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YTO TAKOE TPOMBO®UITUN CEFOOHA?
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B cmamoe uznazaromes COBpeMEeHHoe npec)cmaefzeﬂue o mp0M60qbquu}1x, Ux pojii 6 B0O3HUKHOBEHUU apmepualbiblx U
6EHO3HbIX mp0M60303 u npez)noxzoofceyu}l asmopoe o oanvHeuuem paseumuu 5moeco eonpoca.

Knwueswvie cioea: mpombopuruu, 6eno3Hblll mpomoo3;, apmepuanbHblii mpomoos.

WHAT ARE THROMBOPHILIAS TO-DAY?
LN. Bokarev, L.V. Popova

.M. Sechenov First Moscow State Medical University, Russia

Modern concepts of thrombophilia, its role in pathogenesis of arterial and venous thrombosis are discussed . The author s view

of further development of this issue is expounded.
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[Ipobrema 60prOBI ¢ TpoMOO3aMu ABIsIETCS Hanboee
aKTyaJIbHOW IIIi COBpEMEHHOTO denoBeka. OT Tpombo-
30B COCYIOB €)KEroJHO B MHpE MOTHOAeT MOYTH 25 MIH
gengoBek. OT apTepmaisbHOTO TPomMOO3a, TITaBHBIMHU IIPO-
SBJICHUSIMHI KOTOPOTO CIIy>KaT HH(pApKT MHOKap/aa W HIle-
MHYECKHH HHCYIBT, — Oonee 18 MuirH, oT TpomMOo3IMbOoINN
nerouno#t aprepuu (TDJIA) — 7 mutH. [1o 1aHHBIM KJIUHU-
K1 Meiio, 3a mociaenHue 25 JIET CHHXKEHUS KOJMYeCTBA
TOJIA n Beno3ubx Tpom6030B (BT) HMKHUX KOHEUHO-
CTel y MyX4YHMH HE MPOM30NLIO0, a YACTOTa JaHHBIX 3a-
OoJyieBaHM Yy JKCHIIHMH Ja)e yBEINUNIIACh.

Ha cexumm TDJIA oGnapyxuarotr B 7—16% ciy-
gaeB. B yciaoBusx MHOronmpo(dHIbHOTO CTallMOHapa Jie-
rouHast amM0oJust HabmonaeTcs y 15—20 maiueHToB Ha
1000 neunBmmxcs, 'y 3—>5 U3 HUX OHA ABJISETCS NPH-
YUHOU THleny.

Yacrora BeHO3HOro TpoMOoiaMmboimima (BTD) mpu
o6epemennocTtu coctasusier 0,13—0,5 cmyyas na 1000
O0epeMmeHHBIX a0 pojoB U 0,61—1,5 ciaydas na 1000
MalMeHTOK B mocieponoBoil mepuoxa. Oxono 16% He-
JICYEHBIX TPOMOO30B TIIYOOKMX BEH HUXKHUX KOHEUHO-
creil mpu OepeMenHocTH ocnoxHsAoTes TOJIA, koTopas
B 43—60% cnydaeB pa3BUBAETCs y KEHIIUH Ha 4—6-i
HeJene mociaepoaoBoro nepuoga. CMepTHOCTh OT JIaH-
HOM MaToJOTUU BO BpeMs POJOB COCTaBisieT 2—35 ciy-
yaeB Ha 1000 ponos.

B TO ’Xe BpeMs HCTHHHYIO PacnpoCTPAaHEHHOCTb
TOJIA u BT ycTaHOBUTB CIOXKHO, TaK KaK UX KIWHHYE-
CKHE CHMIITOMBI HeclleLH(HUUHBI, a 4aCTO OHU BOOOILE
HE UMEIOT KaKUX-JI100 KIMHUYECKUX MPU3HAKOB.

Oco0asi ormacHOCTh BHYTPHCOCYAMCTOTO 00pa3oBa-
HUSI TPOMOOB 3aKJIFOYAETCSI B TOM, YTO OHH OOBIYHO BO3-
HuKaT BHe3anHo. Oxono 50% OONbHBIX C MacCHBHOM
TOJIA nmorubator B Tedenne 30 MHH OT MOMEHTA €€ BO3-
HUKHOBeHUs. JleTanbHOCTH cpenu nanueHToB ¢ TOJIA,
KOTOpBIE HE IOJydasd JiedeHus, cocraniseT 30—40%.
[Ipu sTom OGombme 90% cmeprell BeTpedaeTcs y Tex
OO0JIBHBIX, Y KOTOPBIX 3MOOJIHS HE ObLIA TUATHOCTHPOBA-
Ha (Naes [LA. et al., 2007 r.). OgHako B ciiy4asix CBOCB-
PEMEHHOM TMArHOCTUKU U aJICKBATHOW TE€pANUU JAHHbIN
rokasaresib cHukaeTcs 10 8—10%.

O0Opa3oBaHue TpPOMOOB MPOMCXOAUT B peE3yJbTaTe

CIIO)KHOTO B3aWMOJCIHCTBHS MEXY SHIOTEIHEM COCYIOB,
TpomOomuTaMu, (pakTopaMu CBEpPTHIBAHHS KPOBH, €CTE-
CTBCHHBIMH aHTHKOAryJIsHTAaMH ¥ (HUOPUHOIHTHYECKOU
CHUCTEMOU KpOBHU.

Jo cepenunbl XIX Beka TpoM003 OBLIT U3BECTEH KaK
«¢uedut», U B TeUeHUE JIMTEIBHOI0 BpeMEeHH 3Ta 00-
JE3Hb pacCMaTPUBAETCS KaK CIIECICTBHE BOCIAJICHUS CO-
cyna. BriepBeie cTpoiiHas Teopusi TpoMO0oOpa3zoBaHUs
OBLTa TIpeIo’KeHa M DKCIIEPUMEHTAIBHO ITPOBEpEHa He-
MEIIKUM MaTosioroM Pynonbdom BupxoBbiM.

