKa3a-
HO, 9TO yactora gedpuriura C cocrasser 13,8% (5/36), 19%
(8/35), 23% (19/98) y mariueHTOB MOJIOXKE 45 neT u 6% (4,/66)
Y HAIIEHTOB MOJIOXKE 60 JIET C UHCY/IBraMH [22].

IIporenn Z (PZ) — 310 K-3aBUCUMBIN O€JIOK, THIMOUPYIO-
LU AKTUBHOCTD KOATYJIAIIMOHHOIO (pakropa X ((pakrop Xa)
[62]. ITpoTenH Z BHAYAJIE GbLT ONIPE/IE/ICH B KOPOBLEH IUIA3ME B
1977 1, 2 3aTEM U B IIa3M€ YeJIoBeKa B 1984 1. [62]. B oTiimymne
OT YEJIOBEYECKOM (POPMBI, GBIYUI GEIOK Z COJIEPIKUT 36 aMu-
HOKUCJIOT € pacmupeHueM C-KOHIJA, YTO YBEIUYHUBAET CBA3bI-
BaHHE TPOMOHHA ¢ POCHOMUIUAAMU U CLIOCOOCTBYET OOPA30-
BaHHUIO TPOMOA [63, 64]. [leeKT 6IUBETO IPOTEHUHA Z TOITOMY
CBSI3aH C MOBBINIEHHBIM PUCKOM KpoBOTEYeHwUst [65]. Ha no-
BEPXHOCTX (POCHOIUIINJIOB YEIOBEYECKUN GETI0K Z (POPMU-
pyeT KaJbLUI3aBUCUMBII KOMIUIEKC C AKTHBUPOBAHHBIM (DaK-
TOPOM CBEPTBIBAHUA X, KOTOPBIA CIIy)KHMT B KA4YECTBE KO-
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Ta6nuua 2. UccnepoBaHne NPoTeMHa Z NPy ULLIEMUYECKOM UHCYLTE, MO AaHHbIM Pa3HbIX UCCEeA0BaHUN

Uccneposanune M.Vasse M.Heeb S.Lopaciuk A.McQuillan K.Kobelt
Monynauunsa KaBka3subl McnaHubl KaBkasupl KaBkasupl KaBkasubl
MaumeHTbl/KOHTPOSIb 169/88 85/86 99/100 79/186 125/192
BoapacrT, net 33 58 38 66 40
MpoTeuH Z, mr/mn

MauneHTbl 1,98+0,92 1,56+0,62 1,14+0,18

KoHTponb 2,40+0,97 1,64+0,68 1,16+0,09

Ta6nuua 3. Koarynonatum u aptepuanbHblii UHCYNLT [22]

Koarynonatusa Accouuauus ¢ aptTepuasnbHbiM UHCYJIbTOM
Jeduvunt npotenna C Cnabas
Hedbunumnt npotenHa S YmMmepeHHas
HAedbnunt AT I Penkas
MyTaumnsa daktopa V JlergeHa YmepeHHas
MyTaums resa npoTpombuHa YMepeHHas
'vnepromouncrenHemms YMepeHHas
AuncodunbprHoreHemus Pepkas
JednunT nnaammHoreHa Pepkas
CepnoBnaHO-KNETOYHAs aHeMUS PacnpoctpaHeHHas
AHTUHOCHONMNNAHBIN CUHAPOM PacnpocTtpaHeHHas

(paxTOpAa /151 MOBBIIEHHUS IEMCTBUS IPOTEUH Z-3aBUCUMBIX
UHIUOGUTOPOB npoTteassbl (ZPI) B 1 ThIC. pa3 [66]. KOHEYHbIM
PE3YABTATOM SIBJISUIMNCh HHI'HOUPOBAHUE AKTUBUPOBAHHOI'O
daxTopa X 1 IpecedeHrne TpoMO6006PA30OBAHUS, IOITOMY JIE-
(PUIIUT YEIOBEYECKOTO IPOTENHA Z OYAET IPOTPOMOOTHYE-
CcKuM [67—-69]. Yenoseyeckast popma MpOTeUHA Z, KaK M0JIa-
raioT, NOZAB/SIET O6pa3oBaHuEe TPOMOOB. IeH PZ 10Kann30BaH
B XxpoMocoMme 13q34 [70]. CpaBHEHUE YPOBHA IPOTEUHA Z Cbl-
BOPOTKH KPOBH Y HALIMEHTOB C HIIEMUYECKUM HHCYJIBTOM B
TEUYECHHUE IICPBBIX 7 JHEH IIOCJIE OCTPOTO 3MU30/d U I1OCJIC-
JYIOMIHNX 3—6 MEC IIOKA3aJI0 YBEJIMUEHUE ETO YPOBHSI BO BpEMSsI
ocTpoit pase [69].

