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43axiqHoyKPaiHCbKUY CrieLianizoBaHuy AUTIYMA MEANYHM LIEeHTP, J1bBiB

Tpombodinia i Tpomb03M y AiTen

AHOTALIA

Tpom603aM i TPOMOOTUYHUM YMHHMKAM PU3KKY Yy AiTen npuainseTbca Bce 6inbwe yBaru. Jutaui
remaTosiory 4acTo ouiHITb CTaH fiTeil i3 CUMNTOMHMM 260 6€3CMMNTOMHUM TPOMGO30OM, Y POAUYIB AKUX
B aHaMHe3i € BigoMocTi npo TpoM603 uu TpoMGodinito. Bce akTUBHiLE 06roBOPIOETLCA KIiHIYHE 3HAYEHHSA
AiarHoctukn Tpom6odhinii AK y popocnux, Tak iy giten. litn 3 Tpom6030M CTAaHOBAATL reTeporeHHy rpyny,
i ManoimoBipHo, W0 0AHO3HAYHMIA Nigxip KO AiarHOCTUKM a6o NiKyBaHHA € oNTUManbHMM i 6aXkaHuM. He
BUABJIEHO NPUYUHHOT poni cNapKoBUX NPOTPOoMOOTUYHUX AedeKTiB y 6araTbox BUNagKax TPOMOGOYTBO-
peHHsA y fiTel, 0co6MBO Npu KaTeTep-acoliioBaHUX TpoM603ax. 0c06/1MBO NOKa3aHO NPOBEAEHHA TeCTy-
BaHHA Tpom6odinii gitam, BKNoYaloum NigniTkie 3i cnoHTaHHMMK Tpom603amMu Ta fiBYaTOK-NiANITKIB 3
BifOMUM NO3UTUBHUM CiMeNHbIM aHAMHE30M, AKi MOYMHAITb BUKOPUCTOBYBATM 3aXOAM KOHTpauenuii.
OcraHHi paHi ceiguarb, Wo peaki ycnagkosaHi TpombogdiniiHi gedekT noe'a3aHi 3 nigBnLWEHUM pU3MKOM
NoBTOpHOi BeHO3HOT Tpomboembonii y AiTei, Xoua ONTUMaNbHY NiKyBaNnbHY TAaKTUKY ANA HUX Le He BU-
3HaveHo. PiweHHa wopo giarHocTuku Tpombodinii y piten i3 6escumnTtoMHMM nepebirom, ogHaK 3 no-
3UTUBHMM CiMeiiHMM aHaMHe30M cnif npuitmaTi iHaUBiAyanbHo Nicna o6roeopeHHs i3 cim'elo. Baxknueo,
L0 HANPAMOK MeAULMHU, AKUIA 3aiiMAETCA BUBYEHHAM TPOoM603iB y AiTeild, TiNbKK po3BUBaAETLCA, i 6araTo
nofin, Aki BigbyBalTbCA, € YHiKaNbHUMKM AnA AUTAYOT NpakTuKKU. Llinkom 3po3ymino, wo HeobxigHi
TpUBani gocniaxeHHa i aHani3 oTpUMaHMX pe3ynbTaTie, 0CO6JIMBO WOAO BiANOBIAT HAa NiKYBaHHA, @ TAKOXK

Knroyosi cnosa:
dimu, mpomboghinis.

IcTopuynuii orasAa Ha AiarHOCTUKY TPoMGOQiii

¥ 1956 p. Jordan and Nadorff onucanu «cimeiiny tenpen-
IiI0 10 BUHUKHEHHSA TPoMO0eMOoIii», e TOBIIOMIAIN PO
noHaz 40 mamieHTiB 3 BEHO3HUM TPOMOO30M i ciMelHMM
aHaMHEe30M, 110 BKJIIOUAB KiJIbKOX MOJIO/INX POJINYIB i3 BEHO3-
HUM TPOMOO30M, X0Ua €TiOJIOTis 1€l ciMeliHOI TeHeHIlT Ha
Toii yac Gysia Hezposymiziow [1]. Hebiuut anturpombiny 6yB
MepiuuM ycrajakoBanum jgedektoM, ieHTudikoBanum y
1965 p., oxHak HOTO croCTEpiradu TiJIbKU y He3HAYyHOI
KIJIBKOCTI MAIiEHTIB 3 BeHO3HUM TpoMbo3oM [2, 13]. Maiixke
20 pokiB 1OTOMY /1Ba /I0JIATKOBUX YMHHUKA PU3UKY, a caMe
HU3LKUH piBerb mpoteiny C/S, 6yiu moB's3aHi i3 ciMeitHuM
TpoMbosoM [3, 15]. ¥ 1983 p. Buepiue 6ysi0 onucaHo cTaH y
HEMOBJISITH 3 GJIMCKaBHYHOIO Ty PITYPOIO, 3yMOBJICHOIO TOMO-
suroTHuM fedinurom mporeiny C [5]. JI7st bOTO OCTIIKY-
BaJu piBHi crienudiyaux GiIKiB y IIa3Mi KPOBi, a TAKOXK Je-
TAJIbHO BUBYAJIM POJIOBiJl 3 METOIO BUSIBJIEHHS YCHA/[KOBAHO-
ro nedexry. [liznime renernunnii ananis JJTHK, saka xomye i

BM3HaYeHHA BNJIMBY BifoMux TpombodiniiiHux cTaHiB Ha Ui pe3ynbTaTu.

AHTUKOATYJISIHTHI OiJIKM, 3 BUKOPUCTaHHSAM IOJIiMEPa3HOI
JIAHIIIOTOBOI peakIiii 10Ka3as, 1O Kijbka pi3sHux MyTarii
BiAmoBizamn 3a edinuT KOKHOTO i3 IUX TpoTeiniB [16].

