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Beenenue
TpomOoduans — HacIeACTBEHHbIE MyTallMK T€HOMA YeJIOBEKa,
OpUBOASAIINE K O0jee yacToMy 00pa30BaHUIO ApTEPUAIBHBIX U BEHO3HBIX
TPpOMOO30B U IOTEPb OEPEMEHHOCTH B CBSA3U C HEOCTATOUHBIM Pa3BUTHEM
MaTOYHO - IJIALEHTAPHOr0 KPOBOOOPAIIEHUSI U CHUKEHUEM
IPOTUBOCBEPTHIBAIOIINX CBOMCTB KpOBU. TO €CTh, KpOME MyTallMH I'€Ha,
UMeeTCsl KIIMHUYECKHUH MPU3HAK, YTO OTIIMYAET TPOMOOPUIIHIO OT

noauMop(u3mMa reHos.

VY XKEHIIUH C IPEAPACTION0KEHHOCTHIO K TpoMO03aM (¢ TpoMOodrineit) Bo
BpeMs OEpEMEHHOCTH Pa3BUBACTCS MATOJIOTHYECKAs TUIICPKOATYJISIIHSI, YTO
MOJKET MPUBECTH K PAHHUM U TIO3HUM PEMPOIYyKTUBHBIM moTepsiM. K
Han0oJiee 3HAYMMBIM TTOJTUMOPhU3MaM FeHOB TPOMOODHIIUKM OTHOCATCS
nedurut antutpom6buna Il1, mporenna C, myranus JleiaeH,
HACJICICTBEHHAS TUTIEPrOMOIIMCTEMHEMHUS U MYTaIlMU HEKOTOPBIX APYTUX
dakTopoB cBepThIBaHUA. KpoMe Toro, CyImecTByeT rpyrima TpoMOoopuIni,
00yCIJIOBIIGHHBIX THIIeparperanyei. B HacTosiee Bpems Hanbosee
Oe3omacHpIMH 1 3(PGEKTUBHBIMY TIpenapaTaMu i MPOGUIAKTHKA 1
Tepanuu TPOMOOTHYECKUX OCIIOKHEHUH CUUTAIOTCS TelapuH U ero
npon3BoaHbIe. OJTHAKO OIICHUTH 3(PHEKTUBHOCTH IeIapUHOB MPH
WCIIOJIB30BAaHUM JIMIITH CTAHAAPTHBIX METOJIOB M3YUYEHUS T€MOCTa3a
(aKTUBHPOBAHHOE YaCTHYHOE TPOMOOIIACTHHOBOE BPEMsI, TPOMOHMHOBOE
BpeMsI, MPOTPOMOMHOBOE BPEMsI) U MapKEPOB BHYTPHUCOCYIUCTON
aKTUBAIIUU CBEPTHIBaHUS (paCTBOPHUMBIC (PUOPHHMOHOMEPHBIE KOMILICKCHI,
D-numep) HEBO3MOXKHO B CBSI3U C HEIOCTATOYHOM UX YYBCTBUTEIHLHOCTHIO.
OHUM W3 HOBBIX TECTOB KAU€CTBEHHOM 1 KOJIMYECTBEHHOM OIICHKHU
KOAryJISIIIMOHHOTO COCTOSIHUS TJIa3Mbl, CIIOCOOHBIM (DMKCUPOBATH JTaXKe
MHHUMAJIbHBIE CJIBUTH PABHOBECHS CBEPTHIBAIOIIECH CUCTEMbI, CUUTAETCS

HCCICAO0BAHUC TpOM6OI[I/IHaMI/IKI/I.



OTHONOTHA.