B nepuon ¢ 1846 no 1856 r. P. BupxoB mpuies K Bbl-
BOJAY O TOM, 4TO Ha (POPMUPOBaHKE BHYTPUCOCYIUCTOTO
TpoM0a MOTYT BIMATH KaK IOBPEXKACHUE COCYAHCTOHN
CTEHKH, TaK M 3aMEJIJICHUE CKOPOCTH KPOBOTOKA U TIOBBI-
[IeHHAasl CKIOHHOCTh KPOBU K CBepThIBaHUIO. [ToBpexk-
JICHUE COCYIUCTOW CTCHKHM B KayeCTBE MEPBONPUYUHBI
TpoMO000Opa30BaHUs MPU ATEPOTPOMOO3€ COMHEHUN HE
BBI3BIBACT, B TO BPEeMs KaK MPUYMHA BEHO3HOT'O TPOMOO-
3a 10 KOHIIa HE BBISBIICHA.

[Ipn BeHO3HOM TPOMOOOOpPA30BaHUM TaKOH KOMIIO-
HEHT, KaK MMOBPEXEHUE COCYIUCTON CTCHKH, UTPAET 3Ha-
YUTEIbHO MEHBUIYIO POJIb, YeM NPU (GOPMHUPOBAHUH apTe-
pUanbHOrO TpoMOa, Tak KaK B OOJILIIMHCTBE CIIy4aeB Be-
HO3Has CTEHKa OCTaeTcs MHTaKTHOH. [Ipenmonaraiot, 4to
HanOoJee BaKHBIM 3[1€Ch SBJSETCS MOBBIIICHHAS CKIIOH-
HOCTb KPOBM OOJIBHBIX K CBEPTBIBAHUIO, YTO IOJIYYHIIO
Ha3BaHue TpomOodrmu. Uto ke Takoe Tpombodunns?

CeronHs KaxAblid Bpad AOJDKEH 3HATh, YTO TPOMOO-
¢unus — 3T0 0COOEHHOCTh OpraHu3Ma, KoTopas ornpe-
JeJseT ero MOBBIIIEHHYI0 CKJIOHHOCTh K (hopmupoBa-
HUIO BHYTPHCOCYIHUCTBIX TPOMOOB B OOBIYHBIX CUTYAIIH-
AX, IIPU OTCYTCTBUU UHBIX 3a00JI€BaHUII.

[ToxTBepkeHUE MPEANOIOKEHUS O CYIICCTBOBAHUH
TpoMOOduInii Nporu30LLIO IHUILL B cepeaune 70-X ronos
XX Beka. B 1965 r. HopBexcknii ucciaegonarenas Onad
Orebepr (O. Egeberg) onucan cembio, 4ieHbl KOTOPOH
MMEIIM HAKJIOHHOCTh K BO3HUKHOBEHHUIO TPOMOO30B B
Mosonom Bo3pacte [1]. /Jlamnas TenaeHums mepenasa-
Jach MO HACIEJCTBY M MPOSBIUIACH Pa3BUTHEM TPOM-
0030B y MHOTHX WICHOB ceMbH. Mcciemys KpoBb IHII,
cTpagaBmux TpomoOo3amu, O. Drebepr, mpu MOMOIIHU
CO3JaHHBIX Y. AOWIBATaapAoM aHTHUTEN, OOHAPYXKHI Y
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JAHHBIX JIIOJICH pe3Koe CHIDKCHHE YPOBHS AHTUTPOM-
ouna III, KOTOpBI OTHOCUTCA K TPYINE €CTECTBEHHBIX
AHTUKOATYJISTHTOB opraHu3ma. Ponb ero 3akiroyaercs B
nHruOupoBanuu (akTopa Xa u TpoMOMHA U obecrnede-
HUW aHTHKOATyJISHTHOTO JEHCTBUS TelapuHa.

PacnpocrpanenHocTs B momyisuuu - AedunuTa
anturpomOuHa cocrasisier 1,0 ma 5000 uenosex [2].
B nacrosimee Bpemsi onucano Oosee 130 pasznmuuHbIX
reHeTu4eckux myrainuid. Cpeau 00JIbHBIX C TPOMOOIM-
0OJIMYECKUMHU OCJIOKHEHUAMH YacToTa Ae(HuIuTa aHTU-
tpombuna III cocraBnser 3—8%. Jeduuut anTuTpOM-
o6una IIl Hacimemyercss Mo ayTOCOMHO-JOMHUHaHTHOMY
TUIy. BOJNBIIMHCTBO HOCUTEJEH 3TON MAaTOJOTUU TeTe-
PO3UrOTHI, TaK KaK FOMO3UIOTHI MOTrH0Aal0T OYeHb PaHO
0T TPoMOOIMOOIMUECKUX OCIONKHEHUH.

Uepes 15 et 6b11a 0OHapyKeHA BTOpast IpUYHHA BO3-
MOXHOU TpoMOo(huInu — AeQUINT elle OJHOTO ecTe-
CTBEHHOTO aHTUKoaryinsHta — mnporenna C (cu). D10
caenan amepukanen JDx. I'pudpdun (Johnny Griffin),
onybnukoBaBmuii ceoe coodbmenne B 1981 r. [3]. IIpo-
tenH C (cu) oTHOCUTCS K BUTaMUH K-3aBHCUMBIM Oel-
kaM. Ero QyHKIMS 3aKiIF0o4aeTcsl B MHaKTHBAUU (pakTo-
poB Va u Vllla, aktupanuu GuOpHHOIM3A TyTEM CBSA3bI-
BaHHS HHTHOUTOPOB aKTHBATOPOB IUIA3MUHOTCHA, a TaK
Ke HApYUICHUH PELENTOPHOW CTPYKTYpPhl TPOMOOIIMTOB
u ¢pakropa X. [OMO3UTOTHBIN neeKT JaHHOTO OeNKa He-
COBMECTHM C )KM3HBIO ¥ TPUBOJUT K THOCTN MIIa/ICHIICB
B IIEPBBIC THU KU3HU WIH JaXKe elle BHYTPUYTPOOHO.