¥ 90-x pokax MUHYJIOTO CTOJITTSI BUSBJIEHHSI PE3UCTEHT-
Hocti 10 akTuBoBaHOro 1poreiny C (AIIC) 3ymoBuio Bij-
kputts Tak 3Banoi FV Leiden (FVL)-myrauii, npu sixiii ogra
aMiHOKHKCJIOTA — TJIIOTaMiHOBA, 3aMiHIOBAJIACh HA iHIIY —
aprinin y nosoxenni 506. Ile Gyso mepmmM ONucaHHAM
tpoMbodiniliHOrO edeKTy, 3yMOBJIEHOrO MOCUJIEHHSIM
KoaryJiAuii, a He 3HUKEHHAM aHTUKOAry/IgHTHOI aKTUBHOCTI
[7]. Myrarii y reni FV npusBoasath abo 10 ayTOCOMHO-pelie-
CUBHOI XBOPOOU — reMOparivHoro jiaredy abo 10 ayTOCOMHO-
JoMiHaHTHOI (popmu TpoMGoilii, ika BioMa SIK Pe3UCTEHT-
Hictb 710 akTuoBanoro nporeiny C [34]. Xoya pesucrent-
Hicts 10 ATIC Moske 6yTi HaGYTOI0, HATPUKJIIA/, TPU aHTHU-
dochomimignomy cungapomi, mpore B 90% BuUMaAKiB BOHA
3ymosisieHa Myrtanieio FVL [9, 33]. Pusuxk BUHHKHEHHS
BEHO3HOTO TPoMOO3y B HOciiB Mytattii FVL migBuuryerses y
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5—10 pasiB y retepo3urort, a y romo3urot — y 50—80 pasis |3,
14]. Myranito FVL y rerepo3urotTHoMy craHi BUSBJISIOTH y
12-20% nauientis 3 BeHo3HUM TpomOO30M, y 50% ocib i3
cimeitnolo hopmolo Tpombodiii Ta y 70% XBopux, B aHaMHe31
SKUX Oysn peruanBu TpomMbosis [6, 23, 32]. IcnyioTh 3HauHi
BimminHoOCTi om0 HocilictBa myrtanii FVL B pisuux mo-
MyJAIIHHAX TpyHax. Y cepeZiibOMY YacTOTa FeTePO3UrOTHOTO
HocificTBa CTaHOBUTH 5—7 %, romosurotHoro — 0,02% [4, 18].

V¥ 1996 p. 6y10 ineHTI()IKOBAHO iHILY TOUYKOBY MYTaIlilo, a
came Mmyrtamio reHa ¢daxrtopa Il sropramms kposi — FII
G20210A, ssxa nocuoBaIa KOaryJsiiio yepes 3MiHy crabijib-
Hocti iHdopmarniiinoi PHK [18]. Mytamisa FII G20210A ne
3MIHIOE€ TIOCJIIOBHOCTI aMiHOKHCJIOT y HOJINENnTUIHOMY
sauiory nporpom6iny [10, 28]. 3a nanumu GyHKIOHATBHUX
NOCJIIKEeHb BUSIBJICHO IABUINEHUI pPiBeHb IPOTPOMOiHY
(Gibine Hixk 115%) Ta 36iabIneHHs reHepaitii Tpombiny [17,
30]. Yacrora mytarii FIT G20210A B eBponeiicbkiit nomyis-
il cranoButh 1-4% [5, 8]. Mytaria FII G20210A ycnazxo-
BYETLCS 32 Ay TOCOMHO-/IOMiHAHTHUM THIIOM i B TOMO3UTOTHO-
My CcTaHi BUHUKAE ryske pinko [19]. ¥ rereposuroTHux HOCIB
myTtantHoro anenst G20210A y 3 pasum migBuUIIEeHUT PU3UK
peuuauBHOro TpomM603y [26]. BesmunHa 1boro pusuKy 3Hau-
HO 3POCTAE 32 HASIBHOCTI JIOZIATKOBMX €K30T€HHUX YMHHUKIB
(xipypriuni BTpyuyaHHS, mepio/l BariTHOCTI, 37I0SKiCHI HOBO-
YTBOPEHHS, BiK, IIPUHOM TOPMOHAJIBHUX KOHTPAIIENITUBIB,
ITi/IBUIIIEHHS PiBHS TOMOLIUCTEIHY TO1IO) 6, 24].

Pazom 1i reHetwyHi MyTailii BUSABJISANM 4YacTille, Hix
nediluT aHTUKOATYJISSHTHUX MPOTEiHiB, 1110 CKJIAJI0 BEJUKY
MOMYJIALiI0 0Ci6 KaBKa3bKOrO IMOXO/UKEHHS, B SIKill iCHyeE
PU3WK BUHUKHEHHsT TpoM603iB [8, 11].

3a JaHUMU JiTepaTypyu BUSBJIEHO JeKiJbKa JecsATKiB
ajielbHUX BapiaHTiB TeHiB, HOCIHCTBO SIKMX acolliiioBaHe 3
PO3BUTKOM TIePeATPOMOOTHYHKX MOPYIIIEHD Y CUCTEMi IeMO-
crasy [16, 22]. [lo reHiB, siki KOAYIOTh KOMIIOHEHTH TLIa3MOBOI
JIAHKU TEeMOCTAa3y i MOB's13aHi 3 BEHO3HUMM Ta apTepPialbHUMI
Tpombo3amu, BigHocsaTh reHu dakropa I, 11, V, XII sroprants
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KpOBi, TKaHMHHOTO akTuBaropa IuazmiHoreny (TPA) Ta
inribitopa akruaropa mwiasminoreny tumy 1 (PAI-1) [18]. 3
MiABUIEHUM PU3UKOM BUHUKHEHHS TPOMOO3IB aCOIIOI0THCS
MyTallii B reHax TpOMOOIMTAPHUX PELENTOPIB: TIiKOIPOTEIHY
IITa (ITGB3), rikonpoteiny Ib ta Ia (ITGA2) [31]. Tennmii
nosiiMopdi3M 1032 KacKa/loM 3rOpTaHHS KPOBi TaKOXK MOXKe
MiIBUIIYBATH PU3UK PO3BUTKY Tpombo3y [20].