TpomOopunuss —  3TO  HACIEACTBEHHas  WJIM  NpUOOpeTeHHas
MPEAPACTIONOKEHHOCTh K TpoMO03aM. CieayeT OTMETUTh, YTO TPOMOODUIIHS — 3TO
TONBKO TIPEAPACTIONOKEHHOCTh, HO HE 3a0ojeBaHMe Kak TakoBoe. OOBIUHO
KJIMHUYECKYI0 3HAUUMOCTh TpoMOodunusi npuoOpeTaeT mpu HaIUYUMU (PaKTopoB
pUcKa (OHKOJOTMYECKHe 3a00JeBaHMs, MPUEM TEPOPaIbHBIX KOHTPAICTITUBOB,
OepeMEeHHOCTh, TMOCIEPOAOBBI mepuon ©  Ap.) . lIpuHATO  BBIENATH
HACJICACTBEHHYIO U TpHoOpeTeHHYI0 TpomOodunuto. Hambonee wactas dopma
npuoOpeTeHHon Tpombodunuu — antudochorunuAHbIA cuHapoM. [lpuunnoi
enie oaHo (opmbl TpuoOpeTeHHOM TpombOoduanu moxeT ObiTh BUU. B sTom
cllydae pa3BUTHIO TPOMOO30B CHOCOOCTByeT Kak camo 3a0oneBanue (BUY-
MHQEKIMs), TaK U TPOTHBOBUpYCHas (apmakorepanus . [Ipu HaciencTBEHHOM
TpoMOOPIIHK TIPEAPACTIONOKEHHOCTh K (POPMUPOBAHUIO TPOMOOB OOYCJIOBICHA

ICHCTUICCKUMHU MYTallUAMMH.

I'en Hopwma

FIl G20210A G/G

FV Jletinen G/IG

FII Thr165 Met Thr/ Thr

MTI'®P C677T C/C

PAI-1 4G/5G 5G/5G

ACE I/D I /i

MTRR A/G A/A
ITATOI'EHES.

OMOpUOH, UMIUIAHTUPYSICh, KIPOPBIBACTCS YEPE3 SMUTEIUAIBHBIN CIION
SHJIOMETPHUS MATKH, TOBPEKAask MPU ATOM SHAOTEIUMN, [N1aJKOMBIIICUYHBIN CITON

COCYIOB MarepH, a TaKkKe U3MEHSET KpoBOTOK [10]. MarepuHCcKuii Opranusm




BBIHYK/ICH aJaliTUPOBATHCS TyTEM PA3IUYHBIX IEPECTPOCK, B IEPBYIO OUEPE/b, B
OHJIOKPUHHOU CUCTEME U B CUCTEME KOMIUIEMEHTA. MEHSAETCA COCYAUCTBIN TOHYC
MyTEM U3MEHEHHUS CEKPELIMH Ba30IMJIaTaTOPOB U BA30KOHCTPUKTOPOB
(npocrarnmanaus/ TpoMOOKCaH), cucTeMa remocrasa. Tak, Harpumep,
aKTUBUPOBAHHBIN TpoTenH C MOMUMO aHTUKOATYISTHTHOTO JIEUCTBUS 00JIerdaeT
MHBa3uI0 TpodobiacTa, MOCKOIbKY 00J1a/1aeT HUTONPOTEKTUBHBIMU CBOMCTBAMU
[11, 12]. YMepeHnHbIil runodpudprHOIN3 npu GU3HOIOrHYECKU MpoTeKatoei
OepeMEHHOCTH HEOOXOIUM JIJIsl IPEAOTBPAILICHHS TeMOpparuii BO BpeMs HHBa3UU
Tpodobnacra. CienoBareabHO, SKCTpa- U HHTPABACKYIISIPHOE OTI0XKeHUEe (pudpuHa
SBJISIFOTCS 4aCThIO (PU3HOIOTMYECKOTO MPoIiecca. ITO OOBSICHIET MOBBIIICHHYIO
cekperuto sHgoMeTpueM PAI-1, TkaneBoro (hakTopa U CHUKEHHUE YPOBHS

AKTHUBATOPOB INIA3MHUHOI'CHA TKAHCBOTO U YPOKHHA3HOT'O THUIIOB.