B mocieqHUX KIMHHYECKHUX HCCAEJOBAHMUAX IOJIYYEHDBI
MIPOTHBOPEYUBBIE PE3YJIBTATEI O CBSI3U MEKY YPOBHEM IIPO-
TEHHA Z B IJIA3ME U PUCKOM PA3BUTHS UIEMUYECKOT'O HHCYJIb-
Ta (Tabsn. 2). M.Vasse u coasr. [71] u M.Heeb u coasr. [72] co-
OOBIIWIN, YTO HU3KHUE YPOBHU IIPOTEUHA Z CBSI3aHBbI C [IOBBI-
LIEHHBIM PUCKOM Pa3BUTHS UIIEMIYECKOI'O MHCY/IBTA. Hanpo-
TuB, KKobelt 1 COaBT. NOKA3a/IH, YTO BBICOKHUE, 4 HEC HU3KUE
YPOBHU NPOTEUHA Z ACCOLUUPYIOTCA C IOBBIIIEHHBIM PHCKOM
Pa3BUTUSA UIIEMHYECKOTO MHCYBTA [13]. S. Lopaciuk u coasr.
[73] 1 AMcQuillan 1 cOaBT. HE O6HAPYKWIN KOPPEJIALTMH MEXK-
Jly YPOBHEM IIPOTEHHA Z U UIIEMIYECKIM HHCYIBIOM [69)].

B uccnenoBaHuu «Caydati—KOHTPOIIb»> € yaacTueM 200 601b-
HBIX C UIIIEMUEN I'OJIOBHOTO MO3I'a B BO3pacTe Mojioxe 50 jier
U 199 1 6€3 COCYAMCTBIX 3200JIEBAHUI (KOHTPOJIBHAS IPYII-
112), IPOKUBAIOIIUX B OJHOM U TOM K€ PEI'HMOHE Ha fore [epma-
HHUU, U3Y9AJI BO3MOKHYIO B3AUMOCBA3b MEKY JBYMS PACIIPO-
CTPaHEHHBIMH MOHOHYKJIEOTUIHBIMUA MyTALMsAMU I'eHa PZ n
PHMCKOM Pa3BUTHS HAPYIIEHNUS MO3TOBOI'O KDOBOOOPAIIIEHHSI.
B ocHOBHO rpy1Iie 4acToTa IPEICTABICHHOCTH AUl A B
untpoHe F (monmumopdusm G79A) 6bu1a 3HAYNUTEIBHO HIDKE,
4eM B KOHTPOJIbHOM (15,7 n 24,4% COOTBETCTBEHHO; OTHOIIIE-
Hue maHcoB 0,58 npu 95% JOBEPUTENBPHOM HHTEPBAJIE
0,39-0,86; p=0,007; IpOBOAWIACH CTAHAAPTUIALIUS C YICTOM
BO3PAaCTa, II0JIA U U3BECTHBIX (PAKTOPOB PUCKA). [Tomumop-
$u3sm A-13G mpoMOTOPHON 06IACTU TPOABIISIICA autesem Cy
OGONBbHBIX MeHee 4acTo (4,2 1 7,0% COOTBETCTBEHHO; CKOPPEK-
TUPOBAHHOE OTHOIIEHHUE MAHCOB 0,56 IpU 95% JI0BEPUTEIIb-
Hom unrepsaie 0,28—-1,13; p=0,105). Y 42 y4aCTHUKOB KOHT-
POIBHO¥ I'PYIIIBI HUTHYME TTOJTUMOP(HOTo BApUAHTA A B MH-
TpoHE F 6BUIO CBA3aHO C HU3KUM YPOBHEM PZ-aHTUICHA B
mwriazme (Pp=0,0032; koapduuuent xoppenauuu CnupMeHa
rs=-0,48). Hanuuue ayuens A B untpone F rena PZ moxHo
paccMaTpuBaTh B KA4ECTBE 3AIIMTHOIO I'€HETHUYECKH 06-
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YCJIOBJIIEHHOI'O (DAKTOPA, IPU HATUYUH KOTOPOI'O HUXKE PUCK
Pa3BUTHUA MHICMUHU I'OJIOBHOT'O MO3I'd Y MOJIOJBIX JIUII. HpI/I
Pa3BUTUU UHCYJIBTA B MOJIOJJOM BO3PACTE BHICOKOE COZlePXKA-
Hue PZ B 11asme MOXXET CBUETEIbCTBOBATD O HAJTUMYUU TPOM-
oopunnu [74].