Heduuut nporenna C (cu) BoisiBngercs y 1 uz 200—
500 ugenosek [4]. B HacTosAmEee BpeMsl ONMMCAHBI OKOJIO
160 BUIOB pa3NIUYHBIX T€HETUUYECKUX aHOMAJIMH, KOTO-
pble IPUBOAAT K BOSHMKHOBEHHIO Je(UUHUTA MPOTEHHA
C (cn).

lomo3uroTHeie Hocutenu nedpunura mnporeuHa C
(cm), IpHU KOTOPBIX ypOBEHb JaHHOro Oeska HIDKE 1%
HEXXU3HECIOCOObl M MOTH0AI0T cpasy Mocie poKACHUS
WK B yTpoOe MaTepH.

B 1984 r. Y. Ocmon u II. Komn omucanu Haciuen-
CTBEHHOE€ MPEIpacloiokeHue K TpoM003aM B pe3yiib-
Tare gedexra y NalMeHTOB NMPOTeUHa S, SBISIOLIETOCS
koakrtopom nporenna C (cu) [5]. B opranusme ueno-
BEeKa MPOTEHH S CYHIECTBYET B JIBYX BUJaX: CBOOOIHOM
W CBSI3aHHOM. B KpOBM OH IIUPKYJIHPYET B KOMIUIEKCE CO
CBSI3BIBAIONIMM €T0 O0enKoM KoMruieMeHTa. CHHTE3 3TOro
OeJika Tak)Ke 3aBUCHT OT BUTamuHa K, a ero HelocTaTtok
4acTO MPUBOAUT K Pa3BUTUIO TPOMO030B. ['oMO3UTOTHEIE
(¢hopmbl nepunuTa IporewHa S, Tak K€ Kak U MPOTEHHA
C (cu), HECOBMECTUMBI € XU3HBIO. Jlehuur nporenna
S BcTpeuaercst mpumepno y 1 u3z 500 wenosexk [6]. Ceii-
yac onucano moytu 200 paznuyuHBIX MyTalUW#, MPHUBO-
gamux K gedunuty manHoro Oenka. OTHOCUTEIBHBIN
puck BT u peumausupoBanus BTD ananornuen pucky
npu nepunure nporenna C (cu). [lepenaercs nedexr mo
ayTOCOMHO-JOMHUHAHTHOMY THILY.

B 1993 r. mBeackum ydeHsiM brepHom JlanbOexom
omKcaHa ceMeiHas TPOMOO(UIHs, MPUUYNHONH KOTOPOU
ObLiIa HECITOCOOHOCTh KPOBH MAIUEHTA PearupoBaTh HA
akTUBUPOBaHHBIA mpoTenH C (cu). DTO TPOUCXOAUIO
B pe3ylibTaTeé TeHEeTHYecKoro nedexra, OTBeYarollero
3a ¢opmupoBanue Moliekynbl gakropa V [7]. Jannyro
TpoMOO(DUINIO Ha3BajdU PE3UCTEHTHOCTb K aKTHBUPO-
BanHoMmy nporenny C (Cu) — AIICu-P. Tak kak pac-
muppoBKy nedeKTHOH MoseKynbl dakTopa V, Kotopas
3aKioJanach B 3aMeHE aMMHOKHCIIOTHI aprMHMHa Ha
rryramMuH B 506-m monoxeHnuw, caenanu B Jlelnene,
TO 3a0ojieBaHME CTalM Ha3blBaTh «Oosie3Hb (akTopa
V-Jleiinen» [8]. B HacTosimee BpeMs HM3BECTHO, YTO
ATICu-P sBisieTcst olHOW M3 caMbIX pacHUpOCTpPaHCH-
HEIX (popM TpomOoduauu. Ona BeTpevaercs y 20—64%
O0onpHBIX wanonarnueckumu BT. PactpocTpaHeHHOCTH
JaHHOW MyTaIlMM B MOMYJSALIMHU 3aBUCHT OT pachl. Ee

4acToTa CpeAy 3J0POBBIX JHI[ OSNOW pachkl COCTaBIIS-
et 2—15%. Dra dopma TpoMOOPUIUU NpaKTHUYECKH
He O0HApy»XKUBaeTCs y JIMI MOHTOJOUIHON W HETrpOHJI-
Holt pac. Hannune AIICu-P noBblmmaer puck pa3BuTHsd
TpOoMOO30B y I'eTepo3uror B 3—~8 pas, y roMO3Uror —
B 80—100 pa3. ['enetnueckuit nepexkr AIICu-P moxer
BBI3BATHCS U MHBIMU NMpUYUHAMU [9].

CrenyromuM 3TanoM y4eHHs o TpomOoduausx Obl-
70 oTKpbeITUE B 1996 I ronnaHaCKUMU YY€HBIMU MyTa-
LM TE€Ha, OTBETCTBEHHOro 3a ()OPMHPOBAHHUE MOJIEKY-
nbel porpoMOuHa. S. Poort u coast. [10] oOHapyxunm y
OONBHBIX HYKJICOTUAHYIO 3aMEHY I'yaHHHA Ha aJeHUH B
nozunuu 20210A 11-if XpoMOCOMBI B T'eHE POTPOMOH-
Ha. [Ipeanonaraercs, 4To Takas HyKJIEOTHIHAs 3aMEHa
NMPUBOIUT K YyBedaudeHuto crabmibHoctn MPHK mpo-
TpOMOWHA W TOBBIMICHUIO 3P(EKTUBHOCTH €€ TpaHC-
JAUMU. PacipocTpaHEHHOCTh JaHHOM MyTaluu B MOMY-
nsuuu coctasisier 2—3%. [Ipun HOCHUTENBCTBE TAHHOTO
nedexTa puck Tpom6000pazoBaHUs MOBKIIIAETCS B 3—5
pa3. Myrarus reHa npoTpoMOnHa OOBIYHO BCTpEYaeTcs
Ccpeau JINIl €BPOIEOMTHON pachl, yaiie oOHapyKHBaeT-
csa y xureneit Cpeaqu3eMHOMOPBS U HECKOJIBKO pexe —
cpenu Hacenenus CeepHoit EBpombl.