Hannune TpomOodunum MoxxeT IpUBOAUTH KaK K TPOMOOTHYECKUM
HapyIICHUsIM, TaK U U3BMEHEHUSIM UHBa3uu Tpodoobiacta. Hanpumep,
HOCUTENLCTBO nommMopdusma rena PAI-1 4G/4G B ycnoBusix PU3HOIOTHYECKOTO
(recTaliuOHHOTO) TUTTOGUOPUHOIN3A TPUBOIUT K YPE3MEPHOU JIETIO3ULIUN
¢ubpuHa U, KaKk CIEACTBUE, K HAPYIICHUIO UMIUIAHTAIIMU TUIOJHOTO SIIa.
Hedunut nporenna C u/uiy nNpoTerHa S CHIKAET IUTONPOTEKTUBHOE
BO3/ICICTBUE MyTEM YCUJICHHS arornTo3a KJIeToK Tpodobiiacta, 4To TakKe
MpUBOIUT K AedexTy umranTanuu. Takum oOpazom, reHeTudeckas TpoMOobums
B | TpumecTpe oOycnoBnuBaeT AedeKT ryOuHbI HHBa3uu TpodobdiacTa, 4To B
JaabHEHIIeM MPUBOIUT K SHIOTETUOTATUH U KIIMHUYECKU MOXKET MPOSIBISITHCS

MPEIKIAMIICUEN.

Ha Gonee mo3nHux cpokax 6epeMEeHHOCTH TPOMOO(DUITNS BbI3BIBACT
TPOMOO03bI MUKPOIIUPKYISATOPHOTO PyCIIa MIIANEHTH U HEPEAKO — TPOMOO3bI
COCYZIOB TyHOBHUHBI. KITMHUYECKH 3TO MPOSIBISIETCS TO3AHUMH PETPOTyKTUBHBIMHU
MOTEPSIMU: TIEPBUYHAS OTCIIONKA HOPMAJILHO PACTIONOKECHHOH TUTATICHTHI,

aHTCHATaJIbHAs THOCIIb m1oaa, CHHAPOM 3aJCPIKKHU PA3BUTHA IL1I04A.



Cy1iecTByeT HECKOJIBKO KiaacCUUKAIUNA TPOMOOPUIUIECKUX COCTOSTHUIM.
Opnna u3 HUX, HauOosee oOLIMpHAs U MOIHas1, Obliia pa3padoTaHa U MpeasioKeHa 3.
C. Bapkaranom u ero corpygaukamu B 1996 . Ona Bkiirouaet B cedst 10 6ombImx
TPYIII, KOTOPBIE OTPakKatOT U3MEHEHUS Ha PA3JIMYHBIX YPOBHSAX CUCTEMBI
remMocTasa.

1. 'emopeosnornueckue (popMbl, XapaKTEPUIYIOIIUECS
noaurIo0ynHee!, TOBBIIIIEHHEM TeMaTOKPUTHOTO MTOKa3aTeds,
TIOBBIIIICHUEM BS3KOCTH KPOBH W/WIH TIJIa3MbI (B COYETAHUHU C
TUIEPTPOMOOIIMTO30M MJIH O€3 HEro).

2. ®opMbl, 00yCJI0BJICHHBIE HAPYLIEHUSIMHA TPOMOOLMTAPHOI 0
reMocTa3a,CBI3aHHbIe C TUTIEPTPOMOOIIMTO30M, MOBHIIIIEHHEM
arperaiioHHoN (yHKIUU TPOMOOIMTOB (CIIOHTAHHOM U O]
BO3/ICHCTBUEM OCHOBHBIX arOHUCTOB), YPOBHEM U MYJIBTUMEPHOCTHIO
(pakTopa Buinedpanna.