3a JJaHUMU JI0CT/PKEHb, IPOBEACHHUX B JIOPOCJIii TOIyJIs-
1ii, inenTrdikoBaHo GaraTo iHIIMX MOTEHIIHHUX TPOTPOMOO-
TUYHUX YNHHMKIB, OZIHAK IXH KJIiHIYHA 3HAYYIIICTD € 0CTaT-
HBOTO TIOPiBHSIHOIO 3 TI'ATbMa OCHOBHUMM: JIe(illIT aHTUTPOM-
6iny, nporeiny C/S, myrauis FVL i nporpom6iny [6]. 3a oc-
TauHi 15 POKIB MiZBUIIIIACH YACTOTA IPOBEIEHHSI TECTIB 3 Me-
TOIO BUSIBJIEHHST CrIafikoBoi TpomGodiii [4, 10]. Ha cporommi
Bu3HaueHHs MyTanii FVL — oxun 3 HalinmomupeHimmx rexe-
tnuaux TtectiB [11]. HemogaBHo yBara BueHux Oysa 3oce-
perKeHa Ha KIIHIYHIM 3HAYYIIOCTi JiarHOCTUKN TPpoMOOdiii
AK y ZI0pOCyInX, Tak iy aiteil. OqHak NpoBeIeHHS TAKKIX TeCTiB
y JliTeli 3HAaYHOIO MipOIO 3aJIe3KUTh BiJl KITIHIYHOT CUTYAITi.

TpomGodinis
TpoM6obIiIito PO3IIHIOT K CXUIBHICTD 0 PO3BUTKY
TpoMO6O3y y MAIliEHTIB, Y IKUX PO3BMBAIOTHCS: a) CIIOHTAHHA
BeHO3Ha TpoMboeMbGoiis, 6) BeHo3Ha TpombGoembouist (BTE)
BHACJI/IOK TSKKUX CHiBBIJHOCHMX CTUMYJIB ii PO3BUTKY,
B) peunauBHi TpoM6o3u a6o 1) BTE y monogomy Biti. Ileit
TEePMiH TaKOXX BUKOPUCTOBYIOTb JIJIl OIMCAHHS CIIQJIKOBUX
YUHHUKIB PU3UKY TPOMOO3Y, sIKi 3a3BUYAil BUSIBJISIIOTH 32 [1a-
HUMM J1abopaTOpPHUX TecTiB. B 0cib 3 KIiHiYHUMM O3HaKaMU
TpoM6OGinii He 3aBKAM OTPUMYIOTH JabopaTopHe TIi-

TBeP/KEHH: il HasBHOCTI, i HaBIIAKU.

JlaGopaTopHi TecTy A1 JiarHoCTHKH TPOMOOdirii
Haiinomupenimi tectu st giarHoctuku TpoMbodiii y
mireit nmpeacTasaeni B Taba. 1. CagkoBuii 1edekxT, mpu sSKo-
My a00pe BiOMMI IaTOr€HETUYHUI JIAHIIOT TPOMOOYT-

Tabnuys 1

HainowupeHiwi npuunnm Tpom6odinii Ta naoparopHi giarHocTuuHi Tectn

FVL myTauin

MJIP a6o KNOTMHroBMIA aHani3

MpoTpombiH G20210A myTauisa [P

[ediuunt aHTUTPOMOGIHY I

XpOMOreHHWn abo KNOTUHIOBUIA aHani3

Oediuut npoteiny C

XpomoreHHM abo KNOTUHIOBUIA aHani3

Mepwunn piBeHb

. BioximiuHMiA
AiarHoCTUYHUX

lnepromoumcTeiHemis

TecTiB

lnepninonpoTteiHemis ELISA

AHTUdOCDhONINIAHI aHTUTINA

KnoTuHrosumi aHanis (TecT amillyBaHHsi, BOBYAKOBUI aHTUKOArymsHT).
AnTuTina (IgG Ta IgM) kapgioniniHoBi i B2 rnikonpoTeiHoBi

Oediuunt npoTeiny S

KnotuHroeumn abo iMyHOMoriYHMiA aHani3 BiflbHOroO i 3aranibHOrO aHTUreHy NPoTeiHy S

MigBuweHnn piseHb FVIII

OpHocTagiiHNiA KNOTUHIOBMIA aHani3. XpoMOreHHUn aHanis

.. [OuncdibpuHoreHemis
Opyrun piBeHb

KnotuHroeuin metog, (3a Clauss). IMyHonoriyHuin metog. TomGiHOBUIA i
penTunasHumn vyac

[iarHOCTUYHUX

TecTis* MigBuweHnn piseHb FIX

OpaHocTaginHWiA KNOTUHIOBUIA aHanis.