CymiecTBEeHHBIM TMPOTPECCOM B NMOHMUMAHHWHM Pa3BH-
THSI TIOBBIIIEHHOW CKJIOHHOCTH OpPTraHM3Ma YeJIOBEKa K
TpoMOOOpPa30BaHUIO CTall0 OOHAPYKEHUE CBSA3H MEKIY
4acTOTOH TPOMOO30B M YPOBHEM T'OMOIMCTEHHA KPOBH.
C. Falcon, P. Mannucci (1994 r.), a 3arem M. den Heijer,
H. Blom (1995) noka3anu, 4TO TUIIEPrOMOIIMCTEUHEMUS
MOBBINIAET CKIIOHHOCTD K Pa3BUTHIO TpoMO03a B 2,5 pa3a
[11]. M3BecTHO, YTO TOMOLMCTEUH 3TO CYIb()TUIPUIH-
Hasg aMUHOKHUCIIOTa, BOZHHUKAIOLIAs B X0JIe MeTaboIu3Ma
HE3aMEHUMOW aMHUHOKHCIOTHl METHOHMHA. ['omonucre-
UH o0Jajgaer CcrnocoOHOCTBHIO OIOKHPOBATH KO(MAKTOP
nporeuta C (cu) TpOMOOMOYINH, CHH)KATh aKTHBHOCTD
npotenHoB C (cu) u S, akTUBUpPOBaTh (PaKTOPHI MPOKOA-
rynsuuu V u VII, yruerars akTHBHOCTh aHTUTPOMOUWHA,
MHIYLIUPOBAaTh aKTUBHOCTH TKaHEBOIO (akTopa, OJIOKU-
poBaTh AeiiCTBHE TKAHEBOI'O aKTUBATOPA INIa3MUHOTEHa,
YCUJIMBATh arperanuio TpoMOOLMUTOB U POCT IHAOTEIH-
aJbHBIX KJETOK, IOBBIIIATh aKTUBHOCTH (hakTopa (oH
Bumebpanna, cHMXKaTh KOHIEHTPALMIO COOCTBEHHOTO
renapruHa. [ MmeproMonucTenHEeMusl BIUSCT Kak Ha aK-
THBALMIO MPOKOATYJSHTOB, TaK M Ha ITOJABIICHUE €CTe-
CTBEHHBIX aHTHKOATYJISIHTOB.

Ha ypoBeHp roMonncTenHa BIHUSIOT BO3pacT (TMOBHI-
IaeTcsi ¢ BO3pacToM), 1moj (0ojiee HU3KUH Y KEHIHUH B
JIETOPOHOM BO3pacTe, YeM y MYKUUH, U YBEINUNBACT-
Csl TIOCJIE HACTYIUICHUSI MEHOIAy3hl), queTa (moTpedie-
Hue BUTaMUHOB B, B, n honnesoit kKuciorer). YpoBeHb
TOMOIIMCTEHHA 3aBUCUT OT (DYHKUIHMH MOYEK, KypeHUs,
apTepHAIbHOW THIIEPTEH3UH, THUIEPXOICCTEPUHEMUN
U 4Ype3MepHOH (HU3WYECKON Harpys3Kku, ymnoTpediaeHus
kode u ankorond. [eHEeTHUEeCKON MPUUYMHON MOBBIIIE-
HUS YPOBHS TOMOLKMCTEHHA B KPOBHU SABIACTCS MyTalus
B reHe epMeHTa MEeTHICHTETParuapodonaTpeayKTaspl
(MTI'®P) nnu B rene uucratnoHuH-f-cunrasel (L{BC).
Toueunsie mytanuu resa [{BC npuBoastT k oOpa3osa-
HUIO (QYHKIHOHAJIBHO HENOJHOLEHHOTO (epMeHTa co
CHIKEHHOH akTHBHOCTBHIO Ha 50% u Oonee. I'eneruue-
ckue nedektsl rena [IBC HacienyoTcs 1Mo ayToCOMHO-
peuneccuBHOMy THIy. Kpome Toro, y romosuror o [IBC-
MyTallUd OTMEUYAIOTCS MHUOIUS, OCTEONOPO3, YMCTBEH-
HO€ OTCTaBaHME, CKJIOHHOCTh K TpOoMOO3aM U paHHEMY
Pa3BUTHUIO aTEPOCKIIEPO3a.

B nacrosimee Bpemst B rene MTT'®©P BrrsiBnenst 9 To-
qeyHbIX MyTanuii. Hambonee 3Haunmas u3 HUX — 3ame-
Ha C (me#inuua) va T (mponun) B monoxxenuu 677. Ha-
cleayeTcs NaHHas MyTalus MO ayTOCOMHO-PEIeCCHB-
Homy tumy. CHmxenne aktuBHOCTH MTI ®P npuBoxut
K psy HapylIEHUHW B CBEPTHIBAIONIEH CHCTEME KPOBH.
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Tabnuuya 1. 3asucumocms Yacmomsl 8bIsi8/IEHUST 2eHemu-
yeckoz2o Oeghekma mpom6b6oghusiuu om OmMKpbIMuUsi eudoe
mpom6ogpunuu y nuy ¢ BT

[oppb! oTKpBITMA TpOoMBOUNMKM YacrtoTta BcTpevaeMocTu

TpombGochunuii npu BTI, %
o 1965 r. 0

1965 r. AHTUTPOMOUH Okono 5

1981 r. MpoteunH C (cn) Okono 10
1984 r. MpoteuH S Okono 10—12
1994 r. AT'C-pe3ncTeHTHOCTb Oxkono 60
1996 r. MpoTpombuH 20210 Okono 80

Ta6nuua 2. PacnpocmpaHeHHOocmb mpom6ogunuli e no-
nynsayuu [13—15]

Tpombodunus PacnpocTtpaHeHHOCTb
B nonynaumu, %
Oedmumt npotenHa C (cn) 0,2
Oedvuut npotenHa S 0,1
Hedununt aHTUTPOMOMHA 0,02
dakTop V-JlengeH 3—5
Mpotpom6uH 20210A 2

Jlannast ¢opma TpoMOOduIIH SIBISETCS CaMOU pacrpo-
cTpaHeHHOH B nmonyisauuu. Cpeau eBponeies oHa 00-
HapyxuBaetcsi y 5—15% Hacenenusi. BaxHO OTMETHTB,
YTO BUTAMHHOTEpAIHUs COCOOHA B 3HAYUTEIBHOU Mepe
HOPMAaJIU30BaTh YPOBEHb T'OMOIIMCTEHHA JIake MpPH Ha-
JUYUHU TeHeTH4YecKoro aedekra [12].