3. ®opmbl, cBA3aHHBIE C 1ePUITUTOM /WM AHOMAJTHAMH
NMEePBUYHBIX GH3HOJIOTHIECKUX AHTHKOATYJISTHTOB— ITPOTCHHOB
C u S, antutpomobuna I1I, TFPIL.

4. ®opmbl, CBSI3aHHBbIE ¢ Ae(PUIIUTOM WIH AHOMAJIUSIMH
MJIa3MeHHBIX ()AKTOPOB CBEPTHIBAHUS KPOBH— aHOMAaJIHEH
¢dakropa Va u pe3ucTEHTHOCTHIO €ro K aKTHBUPOBAHHOMY MPOTEUHY
C, anomanueit pakropa I, rpomOboreHHBIMU
nucGuOPHUHOTEHEMHSMU.

5. ®opmbl, CBA3aHHBbIE C HAPYIIEHUAMH (PUOPUHOIN3A— e PUITUTOM
WJIM aHOMAaJuel TKaHeBOro aktuBaropa riazMunoreHa (TIIA) u camoro
MJ1a3MUHOTEHA, U30BITKOM WX HHTHOUTOPOB.

6. ®opMbl, CBA3aHHbIE C NOBbIIICHHUEM AKTHBHOCTH U
HeI0CTATOYHOM HHaKTHBanuen ¢paxkropa VII.

7. AyToMMMYHHBbIe 1 MH(PEeKIIMOHHO-UMMYHHbIE (OPMBbI,B TOM
YHCJIe TaK Ha3bIBAeMbI aHTU(POCHOTUTTUTHBIN CHHIPOM; O0JIC3HB
bexueTa, THPEOTOKCHUKO3, CHCTEMHBIE BACKYJIUTHI, OaKTepUaTbHBIN
SHJIOKAP/INT, CETICUC.

8. Ilapaneonyiactudyeckue popmbl:BHUCIEpaIbHbIE (OPMBbI PAKOBBIX
OMyXOJIEH pa3IUYHBIX JoKanmu3anui (cuaapom Tpycco u ap.).



9. Metabonuvyeckue popMbl— AUAOCTUUECKUE aHTHOMATHH,
runepiaunuaeMuieckue Gopmsl, TpPOMOOPUIHS pu
TUIEProOMOLMCTENHEMUU U AP.

10. SATporennbie (B TOM YHC/Ie MEAUKAMEHTO3HbIE) GOPMBI—
CBSI3aHHbBIE C TPUEMOM FOPMOHAJIBHBIX KOHTPALIENTUBOB, reNapuHa,
(GubpUHONUTHYECKOHN Tepanuei, JeuenueM L-acnaparunasoi u ap.
JUJist OLEHKH BEPOSITHOCTH HAJIUYUS TPOMOO(DUINHI, MOKHO
UCIIOJIb30BaTh YNPOLICHHYIO Kiaccudukanuio [Meissner M. H.,
Gloviczki P., 2009], kotopas pa3zeinsieT Bce OCHOBHBIE (haKTOPBI
pHUCKa Pa3BUTHS BEHO3HBIX TPOMOO30B ¥ TPOMOOIMOOINYECKUX
OCJIO)KHEHHMI Ha BPOXKJEHHBIE, MPUOOPETEHHBIE, CUTYal[MOHHbIE
(mpexoasuIue) U COueTaHHbIC