MigBuweHnn piseHb FXI

OpHocTadinHUIA KNOTUHIOBUIA aHani3

MpumiTtKa. * — AKLLO HITKO MiAO3PIOETLCS TPOMOOPINIVIHMY AedeKT abo TeCTu NepLIOro PIBHA 3HaXOAATLCS y MeXax HOPMU.
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BOpeHHs, BKtouae gedimur nporeiny C/S, aHTUTpOMOiHY,
myTtario FVL ta nporpom6iny. Iuimi tpomGodiiii, siki He
noTpebyIoTh TEHeTUYHOI JAeTepMiHallii, BKIOYAIOTh ITiABU-
meHnit piBenb romorucreiny, ginomnporeiny FVIII, FIX i
FXI, nuchibpunorenemiio. Iepuuii pieenv mecmysanis
MOJISATAE Y BU3HAYEHHI TIPUYUH BUHUKHEHHST TpoMboditii y
nitell. SIKII0 pe3yIbTaTH IIUX TECTiB HOPMAaJIbHI, aje mizo3pa
0/I0 HAsIBHOCTI TPoMOOMIIiT Bee K icHye, ciin mepeiitn do
Opyeoezo piens diaenocmuku. Jlesiki 3 TPUYUH BUHUKHEHHS
TpoM6O3y OyJd BCTAHOBJIEHI TiJIbKA Y HEBEJIUKOrO YHCIa
Mali€enTiB i He OTPUMAIM HIMPOKOTO BU3HAHHSA AK YAHHUKIB
PU3UKY 1010 po3BUTKY. X0ua Oi/IbIICTh 3 IPOTPOMOOTHYHUX
3MiH, nepeJiiYeHrX BUIle, MOKYTh OYTHU CIIAIKOBUMH, KibKa
3 HUX MOXKYTb Oyt HaOyTumu. Y Tabi. 2 HaBeNeHO JesiKi
KJIHIYHI CTaHK, SKi € IPUYMHOI0 BUHUKHEHHSI HabyTOi TpOM-
6odinii. Antrdocdominiani anTuTiza (BOBYaKOBHiI aHTH-
KOAryJisiHT, aHTU-Po-TJTiKOIPOTEIHOBI aHTUTI/IA i aHTHKAp-
mioimiHoBi aHTHTIA) — M00Ope BiIOMUN YMHHUK PUHKY
BUHUKHEHHS TPOMO03Y, X04a € TIOBiJIOMJIEHHST I PO ciMeiiHi

Ta6bnuys 2
CraHu, acouinoBaHi 3 HabyToto Tpombodinieto,

WO NiATBEPAKYIOTLCA AaHUMMU NABOPATOPHOrO AOCNIAKEHHA

FocTpuin Tpom603

Hun3bkni piBeHb NpoTeiHy S
Hun3bkuin pieHb npoTeiHy C
Hun3bknin piBeHb aHTUTPOMBIHY

IHdbekuii
AHTUdOChOoNINigHI aHTUTINa

3ananbHuit npouec

MigsuweHni piseHs FVIII

Hun3bKkni piBeHb BiNbHOro NpPoTeiHy S
MigBuLweHni piBeHb NinonpoTeiHiB

HedpoTtnuHum cuigpom
Hwn3bknin piBeHb npoTeiHy C
Hwnsbknin piBeHb NpoTeiHy S
MigBuULLEHNI piBeHb NinonpoTeiHiB

KombiHoBaHa BpoakeHa Bafa cepusi (EQUHUIA LWYHOYOK)
Hun3bknin piBeHb NpoTeiHy S

Hu3bkni piBeHb npoTeiHy C

Hun3bknin piBeHb aHTUTPOMBIHY

AcnapariHa3sa (roctpa nimdgo6nactHa nenkemis)
Hu3bknin piBeHb aHTUTPOMBIHY

3axBOpPIOBaHHS NMeYiHKK
Hwnsbknin piBeHb NpoTeiHy S
Hun3bkui piBeHb npoTeiHy C
Hwn3bknin piBeHb aHTUTPOMBIHY

Tepanisi HeNPAMUMU aHTUKoarynsaHTamm (BapdapuH)
Hun3bknin piBeHb NpoTeiHy S
Husbkuin piBeHb npoTeiHy C

FenapuHoTepanis
Hun3bknin piBeHb aHTUTPOMBIHY

BinkoBo-eHepreTu4yHa HeOCTATHICTb
MigBuLEeHniA piBeHb roMoLMCTETHY

Mepiop BariTHOCTI
Hun3bknin piBeHb NpoTeiHy S

CYYACHUIA NOTAAA HA NPOBJIEMY

Bumnajiku. Kinbka nUTaHp i3 TeCTYBaHHS € YHIKAJIbHUMU IS
negiarpii. JIo6pa 06i3HaHICTD 1110710 0COOJIMBOCTEN TeMOCTa3y
y miTell Ma€ BakJMBe 3HAYEHHH JJIs1 iHTepIIpeTallii pe3yJib-
TaTiB TecTiB Ha TpoMbGodigilo y miteii, ocobaMBO y Billi 10
6 Mic, y SIKMX BUSIBJISIIOTH HAOLIbIILY YacTKy TPOMOOTHYHUX
Bumagakis. Ha mouatky 60-x pokis William Hathaway Ta
CIiBaBTOPH BIIEPIIE MTPOJEMOHCTPYBas, a Maureen Andrew
y TOAAJIBIIOMY YCIIITHO BUBYUB Iie MIUTAHHS, 10 CTBOPHUJIO
HOBi YABJICHHS IIOJ0 CACTEMH 3TOPTaHHA KPOBi y HOBOHa-
PO/UKEHNX, sSKa CYTTEBO Bi/Pi3HIETBCSA Bifg Takoi y miTeit
CTapIIoro BiKy i mopocsanx. ¥ TOH Yac SIK KOaryJsifis, mIpo-
TU3TOPTaHHS i (PIOPUHOJII3 B OCHOBHOMY 0alaHCYIOTh, Oi/b-
1IiCTh YMHHUKIB IIMPOKO BapilOOTh B IEPios eMOPiOHAIb-
HOTO i MOCTHATAJILHOTO PO3BUTKY AUTUHU. PiBeHb GisibiocTi
npokoayrysagaris (FII, FVII, FIX i FX), a takosk anTukoary-
asuTiB (nporein S/C Ta aHTUTPOMOIH) 3HAYHO 3HVKEHUH Y
MJ1a3Mi KpoBi HOBOHAPOJPKEHUX 1 HABITh y GiJIbIIOCTI TIepes-
YacHO HapouKeHuX MatiokiB [13]. Maureen Andrew maiike
20 pokiB ToMy BHepIlle BCTAHOBUB pedepeHTHi 3HaYeHH s /11
¢axTopiB 3ropranHsa KPoBi y 3710POBUX JIOHONIEHUX i HEZIOHO-
HIEHNX KaHQJCbKUX HeMoBJAT. Tozimmi Tectn i peareHTH
CYTTEBO BifIpi3HANNCS Bifl cydacHUX. Pe3yipTaté HeZaBHO
MIPOBEJICHOTO JOCTi/IKEHHS KOAryJAIiHUX TecTiB y aB-
CTPaJIiiChKUX HOBOHAPO/KEHWX TMiATBEPANIN KOHIIETIIi0
bopmyBaHHS i PO3BUTKY OKDEMUX JIAHOK CUCTEMU 3TOPTAHHS
KPOBi y HEMOBJIAT. 3Ti/{HO 3 UMY JJAHUMU HOPMaJIbHi pede-
PEHTHI TOKa3HWUKM 3TOPTAaHHS KPOBi y [ZiTeil 3HAYHO Bij-
PisHSIOTBCA Big paninie omy6JiKOBaHUX, AEMOHCTPYIOUN
Tpy[HOIIi iHTepnperallii rpaHUYHKUX 3HavYeHb [17]. 3Buuaii-
HO, KOJKHA KOaryJioJioriuta Jiaboparopisi IIOBUHHA JIOKAJIBHO
BCTAaHOBUTU HOPMaJIbHI BIKOBI [JialladoHu, aje Iie Hellpak-
TUYHO i [1JIs1 KOSKHOT J1abopaTopii HEMOKJINBO OTPUMATH 3pas-
KM IUIa3MU KPOBi 37I0POBMX HEMOBJIST i [iTeid, abu BCTAaHO-
BUTH 11i AianazoHu. OTKe, IpW iHTepIpeTallii piBHS MPoTeiHy
C/S rta anTuTpoMOiHy, 30KpeMa y HEMOBJIAT, y SIKUX (izio-
JIOTiYHi 3HaYeHHs IIBUJKO 3MIHIOIOTHCA 3 IJIMHOM 4acy, pif-
KO € Pe3yJIbTATUBHUM HOHSITTS «aBCOMIOTHOTO BUKJIIOUEHHSI>
naToJsorii. Ajke 4acTo HOPMaJIbHUI /Iialla30H 3HAYEHb Iepe-
KPHUBAETDCS 3 MeKaMU TI0Ka3HUKIB, BUSBJIECHUX Y JIOPOCJIUX
MAI€HTIB 3 TETEPO3UTOTHUM /Ie(DEKTOM. ¥ TAKOMY BUIIAJIKY
JIOLiJIbHE TIOBTOPHE TeCTyBaHHS CTaHy AUTUHU B JUHAMIIL.