OTtkpseiTHE ckiIOHHOCTEH K BTD chirpano noucrune
PEBOIOIMOHHYIO POJIb B YUYCHUH O TPOMOODIIIHSIX, TaK
KaK TIO3BOJIMIIO BEISBISATH HAIMYUE TIPEAPACIIONOKCHHO-
cTH K TpoMOo3aM OoJiee 4eM y TOJOBUHBI JUII, CTpaaa-
rommux BT nimm TOJIA.

[Iporpecc B moHUMaHWU NPUYUH TpomOooOpa3oBa-
HUS 110 MePEe BBIABICHHS MapKepoB TpoMOodunnii npea-
cTaBiieH B Ta0u. 1.

K HacTosiiuemy BpemeHM BbIABIEHO Ookono 20 pas-
TUYHBIX GOpM TPOMOO(HUINH, KOTOPbIE MOTYT BHOCHTD
ompesieJIeHHBI BKJIaJ B pa3BuTHE Tpom0O030B. Poib
MHOTHX U3 HUX MPOJOJDKAET U3y4aThbCs, TaK KaK UX HC-
TUHHOE 3Ha4YeHUEe B TPOMOOOOpa30BaHUM J0 KOHIA HE
BBISICHEHO.

lonnannckuii yuensiii F. Rosendaal Beigensier cneny-
tomue Tpom6odunuu [6]: CunpHbie:

e nedpunuT aHTUTpoMOUHA, iporenHa C (cu), mpore-
nHa S;

e myTauus Jleiaex;

* nporpom6OuH 20210A;

* TOMOLIUCTEUHYPHUS;

* ADC.

Tabnuua 3. Puck pazeumus BT3 npu mpomb6ogpunusix [15, 16]

TpomGocpunms | LETS (n =948) | LITE (n = 21680)
Oedununt npotenHa C (cn) 3.1 3,4
Oedununt npotenHa S 0,1 10
Oedununt aHTUTPOMOMHA 5,0 HeTt gaHHbIX
dakTop V-NlenaeH 8,1 3,5
®daktop V-IlengeH 80 24
rOMO3UroT.

MpoTtpomObuH 20210A 2,8 1,9
[MoBbiweHne
YPOBHsi chakTopa:
VIl 4.8 2,6
IX 2,8 HeT gaHHbIX
\l 0,8 2,4
VIl 2,2 HeT gaHHbIX
Vv 1,3 1,2
[MoBbILlEeHWe ypoBHS 4,0 0,9
¢punbpuHoreHa
MmnepromouuncTenHemms 2,5 1,5
YmepenHsble:

* BeIcOKUH ypoBeHb (hakrtopoB FVIII, FIX, FXI;

* BBICOKUH ypOBEHb IPOTPOMOUHA;

* TUIIEPrOMOLUCTEUHEMUS;

* runepGpuOpUHOreHEMUs;

* ¢axrop XIII val34leu.

Bo3moxHbIe:

* HU3KUH YPOBEHb HHTHOUTOPA MTyTH TKAHEBOTO (hak-
TOpAa;

* BBICOKHH ypoBeHb HHTHOUTOpa mpoTtenrHa C (cu);

* BeIcOKUH ypoBeHb TAFI;

* TunopuOpruHOIH3;

* quchuOpPUHOTCHEMHUS;

* He 0-rpynna KpoBu;

* CHWJKEHHE YPOBHs NpOTeMHa Z W HHTUOUTOpa
Z-3aBUCUMOM MPOTEA3HI;

* BBICOKHI ypoBeHb (akTopa (akropa Bunnedbpanna
(VWF).

PacnpocrpanenHocTs TpoMOOGUIUI B MONYISUUN U
OTHOCHUTEJIbHBIA PUCK BOSHUKHOBEHHS BEHO3HBIX TPOM-
60308 1 TOJIA npeacrasieHsl B Tadn. 2—4.

MHorue ucciaenoBarenn OTHOCAT aHTUdOoCcoTUunu -
Hblil cuaapoM (ADC) k TpoMOopuimsam. OgHaKo 3/1€eCh
MHOT'0 HesicHOCcTell. BeTpeuaercss naHHBI CUHAPOM He
TaK 4acTo, KaK IpenanonararoT MHorue yuensle. O0s3a-
TenpHBIMU KpuTepusimu AD®C, moMuMO codeTaHust 00b-
S€KTHBHO MOJATBEPKICHHBIX TPOMOO30B ¢ HAPYIICHUSIMHU
OCpEeMEHHOCTH, SIBISIOTCS CIEAYIOIIHE J1abopaTopHbIe
KPUTECPUH: BBISBICHHE B KPOBH AHTUTENI K JIHUTOIY
Gly40-Arg43 mneporo pgomena f,-raukonporenna-l,
BBISIBIICHHE BOJYAaHOYHOTO AHTUKOATYJISHTA M HAaJH-

Tabnuua4. Yacmoma peyudueoe uduonamuyeckoz2o BT npu mpom6ogpunusix [22]

Tpombodunus Yacrtota npu OTHocuTenbHbIV pUck | YacTtoTa peunansoB OTHOCHTENBHBIV PUCK
nepsom BTO nepsoro BT BT3 peumamnsa BTO
Oedununt aHTTPOMOMHA 1—2 17,5 2—5 2,5
Oedununt npotenHa C (cn) 2—5 1,5 5—10 2,5
Oedununt npotenHa S 1—3 324 5—10 2.5
leTeposurotHasa mytaumsa V-lNengeH 12—20 4,3 40—50 1,3
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Yue AHTUKAPIUOJIUIHHOBBIX aHTH-
ten (tunsl 1gG nnm IgM B cpennux
WU BBICOKMX THTPaxX IO METOIy
ELISA). B To e BpeMst OTCyTCTBHUE
aHTHTENl K IIEPBOMY JOMEHYy f.-
rnukonporenHa-1 (tunos IgG wnm
[gM) npu HaNMYKUK OBYX MOCIETHUX
1a0opaTOpHBIX IOKa3zaTenel nena-
IOT BEPOSITHOCTh AUAarHOCTUKU ADC
npoosieMaTu4oi.