bepeMeHHOCTB Bceria COMpOBOXKIAETCSI COCTOSTHUEM THIEPKOATYIISIIMU, YTO CBSI3aHO
C MOBBIIICHUEM YPOBHS (prOpuHOreHa, mpoTpoMONHa, pa3BUBACTCS TaK Ha3bIBaeMasl
rpaBuapHas TpoMOuHeMus, 3HaunTeIbHO — Ha 50—80% — Bo3pacraer ypoBeHb
FVIII, FIX, FX ¢axropoB cBepTbiBaHUg KpoBU. OIHOBPEMEHHO CHUXKAETCS
aKTUBHOCTb CHCTE€Mbl (UOpUHOIM3a M  (U3NOJOTHYECKUX AHTHKOATYJISHTOB:
NOBBIIIAETCS ~ aKTUBHOCTb ~ MHIMOMTOpa  aKTUBaTOpa  IUIa3MHUHOIE€HA,  C
OHOBPEMEHHBIM IIOBBIIIEHUEM YPOBHS aKTUBAaTOPOB IU1a3MuHOreHa — t-PA, U-PA,
FXII. C yBenauueHueM cpoka OEpEeMEHHOCTU IPOUCXOJUT CHHKEHHE CKOPOCTH
KPOBOTOKa B BEHaX HW)KHHMX KOHEYHOCTEW, OOYCIIOBIEHHOE CIABIECHHEM HUYKHEH
NOJOM BEHbl OEpEeMEHHOM MAaTKoi, YTO [ONOJIHMUTEIBHO CO3[AaeT YCIOBUSA JUIs
oOpa3oBaHuss TpPOMOOB B TMpocBeTe BeH. YacToTa BCTPEYAEMOCTH BEHO3HBIX
TpOoMOO30B, TPOMOOIMOOTMIECKUX OCIOKHEHUH Ha (hoHE OEPEMEHHOCTH COCTABIISICT
0,7— 1,3 ma 1000, yto moutu B 10 pa3 BhIIe, YeM cpear HEOCPEMEHHBIX KCHIIMH
dbepTIIIbHOTO BO3pacTa.

Bpoxxnennsie TpoMOO(DMINKM YCIOBHO MOXHO pa3leluTh Ha HECKOJIbKO TPYIIM:

1-s1 rpynna — ne@uuT GU3NOIOTHUECKUX aHTHKOATYIISTHTOB, B TOM YHCJIE Ne()UIuT
aHTUTPOMOMHA I11, MIPOTENHA C 51 MIPOTEUHA S;

2-s TpylIa — TIOBBIIICHHE YPOBHS WM AKTHBHOCTH (DAKTOPOB IUIA3MEHHOTO
reMoCcTas3a — PE3UCTEHTHOCTh K aKTUBUPOBaHHOMY npoTenny C (myrtauus Jleinen),
MyTalusi B TeHe mnpoTpoMOuHa, mnobimieHue ypoBHs VIII, IX, XI ¢axtopos
CBEpTHIBAHUS KpOBU;

3-5 rpymnmna — MaTOJIOT U CUCTEMBI bubpuHoOIN3a;
4-5 Tpynna — runeproMoluCTeUHEMUSL.
Haubonee yacto BcTpeyaroiuecs: BUAbl TPOMOO(PMIMUECKUX COCTOSIHUNA OTHOCSTCS

K 1-ii rpynie, onHako 6ojiee «TPOMOOTEHHBIMUY SIBIIIFOTCS HAPYIIEHUS, KOTOPBIE
BXOIAT B rpymnny 2. [Io pe3ynpraraMm MHOTOYHCIEHHBIX UCCIEIOBAHUN YCTAHOBJIEHBI



ATUOJIOTUYECKHUE (PaKTOPBI BPOKIECHHBIX TPOMOODUIINIA, a TAKKE KaHIUaTHBIC
MapKephbl MPEAPaACIONOKEHHOCTH K TPOMOO03y

JIEHEHHE.

[Tpu monTBepKaAeHUM AUArHO3a TPOMOODUINH 11eJ1IeCO00pa3HO MPOPUIAKTUUECKOE
JICYEHHUE: MIPU TPOMOOTUYECKHUX OCIOKHEHUAX BO BpEMsI JTAHHONW OEPEMEHHOCTH U B
MOCJIEPOJIOBOM TMEPUOJIE U B AaHAMHE3€ — Ha MPOTSHKEHUU BCE OEpeMEHHOCTH U
MOCJIEPOJIOBOTO MEPUOJIA, MPHU AKYLIEPCKUX MOTEPSIX - BO BpeMs (popMupoBaHus
MaTOYHO-TUIALIEHTAPHOT0 KpoBooOpaieHus ¢ 6 Hexenb 1o 34 "Henenu (nmocne 34
He/leNlb He TPOUCXOIUT 00pa30BaHMs HOBBIX COCYOB IUIALIEHTAPHOTO JIOXKA)