3HayeHHs CNAJKOBUX YMHHUKIB TPOMOOdirii
y BUHUKHEHHi TPOMOO3iB y JiTeii

V GisbIocTi giTeit, y SKMX PO3BUBAETHCS TPOMOO3, iCHYy€E
KiJIbKa TIOE€MHAHUX YWHHUKIB PU3NKY. 3a JaHUMU [0-
CTTi/’KEeHb BCTAHOBJIEHO, IO CIHAAKOBI YMHHUKHN PU3UKY He
BiZlirpatoTh POJIi y BUHMKHEHH] GiJIbIIOCTi TPOMOOTUYHUX yC-
KJIQJIHEHb Y JliTell, X0ua B OKpeMux poboTax el hakt 3are-
peuyerbest [18-20]. awi uoxo nommperocti Tpombobiii y
[iTeil 3 BEHO3HUM YU apTepialbHUM TPOMOO30M 3HAYHO Ba-
pitoiots (Biz 13 10 79%), 1110, HMOBIPHO, CIPUYHHUIIO TLTYTa-
HUHY 11040 poJi jJaboparoproro tectyBanus [9, 21]. Taxi
BeJIMYE3Hi BiIMiHHOCTi, BOYEBU/b, 3YMOBJIEHI 3aCTOCY-
BaHHAM PIi3HOTO [U3aiHY JOCJi/KEHHS, BCTAHOBJIEHHSIM
MPUPOJKEHUX TIPOTPOMOOTHYHUX PO3JAMAiB, HEBEJUKOIO
BUGIPKOIO i pi3HOIO TOMyJIALi0 nanieHTis. Ile 103BoJIsIE 3pO-
3yMITH aHaji3 ABOX AOCTI/UKEHb 3 PO30IKHUMU pPe3yJbTa-
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tamu. Cepen 171 kaHajacbkoi AWTUHM 3 HellepeOPabHIM
BTE 3arajibHa 4acToTa IPOTPOMOOTUYHUX YNHHUKIB PU3UKY
cranoBuiia 13% i He GyJia BUIIOIO, Hi3K cepej] 3[I0POBUX JTEIL.
Ha nporuBary npoMy MOMIUPEHICTH MPOTPOMOOTHYHUX YKH-
HUKIB PU3WKY 3a JIAaHUMH HIMeI[bKOTO peectpy (285 ma-
mientiB) cranoBmia 78% [12]. XBopi niTu KaHajChKOi KOrop-
T Oyan Habarato MOJOANIMME TOPIBHAHO 3 HIMEIbKOIO
BubipKoio (Memiana Biky — 2,3 mic mpotu 6 pokiB) i mMaau
Iy’Ke BHCOKY 4YacTOTy Karerep-acoriiioBanoi BTE (77%
npotu 18%). Cepen crapmmx aiTeil KaHa/IChKOI KOTOPTH 3i
crniontanto BTE cnaakosa tpomGodiis Gysa BusiBieHa y
60% oci6. 1le cBiguuTh PO Te, WO y AiTEl i€l Tpynu icHye
HaliBuIla IMOBIpHICTb HAABHOCTI 11aTOJIOTIYHUX Pe3YJIbTATIB,
SIKY MOJKHA [TOSICHUTH 3HAYYIIiCTIO IIPOBEIEHOTO TECTYBAHHSI.