TPOMOOMOYIMH — OJJHOLIETIOYEYHbIN MEMOPAHHbII ITIH-
KOIpOTEH/1 1-T0 THITA C MOJIEKYJIIPHOI MacCo¥t 68 K/la, KOTO-
PBIN 3KCHPECCUpyeTcs aHporenueM [75]. TpomboMmonynua
onpezenseT CKOPOCTb M HAIIPABIEHHE IIPOLIECCA FEMOCTA3a
[76]. B crexrioMeTpruecKOM KOMILIEKCE C TPOMOHUHOM TPOM-
OOMOJY/IUH (PYHKIITUOHUPYET B KAUECTBE KOMPAKTOPA, YCKOPSIA
NPUMEPHO B 20 THIC. pa3 KATAIU3UPYEMYIO TDOMOUHOM aKTHU-
BaIHIO NIpoepMenTa, NporenHa C, B COOTBETCTBYIONIUI CE-
PHHOBBIH IPOTEONIMTUIECKUI (pepMeHT. CBA3AHHBIN C TPOM-
OOMOZYIUHOM TPOMOUH B PE3Y/IBIATE U3MEHEHUS KOH(POPMa-
LIUY AKTUBHOT'O LICHTPA IPHUOOPETACT NOBBIIICHHYIO UYyBCTBU-
TEJbHOCTh B OTHOIIEHUM HWHAKTUBAIMHU ero AT III u moJ-
HOCTBIO TEPSET CIIOCOOHOCTD B3aUMOJEUCTBOBATD C (pUOPH-
HOI'CHOM U aKTHUBUPOBATH TPOMOOILIUTBHL.

CyMMapHas 4acToTa BcrpedaeMocTty rnnporerna C, S u AT 111
NPU UIIEMUYECKUX UHCYIBTAX JOCTUTACT 23% B PA3HBIX UC-
cieloBanuax [77]. M.Moster OTMETH/I PA3JIMYHYIO CTENEHD
CBSI3U MEKY TEM WIN UHBIM Je(PEKTOM €CTECTBEHHBIX aHTU-
KOAry/JIsIHTOB M Pa3BUTUEM APTEPUAIBHOIO UHCYIIBTA (TA0M. 3).

ECarod-Artal 1 COaBT. POBEINU CPABHUTEIBHBIN AHAIN3 Pa3-
JIMYHBIX TPOMOOPUINUIECKUX COCTOSIHUN ¥ 130 MOJIO/IBIX U
200 NOXXWIbIX NAIUEHTOB C UHCYJIBIAMHU, B TOM 4HMCJIe (PU3HO-
JIOTUYECKUX aHTUKOATYJIAHTOB [78]. HacToTra aeduiura npo-
TenHa S — 11,5 u 5,5%, necpuripra nporenHa C — 0,75 u 1% u ne-
dpunmra AT IIT — O 1 0% COOTBETCTBEHHO (Ta6I1. 4).

TpoMO60PUINYECKUE COCTOSHUSA BBIABIIAIOTCA JOCTATOYHO
YaCTO U B ICTCKOI MOMYJIALIMU C APTEPHUATIbHBIMU UHCYIBTAMU
(Tabmn. 5) [79].