B Hacrosiiiee BpeMs HanOoliee 6e30nacHoil ¥ 3pPeKTuBHOM Tpynmoi mpenaparos,
YCIICIIHO MPUMEHSIEMON Y O€pEMEHHBIX, CYUTAIOTCS TeMapyH U €ro MPOU3BOIHBIC
(nedpakunonuposannbie renapunbl [HOI'| 1 HU3KOMONEKYIISIpHBIE TeapUuHbI
[HMT']). crangaptaoe nedenue mo 5000 Ex x 2 paza 3¢phekTUBHO B MTOAABIISIONIEM
OOJBIIMHCTBE CIyYaeB.

Hu HOI', atu HMI'" He oka3pIBaroT TE€paTOreHHOro AEHMCTBUS Ha TUI0I. B cBs3u ¢
HEKOTOPBIMH (hapMakosiorudeckumu ocooeHnoctamMu HMI™ npumenstor game. B
otuuue ot HOI' HMI™ umerot MeHbiyro ahGuHHOCT K CBA3BIBAHUIO C O€TKaMu
TJIa3MBbl, SHAOTEINAIBHBIMU KJIIETKAMH M Makpodaramu, 4To CyIeCTBEHHO
yBEIUYMBACT UX OMOM0CTYnHOCTh. bruogoctynnocts HMI™ mocine B/B mim n/k
BBeJIeHHS cocTaBiisieT 87-98 %, B To Bpems kak 6uogoctynmHocts HOI™ mocne n/k

BBeneHUsT — 15-25 %, nepuon 6uonoruyeckoit momyxuzau HMI' B 2 pasa Gonblie,
yem y HOT

ITpu n/x BBenennn y HMI™ Goinee nmpencka3zyembli 10303aBUCHMBIN oTBeT, HMI
peke BBI3BIBAIOT TeNapUH-UHIYIIUPOBAHHYIO TPOMOOIIUTONIEHHIO. BO3MOXKHO O/THO-
WU ABYKPAaTHOE BBEJEHUE MpernapaToB B cyTku . CriekTp Bo3moxkHocTeit HMI™ He
OTPaHUYMUBACTCS AHTHKOATYISTHTHBIMU cBolicTBamu. HMI™ o0neryaroT MMIUTaHTAIHIO
IJIOHOTO SIWIA B SHIOMETPUH 3a CUET UUTOIPOTEKTUBHOIO IEMCTBUS HA KIIETKU
Tpodobmacra, cTuMynsIuu ero nponudepanuu u 1udhepeHITMPOBKH, MOBHIIICHUS
CEKpELUH XOPUOHUYECKOTO TOHAIOTPOIINHA .

[Tpu neyeHnn remapruHOM CIeAYeT KOHTPOIUPOBATH YHCIO TPOMOOITUTOB B MEPBHIC 2-
3 Hemenu MPUMEHEHHs! JUTs IPEIOTBPAIICHHs] TPOMOOIUTONIeHUU. DD (DEKT BIUSHUS
Ha CHCTEMY T€MOKOAryasiiMi MPOBOJUTCS OMpelesieHneM aHTU-FX akTUBHOCTH,
MoKa3aTessiMu pOTaIMOHHOMN TPOMO03JIaCTOMETPUU u NoKa3arensiMu
TpomOoguHamuku.  Mccnenoanue  J[-aumepa, pacTBOPUMBIX  KOMILJIEKCOB
MOHOMEPOB (GUOpHUHA U colepxKaHus GUOPUHOTEHA HElleIeco00pasHo.
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