[MpoGnemsr TpoMOoduIMM aK-
TUBHO u3yyarorcs. OpHAKO MHO-
rue BOIPOCHI OCTAIOTCS IMOKa 0e3
orseta. Jlo KOHIIa HE SCHO, KOrzaa
TpoMOOGUINKM TPOSBAT ceOst K-
Huuecku. [loueMy oHU THLA KUBYT
BCIO )KM3Hb U HE UMEIOT TPOMOOB B
BEHAaX, JPyrHe e CTPaJaroT PelH-
JUBHUPYIOIIUMHU Tpombo3amu. B To
JKe BpeMsl TPH MOSBICHUH JPYTUX

Tabnuuya 5. Puck pazeumusi eHO3H020 mMpom603m60s1u3-
Ma npu npueme opaJsibHbIX KOHmMpauyenmuegos [20]

leHeTn4eckne gakTopbl pycka

HeduunT aHTnKoarynsHToB
dakTop V-JlengeH
MpoTtpom6buH 20210A

AkTuBaumsi koarynsumm

daxkropsi VI, IX, XI \
+

lMpopunakTuka

lMprobpeTeHHbIe akTopbl pycka
+ + Moxwunow Bo3pact
TOJ1A 1 BEHO3HbIE TPOMOO3bI

B aHaMHe3e
+ MoebilweHne OHkonoruyeckue 3aboneBaHns
_% WVHTEHCUBHOCTHU Oxuperve

BHYTPUCOCYANCTON
CBEpPTbIBAEMOCTU

Bapurko3Hoe paclumpeHne BeH
HUXHUX KOHEYHOCTEN
[opmoHoTepanusa

BepemeHHOCTb

TpurrepHbie ¢akTopbl pucka
Xupypruyeckme BMellaTenbcTea
MMmmobunmsaumsa

e
TpaBmbl

v OnvteneHble nyTewecTeuns

N

Tpom6Go3

Puc. 1. KnuHu4yeckoe nposiesieHue mpom6ogunudl.

Tabnuua 6. Puck pazeumusi mpom6o3oe apmepuli y nayu-
eHmoe ¢ uduonamuyeckum BT3 (D. Gree, 2009)

TpombBocunus Puck Tpombo3os
Bes npuema OKL| 5—8 Ha 10 000
Mpuem OKL, 6e3 myTauum B nepsein rog 30 Ha 10 000
MyTtaumnsa cdaktopa V-IlengeH 57 Ha 10 000

6e3 npuema OKL|

MyTtaumsa cdaktopa V-flengeH 285 Ha 10 000

npu npueme OKL|

(haxropoB pucka BTD y nun, sBASIOMMUXCS HOCUTEISIMA
TpoMOo UK, BEpOSATHOCTh pa3BuTus BTD 3HaunTenb-
HO Bo3pacTaeT. Bo3HukHOBeHHE TPOMOO30B IIPU HAU-
yuu TpoMOo(uINM npeacTaBiIeHo Ha puc. 1.

Puck pazsutus BTD y nun, sSBISIIONUXCS HOCHUTEISI-
MU TpoMOO(UINi, 3HAYUTENBHO MOBBIIIACTCA HPHU HC-
[I0JIb30BaHUU OpaibHBIX KoHpauentusoB (OKL). Ilep-
BBIM ciydall TpOMOOTHYECKHX OCJIOXKHEHUH Ha (oHe
OKII Obu1 3aperucTpupoBaH yxe depe3 2 rojpa nocie
Hayaja uXx npumeHeHus. B 1961 r. y mexncectpsl, uc-
monp3oBaBmieit OKL[ mis nedenust sHA0OMETpHO3a, pas-
punack TOJIA [16]. Uepes rox 3aperucTpu-

Tpom60o3 BT3 BT3 OTHOCUTENbHBI
aptepun oTcyTcTBYeT | puck (95% ON)
ATepoTpom603 72/153 48/150 2,3(1,4-3,7)
COHHbIX apTepui
Kanbumndukauus 46/89 25/89 4,3 (1,9-10,1)
B KOPOHaPHbIX
apTepusx
oM 3,3Ha 1000 3,0 Ha 1000 1,1 (0,91-1,34)
WHcynbt 1118/18 087 3861/66 657 1,29 (1,21-1,38)
He cneundunye- 16/151 6/151 2,86 (1,07-7,62)
ckas
nokanmaaums

Hecmorpst Ha TO 4TO TPOMOOQWIHH SBISIOTCS Oec-
criopHbIM pakropom pucka passutus BT u TOJIA, ponb
ee B (OpMUPOBAHUU TPOMOOB B apTEPHUSIX MPOJIOIIKAET
akTUBHO n3y4athkes. Tak, D. Gree u coast. B 2009 1. io-
Kazayiu, 4yto y jul ¢ uauonaruueckum BT puck apre-
puanbHBIX TPoMOO30B Takxke Bbime (Tadn. 6). B To xe

pOBaH M TEPBBIA apTepUalibHBIA TPOMOO3,
KOTOPBIH TakKe pa3BWIICS Ha (pOHE MpHemMa
OKII [17, 18]. UccnenoBarnme LETS mo-
Ka3ano, 4Tto Ha (oHE TPOMOOPMIHI pUCK
passutusg BTD moBblmaercss mpu UCIOIb-
3oBanuu OKII B 11 pa3 [19]. OcoOGeHHO 3TO
SIPKO BHUJHO MPHU HOCHUTEIBCTBE MYTallUu
¢daxropa V-Jleiinen (tadi. 5).

Puck BT3 Bo3pacTtaeT B 3-5 pa3s

B3pocnbie
Fll (reT),
FVL (reT),
MC (ret), NS (reT)

[TonoOHas TeHaeHUMsA HaOIOIaeTCs
MpH MPUMEHEHHH TOPMOHAIBHON 3aMeCTH-

MoapocTkun

tenbHO# Tepanuu (I'3T).