Puck pasBuTus TpOMOO30B, CBA3AHHBIN C T€EHETUYECKON
HPEPACIONIONKEHHOCTBIO, 3HAYUTEIbHO BO3PACTAET KAK IIPU
COYETAHHUU C JPYIUMU F€HETUYCCKUMU Je(PEKTAMU, TAK 1 [IPU
CUTYyALYAX, COIPOBOXKAAIOMMXCA PA3BUTUEM I'MIIEPKOATYJIA-
uu. OCOOGEHHO BBICOKHUI PUCK TPOMO03a HAOIIONAETCS TIPU
COYETAHUU I'€HETUYECKU JAETEPMUHHUPOBAHHOIO JeUILIUTA
nporernHa C u nporeuna S ¢ ¢paxkropom V Jlerigena Ha poHe
0E€PEMEHHOCTH, B TIOCJIEPOAOBOM IIEPUOJE, JTUTEIBbHON UM-
MOOWIM3ALIMHI, OOJBIINX XMPYPIHYECKUX BMENIATEILCTB U 06-
mMUPHBIX TpasMmax [80]. B ognom us ucciegoBanuii [81] noka-
3aHO, YTO cper 113 60JIbHBIX C KIIMHUYECKUMU ITPOSIBJICHUS-
MU Jepunuta nporerHa C pacpoCTPaHEHHOCTb JIEHIEHCKOM
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Ta6nuua 4. YactoTta Pa3nnyHbIX Tp0M60¢M.l1VI‘IecKVIX COCTOSIHUI Y MONOABIX U MNOXWUIIbIX NAaLMEHTOB C UHCYIbTaMn

Monopgbie (n=130) Moxunbie (n=200)
MpuaHak p
abc. % abc. %
Oedurunt npotenHa S 15 11,5 11 5,5 0,001
Oedununt npotenHa C 1 0,8 2 1
JOedvunt AT I 0 0 1 0,5

Ta6nuua 5. U3ameHeHus1 B NpoTpomGoTuyeckom Tecte y 46 AeTteii C apTepranbHbIM ULLIEMUYECKUM UHCYIbTOM

NIpOTPOMBOTHHECKMA TECT Yucno npo-rec;r:&c;aauuux naum- aﬁ:auueu-rm C U3MEHEHHbIM TecToM%
MpotenH C 35 71
MpotenH S 40 22,5
AT 37 >4

MyTanuu pakropa V cocrasuna 14%. B gpyroe ucciejoBanue
[82] 6pUIM BKIIOUEHBI 7 CEMEN C COUYETAHUEM AEPULIATA IIPO-
TEUHA S U JIEUIEHCKOU MyTanuu pakropa V. IIpu TakoM coue-
TAHHUU TPOMOO3 HAGIIOAAICA B 72% CIy4aeB, TOTJA KaK IIPU
U30JIMPOBAHHOM JIle(PULIMTE IIPOTENHA S €0 YaCTOTA COCTAB-
ss1a 19%, Kak U IIpU U30JIUPOBAHHON MyTaluu (pakropa V

(19%).

Basupysce Ha U3/I0KEHHBIX IAHHBIX Pa3HBIX MCCIIEIOBAHUH,

HEOOXO0/IUMO IPOBOJAUTH CKDUHUHI IIPOTPOMOOTUYECKUX e~
duruTos. O6 UX HAIMYUH CJIEAYET yMATh B CJIETYIONHUX CH-
Tyanusax [83, 84]:

* IMEIOTCSI JAHHBIE O «TPOMOOTHYECKON» HACIECTBEHHO-
cru. Hammaue TpoM6030B y OIMKanIIMX POJCTBEHHUKOB.

* Bo3HUKHOBEHUE TPOMOO30B 6€3 BUIUMBIX IPUYHH.

* BO3BHUKHOBEHHE TPOMOO30B B CUTYALIUAX, OOBIYHO JIETKO
MIEPEHOCHUMBIX JIIOJbMU: JUIMTEIbHBIX ITOE3/IKAX, IPUEME
IIPOTHUBO33a4YaTOYHBIX CPEZCTB, GEPEMEHHOCTH.

* BO3HUKHOBEHME TPOMOO30B B MOJIOJOM BO3PACTE.

» CodeTaHue aPTEPUAILHBIX U BEHO3HBIX TPOMOO30B.

* TpoMOO3Bbl HEOOBIYHON JIOKAINU3AIIUU (BEHBI MO3I'd, M€E-
3€HTEPHAIbHbIE BEHDL).

* TpOoMO603bI HIOBEPXHOCTHBIX BEH.

* O6pa30BaHNE HEKPO3OB KOXKH, BBI3BAHHBIX IIPUEMOM Ky-
MApHHOB.
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