Kamemep-acouitiosani mpombosu

Jlobpe BiZOMO, 10 HASIBHICTH LEHTPAIBLHOIO KaTeTepa €
€IMHUM HAHBaKJIMBIIINM YUHHUKOM PUSHKY TPOMOO3iB y [Ii-
teii [23]. Bimbuiicts katerep-acoliiioBanux TpomM603iB € cy6-
KJIHIYHUIME i He CYTPOBOUKYIOTHCS 3aITaIeHHsM, GOJIOTiCTIO
a00 MOYEPBOHIHHAM KiHIIBKHU [4, 12, 26]. Y 1pOCIeKTUBHOMY
6araToleHTPOBOMY KOTOPTHOMY JAOCJIIFKEHHI JIiTeli 3 TOCTPOO
simbobiactroro selikemicto B 29 (34%) 3 85 Butajakis po3su-
HyJach Karetep-acorifiosana BTE npotarom nepimoro micsiis
TIiCJIA BCTAHOBJIEHHS HEHTPATIbHOTO KaTeTepa, OAHAK TiJIbKU B
onHOTO 3 29 mnanienTiB 3aikcoBaHO KJiHiYHI cuMITOMH. Y
JKOAHOTO 3 TIAIEHTIB He OYB IO3UTUBHMM pE3yJIbTaT I0-
crimkenns Ha MyTanito FVL a6o myrarito mporpom6iny [27].

Y HenaBHO NPOBEEHOMY IIPOCIIEKTUBHOMY JIOCTI/KEHH]
TAKOXK He BU3HAYEHO POJIi IPOTPOMOOTHYHUX YMHHUKIB PH-
3UKYy y HOBOHAPO/DKEHUX i3 GE3CHMIITOMHOIO KaTeTep-
acomiitioBanoro BTE [2, 8]. [lani nux pocimkenp cBigyats,
[0 HasBHICTH GE3CUMIITOMHOTO KaTeTep-acoIiiioBaHOTO
TpoM603y He moTpebye abopatopHOro obcTexeHHs. Voro
MOXHA TPOTHO3YBAaTH y TMalli€HTiB, y SIKAX CHOCTEPirim
GisTbITe OJIHOTO CYOKIIHITHOTO BUTIA/IKY.

[lesaxi mocsipkeHHs cBim4arTh, IO PUSUK CHMIITOMHOI
kaTtetep-acorniioanoi BTE He miagBuiyeThcsi 3a HasiBHOCTI
craikoBoi TpoMboddiii [8, 19, 22]. 3a raHuMuU peecTpy TPOM-
603y y miteit Kanaau ta Higepaanzis, y maiienris 3 katerep-
acoliioBaHuM TPOMOO30M He iCHY€E IIiABHUIIEHOI MOIINpe-
HocTi cmamakoBoi Tpombodinii [14, 19]. Hasmaku, anaiis
BEJIMKOIO HIMEIIbKOIO peECTPy TPOMOO3iB CBiIUMTh, IO AEAKi
cmazkoBi TpoM6Godimii AificHO MiABUIIYIOTh PU3UK BUHUK-
HeHHs KateTtep-acomiitoBanoi BTE [2, 9]. BpaxoByoun pos-
OiKHICTD 1IUX Ppe3yabTariB, 1110 3yMOBJIIOE BiJICYTHICTD BiJIIO-
BiIHVX AQHUX JJIs1 HAJaHHS OCTAaTOYHUX PEKOMEHZAIH Ta-
KIM TaI[ieHTaM, CJIi/l IPOBECTH aHai3 y OiJIbInoi rpymu aiTedt
I TIPUWHATTS PillleHHS [0/I0 BUKOHAHHS JOCTi/I’KEHb 3
MeTOI0 BUsiBJIeHHs! TpoMbGodiii. HeobXifHO TakoK BpaxoBy-
BaTH MOIIUPEHICTh MPOTPOMOOTUYHUX UYUHHUKIB PUBUKY
BUHUKHEHHS KareTep-aconiiioBanoi BTE cepen niteit
JIOKQJIBHO 1 KOHKPETHO B OKPEMOMY PErioHi.

Incynvm y dimei
Bukonanust TecTiB 3 METOIO BUSIBJIEHHSI TIPHYUH TPOMOO-
dinii y HOBOHApOMKEeHUX i [iTeil cTapiioro BiKy, sKi mepe-
HeCJIM iHCY BT, € 3BM4aiiHuM sBuineM. O/iHaK, K i TPy BEHO3-
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HOMY TpoMO0O03i (Ge3 BUHUKHEHHsI IHCYJIbTY, HE IIPOJEMOH-
CTPOBAHO 3HAUEHHS IIPOBEICHUX TECTiB 3 METOIO BUSIBJICHHS
TPOMOOMIMIIYHIX YNHHUKIB PUBKKY, IO TIOJIIIIYBaI0 O KJIi-
HiuHwii nepebir. TlommpenicTs y miTell IK MPOTPOMOOTUYHKMX
cTaHiB Ipu iHCYIbTi, Tak i BuHUKHeHHS BTE xonmBaeTbes Big
20 10 50% [3, 10]. Criazkosi Tpombodisii (medinut nporeiny
C, mipBumienuii piBenb minomporeiny, myrtarmis FVL i
npoTpoMOiHOBA MyTallisl) 1I0B'sI3aHi 3 MiABUIIEHUM PU3HMKOM
BUHUKHEHHS TIOBTOPHOTO iHCYJBTY Y JiTell cTapIioro BiKy.
ﬁMOBipHo, BUKOHAHHS BiJIIIOBITHUX TecTiB y Il cuTyarii
Moke Oytu indopmarusaum [1, 13]. Baxksmso, mo Mixna-
POIHUIT peecTp iHCYJIbTYy Y IiTell Bce K aKIeHTy€ yBary Ha
POJIi TTPOTPOMOOTHYHUX PO3JIA/AIB Y PO3BUTKY iHCYIBTY [20].