Tak naznauenue ['3T Ha ¢poHe MmyTanuu
(haxropa V-JleiiieH npuBoUT K BO3pacTa-
Huto pucka BTO no 900—1800 na 100 000

HaceleHus B rox [21].

[IposBnenne TpomMOOduIMH 3aBUCUT OT
BO3pacTa nauueHTa. Tak, y neTeil nmpossis-

Puck BT3 Bo3pactaet FVL (rom), AT (reT),

B 10-20 pas FVL+FII, FVL+IC,

ns, AT
Puck BT3
BO3pacTaeT HoBopoXxaeHHble
Gonee, 4em MC (rom), MS (rom), AT (rom)
B 100 pa3s

C€TCA I[e(i)I/IHI/IT €CTCCTBCHHBIX aHTUKOAT'YJISIH-

ToB (riporenHoB C (cu), S, aHTUTpOMONHA), B
IIOJPOCTKOBOM BO3pacTe — T€ XK€ MyTalluu U
KOMOMHMpOBaHHbIE TpoMOodmInu. Y B3poc-
JBIX HAHOOJbIIEe 3HAYCHNE UMCIOT MYTaITHsI
takropa V-Jleiinen, mporpomoua 20210A,
reTepo3UroTHRIE POPMEI U Ap. (puc. 2).

Puc. 2. 3agucumocmsb pucka pazeumusi BT3 om eo3pacma u muna mpom6ogunuu.

lem — 2emepo3ueomHoe HOCUMEebLCMeo, 20M — 20MO3U20MHOE HOCUMEsb5CMmeo,
C — degpuyum npomeurHa C (cu), 1S — decpuyum npomeuHa S, AT — dechuyum
aHmumpombuHa lll, FVL — peaucmeHmHocms K akmusuposaHHomMy nnpomeuHy C (cu),
Fll — dechekm npompombuHa 21210A.
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Tabnuuya7. Amepompom603 y nuy ¢ mpombogunusimu [31]

Konunuectso Yucno oM WHcynbt CpepnHuin Bo3pacT Yucno ONM/mHcynsToB
nauneHToB, n | TPOM6030B nposiBneHns Ha 1000 yenosek B rog (95% AW)
Tpomb6ocpunum 622 24 15 9 48 (24—67) 1,7 (1,1—2,6)
Oeduvunt npotenHa C 150 5 3 48 (30—65) 1,56 (0,5—3,5)
Oedununt npotenHa S 111 3 1 48 (41—58) 1,8 (0,5—4,5)
Oedununt aHTUTPOMOMHA 92 0 3 39 (29—49) 1,5 (0,3—4,3)
dakTop V-NevigeH 208 10 9 1 52 (43—67) 2,1 (1,0=3,9)
Bonee 1 gedekTa 61 1 1 38 (24—53) 1,4 (0,2—5,1)
KoHTponb 1125 5 0 58 (41—77) 0,2 (0,1—0,4)

Bpems uccinenoBanust CHS u ARIC (Neither the Cardio-
vascular Health Study nor the Atherosclerosis Risk in
Communities, BKJIIOYaIN JHI cTapuie 45 jeT) JaHHOU
CBSI3M HE BBISIBWIN [23, 24].

Puck aprepuaibHbIX TPOMOO30B BO3pacTaeT MpH Ha-
JIMYUH TUNiepromonucrennemun [25], nedunura npore-
nna C (cu) [26], pe3uctentoctu k AIIC [27], nedunu-
Ta nporeuHa S [28], mpu MOBBIIEHUH YypOBHs (pakTopa
VIII, IX, X1 [3, 29, 30] (Tabxn. 7).

Uccnenosanue EPCOT Ttakxe mokazano, 4yTO MOpU
HaJu4uu TpoMOoduInii TpoMOO3bl apTepHil BOSHUKAIOT
Oosee yacTto U B Oosee MOJIOJAOM BO3pacTe, 4YeM IIPU UX
OTCYTCTBHH.

Hanuaune TpomMOoduimmnii criocoOCTBYeT yBEITHMUYSHUIO
TpoM0030B Npu HOBoOOpazoBaHusax [32] u nmpu mepia-
TenbHOU aputmuu [33].

OcraeTcsi HESICHBIM, MOYEMY HaJluuue (PaKTOpOB

CaeneHnus 00 apTopax:

pHUCKa MepBOTO TpoMOO3a HE MPOTHO3UPYET UX IMOBTO-
penne? KakoBbl (pakToOpbl BOSHHKHOBEHHS peluanBa?
Wmerommecs Ha CeroHs JaHHBIE TTO3BOJISIOT TOBOPUTH O
TOM, 4TO Halluyue TPOMOODHUINU ONpeAeNIeT PUCK pas-
BHUTHS IIEPBOTO AN30/a TPOMOO30B BEH, HO MIPHU TOM HE
SIBIISTFOTCSI BECOMBIM (DAKTOPOM pUCKa UX peluauBa [34].

BreisiBnenue tpoMOoduinu He SBIsETCS aOCOJIOT-
HBIM TIOKa3aHHEM K MPOBEACHHUIO NPO(HIAKTHKHA TPOM-
6030B. OHako codetanue TpomOoduINu ¢ pakropamu
pucka BTD 3Ha4uTENbHO yBEIMYMBAET YaCTOTY pa3BH-
THSA BEHO3HBIX TPOMOO30B U TpeOyeT MeponpusaTuil, Ha-
IpaBJIeHHBIX HA UX IPEeJOTBpaLICHUE.

Bpauy HeoOxoauMo 3HaTh 0 HanboJjiee YacTo BCTpe-
YAOMINXCS U 3HAYUMBIX (hopMax TpomOopumnnu. MoxHO
npeanoiaraTb, HCTUHHAS PAacCHPOCTPAHEHHOCTh TPOMOO-
d)I/IJ'II/II/I 3HAYUTCIBbHO MPECBBIIIACT CCTOAHAIIHUC HaHHBIC.
OO6HapyKeHHE HOBBIX TPOMOOGHINIA TIpeamnoaaracTes.

Ilepewrit Mockoeckuii 2ocyoapcmeenuntit meouyunckuii ynueepcumem um. .M. Ceuenosa
Kadgpeopa cocnumanvnoii mepanuu Ne 1 neuebnozo ¢p-ma (na 6ase I'KE Ne 20)
Bokapes Urops HukomaeBud — ja-p Men. Hayk, nmpod. kadeapsl; 3aB. j1ad. mpodieM TpoMO030B, TPOMOODHINI U MATOIOTUU

remocTtasa, HUILL; e-mail: bokarev@yandex.ru

[Tornosa Jlronmuna BUKTopoBHA — KaH/I. M€JI. HayK, IOLEHT KadeIpbl; MJI. Hay4. COTp. J1ad. mpodieM TpoM0O030B, TPOMOOQHIHIA

u narojgoruu remocraza, HULI.
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TTocrynma 01.07.13

A3BEHHbIV KONUT U BONE3Hb KPOHA: COBPEMEHHBIE NPEACTABIEHUA.
YACTb 2. Q(MATHOCTUKA N ONDODEPEHLUUPOBAHHASA TEPANUA

A C. HQummepman, U. A. ummepman, 10. U. Tpemvakosa

I'bOY BIIO «Ilepmckas MeqummHCKas akaaeMus uM. akaa. E. A. Baraepa» Munzapasa Poccun, 614990 ITepmb

B cmamve npeocmasnenvt depunuyus szeennoco konuma (AK) u 6onesnu Kpona (FK), obcyscoaromes mepmunonozuyeckue
npobnemvl, pacnpocmpanennocms K u BK ¢ nonynayuu, cogpementvie Konyenyuu Smuono2ull 4 namozenesd, KiuHuueckue
nposIeLenUsl, OCLONCHENHUs U 6HeKuulednble (cucmemnvlie) nopadsicenusi npu AK u BK, a maxoice knaccuguxayus u cospemeniule
MemoObl OUASHOCTUK.

Tloopobno npedcmasienvt cogpemenvie MeiCOYHApOOHble PEKOMEHOAyUul No OUazHOCmuKe U OuphgepeHyuposannomy ede-
nuto AK u BK, ux ocnosicnenuil u HeKUUe uHbIX NOPANCCHUI.

Knwouesvie coe6a: sa36enmbli Kojaum, bonesnb KOpOHG,’ OMUOI02UA U NAMOCEHES, Kﬂaccud)ukauuﬂ; ()MGZHOCmMKa,' JlederHue.

ULCERATIVE COLITIS AND CROHN’S DISEASE. MODERN VIEWS. PART 2. DIAGNOSTICS AND
DIFFERENTIAL THERAPY

Ya.S. Tsimmerman, 1.Ya. Tsimmerman, Yu.l. Tretiakova
Ulcerative colitis and Crohn’s disease E.A. Vagner Perm Medical Academy, Russia

Definitions of ulcerative colitis (UC) and Crohn's disease (CD) are given, related terminological problems are discussed, the
prevalence of UC and CD in the population is considered along with their etiology, pathogenesis, clinical symptoms, complica-
tions and extraintestinal (systemic) lesions. Classification and diagnostics of UC and CD are discussed with special reference
to current international recommendations on their diagnostics and differential treatment, rejuvenation and extraintestinal
lesions.

Key words: ulcerative colitis; Crohn's disease, etiology and pathogenesis; classification; diagnostics, treatment.

Jduarnoctuka. CBoeBpeMCHHAas JAUAaTHOCTHKA S53-
BeHHoro koiuta (AK) u 6onesnn Kpona (bK) 3arpyn-
HeHa. B cpenHeM 3Tu 3a00jeBaHUsl TMATHOCTHPYIOT Ye-
pe3 4,6 £0,8 rona mocie UX Havyaja, 4T0 0OYCJIOBICHO
HeCNeU(PUUHOCTHIO CUMIITOMATUKU U HAJIMYUEM psijia
3a00JIeBaHHUIi, B TOM WU UHOU CTETICHU UMHUTUPYIOIINX
SIK u BK.

Mertonsr nuarnoctuku u inedenns K n BK 6biim pac-
cMoTpenbl Ha KoHpepeHusx Europen Crohns and Colitis
Organisation (ECCO) B 2006 u 2008 rr. [1—3]. Drta opra-
Huzaus, co3naaduas B 2000 1., 00beAHHSIET CIEIHATUCTOB,
n3yyaromux JAK u BK.

B muarnoctuke SIK u BK, moMmumMo KIMHUYECKOW CHUM-
MITOMaTUKH, KOTOpas ObUIa OMUCaHa paHee, MCIONb3YHT
pa3iuyHble HHCTPYMEHTAJIBHBIE U J1a00paTOPHBIE METOBI

WCCIIeIOBaHMsI, BKIIFOYast MOp(dosiornyeckoe u3yueHue Ou-
OINCUIHOIO MaTrepuana.

Baxneiimee 3HaueHNe B quarHocTuke K mpuHamiexuT
9HJIOCKOITUYECKAM METOJIaM: PEKTOPOMaHOCKOIIUH U MIICO0-
KOJIOHO(UOPOCKOTIMY C IPUIIEITBHON OHOTICHEH.

[1o BBIpaKEHHOCTH BH3YaJIbHBIX HJIOCKOITMUYECKHUX H3-
MEHEeHUH npejyiarator paznuuats 4 crenenu SK.

I ctenens (MUHUMaNIbHAS): UMEIOTCSI BOCHATUTEIbHBIN
OTEK CIIM3HCTOH OOOJOYKH, MOJTHOKPOBHE COCYIOB (TIAT-
HUCTAast TUIIEPEMUS), MEIIKOTOYEUHbIE TeMOPPAruH, Jerkas
KOHTAKTHasi KPOBOTOYHBOCTb.

II (ymepeHHasi) CTeNeHb: MOMUMO OTEKA U TUIIEPEMHUH,
OTMEYaeTCsl BBIPAKEHHAs KOHTAKTHAs KPOBOTOYMBOCTb,
OTIpENEeNSIIOTCSA 3€PHUCTBIE IPO3UH, CIUBHBIE TEeMOPPArHH,
(UOPUHO3HBII HAJIET.
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