«3a» i «<1IpoTH» NPOBE/IEHHS TECTIiB
y ZiTeil 3 TOCTPUM TPOMOO30M

Baromum aprymeHTOM NpOTHU IPOBEJEHHS AiarHOCTUKU
TpoMboGiii y miTell € Te, MO HA JAHUI Yac HEMAE SKOAHUX
HaCTaHOB LIOJ0 JIKyBaHHA IIAlliCHTIB, 3 OIVIALY Ha OTpUMaHi
pe3yJIbTaTu JTAb0PaTOPHUX AOCiKeHb. JliKapi yacTo onuHsi-
I0TbCSL Y CKPYTHOMY CTAQHOBHII Yepe3 HEMOXKJIUBICTD edex-
TUBHO JIOTIOMOITH MAI[i€EHTOBI, OCKIJIBKU MUTaHHS, AK i KOMY
TIPOBOJIUTH TECTYBAHHS [IJIsT BUSIBJICHHS TPUYWHU PO3BUTKY
TpoMOO(DIIi i sIK OIHIOBATH OTPUMaHi Pe3yJIbTATH, 3aJIKIIA-
€TbCSI HEeBUPIlleHnM. BpaxoByloun HOTo BasKJIMBICTb, peKo-
MeHzalii om0 AiarHocTUKK TpoMmbodimii crix HagaBaTH 3
ypaxyBaHHSIM IIPOBEJEHUX IIPOCIEKTUBHUX TPUBAIUX KJIi-
HIYHMX JIOCJI/KEHb, SKi A3lyTb 3MOIY BU3HAUUTH IIOLINAPE-
HiCTh XBOPOOM, a TaKO)K OIIHUTH Pe3yJbTaTH BiAIOBiZI Ha
gikyBanus. Jlabopatopha imeHTHdiKaiiss TPOMOODITIUHIX
YMHHUKIB PU3UKY Ma€ JI0NIOMAratv B KJIiHIYHOMY CYIIPOBO/I
nalicHra.

Hesioknaona donomoza

Inenrudikarist MapkepiB TpoM6odiii TPaKTHIHO HIKOIN
He BIUIMBAE Ha JIKYBaHHS MAIEHTA 3 BEHOSHUM TPOMOO30M,
OCHOBOIO SIKOI'0 € Tepallis aHTUKOAryJIAHTHUMU IIperapaTaMu.
BuHATKOM € HOBOHapojKeHi abo AiTH CTapIIOro BiKy 3
TSKKUM TOMO3MIOTHUM ab0 TeTepO3UroTHUM aedilliToM
6inika C/S abo aHTUTPOMOIHY, IO TIPOSIBJSIETHCS OINCKABIY-
HOIO IIyprypoto, oOmmpHuUM Tpombo3oM cyaud abo J[B3-
CUHIPOMOM i Moyke GyTu HeGe3rneuHuM [ist sKuTTst. Jacrora
romozurotHoro gedinnTy nporeiny C y HOBOHapO/:KEHUX CTa-
nosuth 1/250 000—1,/500 000 BunazKis, a mommpeHicTs BUpa-
skeHoro pedinuty 6inka S i aHTHTpOoMOiHY e Bua [23].
Panne BusBieHHS OJHOTO 3 TaKMX PiJKICHUX CTaHiB, 110 3y-
MOBJTIOIOTH PO3BUTOK TPOMOO(DIJIii, IMOBIpHO, MOKE BILTHHYTH
Ha JIKyBaHH:A, TOMY IO 3aMicHa Tepallisd Ha OCHOBI ILJIa3MU
(koHuerTpar nporeiny C uu anturpoMmOiHy abo IPOCTO CBi-
JKO3aMOpPO’KEHa T1a3Ma) € eheKTHBHOIO Y JIKYBaHHI TaKUX
marienTis [15].

Tpusanicmv mepanii

IcHytoui kTiHIYHI HACTAHOBY MO0 TPUBAJIOCTI TPOBE/ICHHS
AHTUKOATYJIIHTHOI Tepanii y aiteil 3 BTE Binpisusiorbes Bin
TaKUX y JOPOcanX. 3a OLIbIIICTIO IPAKTUYHUX PEKOMEH/AI
JIIKyBaHHS aHTUKOATYJITHTHUMU IIperapatamMu CJIijl IPoOBOIU-
THU JITSIM CTapIIoOTo BiKy BIpoioB:k 3—6 mic [24]. Bpak mannx
1IO/I0 3aCTOCYBaHHS aHTUKoaryssHTHOoi Tepanii npu BTE y
HOBOHAPO/UKEHUX BiZIOOPAKAETHCST Ha KITHIYHUX HACTAHOBAX,
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Jie PeKOMEH/I0OBAHO K IIPOCTO CIIOCTEPEXKEHH:, TaK i BUKOPU-
CTaHHS AHTUKOATYJISSHTHUX PEIapaTiB yIIPOAOBXK BiJl 2 THXK
1o 3 mic [3, 14]. Ockinbku onTuMaibHa TPUBATICTD Tepartii y
niTeil He BCTAHOBJIEHA, TAKOXK HE BiZIOMO, UM BIUIMBAE HA TPU-
BaJIicTh Teparii y iTeil HasBHICTH ab0 BiACYyTHICTH TPOMOO-
dinii. [IpencraBneno crpateriio sgikyBanusi BTE y miteit 3
OrJIsIy Ha YMHHWKYA PUBHKY BUHUKHEHHS TpoMmOobiii, sika
10JISATAE Y BCTAHOBJICHHI TPUBAJIOCTI Teparlii 3 Oy Ha pu-
3UK HECTPUSATINBOTO PE3YAbTatTy (PeruauBHuii TpoMG0o3 abo
nocrrpomboruuHuii curapom) [3, 15]. Y pamkax wiei crparerii
PU3MK OLIHIOIOTH HA IT/ICTaBi OTPUMAHHA HU3KU XapaKTePOJIO-
rivHUX 0COOMMBOCTEl malieHTa (IPOBOKYIOYi CTaHW, aKTUB-
uicts FVIII, D-gumep, BposkeHa Ta HaGyTa TpoMGodiist), a
TaKOK XapaKTePUCTUK BacHe TpoMOy (MOMUPEHiCTh, JOKaTi-
3aitist, pesop6uiist) [10, 25].

[ani gocnimxeHb, MpoBeleHUX 3a y4YacTi NOPOCIHUX,
cBiquarth, mo y namientis 3 BTE, ki € rerepo3uroramu 1momo
MmyTarii a6o rera FVL un rena nporpom6iny, icHy€ miaBuiie-
uuii pusuk penuauBy BTE 3 koedimientom criBBigHOMIEeHHS
1,41 (95% nosipuwmii inrepsas (A1) 1,14—1,75) 11,72 (95% A1
1,27-2,41) Bigmosiguno [16]. et momiprOo migBuIIeHMIT
PU3WK PEeIUANBY He IEPEeBUIIYE PU3NK TeMOpPaTiYHUX yC-
KJIaHeHb y Pa3i TPUBAJIOTO 3aCTOCYBAaHHS aHTUKOATYJISTHT-
Hux 3aco6iB [31]. IIpore y JiKyBaHHi MAIMIEHTIB 3 BUCOKUM
PU3UKOM, B sKUX 3aiKcoBaHO AedilUT aHTUTPOMOIHY uu
rOMO3UTOTHICTB 1010 MyTailii FVL, abo 3 HasiBHicTIO GisibIi
Hi’K OJHOTO BPOJ/KEHOTO YMHHUKA PU3UKY MOXe OyTu
e(eKTUBHOIO TpUBaJa aHTUKOATYJISAHTHA Teparisa |3, 7, 29].
ToMmy enuuuM OOGIPYHTYBAHHSIM Ui IIPOBEJEHHSI J[O-
CJIIKEHHST 3 METOI0 BUSIBJIEHHsT TpoMmbodinii Moxe 6yTh
inenTudikarliss marieHTa 3 TeHOTUIIOM BWCOKOTO PU3UKY
IO/I0 PEIUAUBY TPOMOOYTBOPEHHSI, Y SIKOTO TPHBAJa aHTHU-
KOaryJIsTHTHA Tepairist Oyze eheKTHBHOIO.

[cHye HemocTaTHBO MAaHWX TIOAO BU3HAYEHHS pOJi
Tpombodinii y possurky peuuausy BTE y aiteit. IIpo e
CBiJUUTH ITIOPIBHAHHA pPE3yJIbTaTiB, fAKi 06TrOBOPIOBAINCD
Buie [9, 18, 28]. 3a raHUMU HeZJaBHO IIPOBEIEHOTO MeTaaHa-
Jigy, B s;komy GyJIO B3SITO /10 yBaru OijibiiicTh omy6JikoBa-
HUX JIOCJIi/KEeHb, BUABJIEHO, IO Y JiTeil crocTepiraerbes
CUIIbHMI 3B'AI30K Mix zedinuroM Ginka S, aHTUTPOMOIiHY,
npoTPOMOIHOBOIO TEHHOIO MYTAIIIEI0, & TAKOK KOMOIHOBaHM-
Mmu gedexramu i pozsutkom y Hux peruauBy BTE [3, 9, 14].

Axi came nmedexTH € 3amMOPyKOIO yCIiXy TpUBaIoi aHTH-
KOAaryJISTHTHOI Tepamii y fiTell i sike CIiBBiIHOIIIEHHS TITIAHCIB
pusuky BuHuUKHeHHs pernanBy BTE, moku He Bimomo.

[TamtienTn, ski BiAmOBiAI0TH KpUTEPisIM aHTHUDOCHOTITTIT-
HOTO CHUHJIPOMY, € KaHAWIATaMU /IJIsSI TIPOBE/IEHHST TPUBAJIOL
AHTUKOATyJIAHTHOI Teparii i TOMy /711 HUX I[IJIKOM BUIIPaB/ia-
HUM € TeCT Ha BUSBJIEHHS aHTU(OCHOMINIHUX AHTHUTII,
0CcOoBJIMBO 32 HASIBHOCTI CIIOHTAHHOTO TpoMb03y. B Gararboi
HiTeil 3 TPOMO030M BUSIBJIEHO TPAH3UTOPHE 3POCTAHHS TUTPY
LUX AHTUTLI, POJIb SIKUX Y BUHUKHEHHI TPOMOO3Y IMOKU He
Bizoma.

Ilamozenes

Jlns 3'scyBaHHsl TIPUYUH PO3BUTKY TPOMOO3y B JiTeid,
0COOJIMBO Y HECHIPOBOKOBAHUX BHIIAJIKAX, YACTO TIPOBOMATH
TecTyBaHHs Ha TpomOodiniio. BpaxoByioun, mo morerep
iCHYIOTb PO30IKHOCTI y BU3HAYEHHI IPUUYMHHOI POJIi MpPoO-
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TPOMOOTHYHIMX YMHHUKIB pusnky Bunukuenus BTE y xireit,
inenTudikaiiss 1a6OpaTOPpHUX 3MiH HE 3aBKAU MOSICHIOE
[ATOr€HETUYHY POJIb YNHHUKA PUSUKY B PO3BUTKY TPOMOO3Y
[4].
Tpombonpodiraxmura 3a nidsuueHozo pusuxy

BusiBsiennst cmaakoBoi tpom6odinii y mutnaum 3 BTE
MOJKe 3YMOBHUTH OUIbII HNIUPOKE TPOBEJIECHHS TPOMOOIPO-
(binakTHKM y cuTyaIisx, 1o cymnpoBOKYIOTLCS MiABUIICHIM
pusukoM. OpHak 6araTo MOCTIIHWKIB CTBEP/UKYIOTH, IO
JIOCTATHBO JIWIIE OJHOTO €Mi30/ly BUHUKHEHHS TPOMOO3Y B
AUTUHY, abW PO3MOYATH PAHHIO TPOMOGOIPODIIAKTHKY.

Ob6cmencenns inwux unenis cim'i w000 nasenocmi
cnadkosoi mpomboginii

Hagsnicts cnagkoBoi Tpom6Godinii B oci6 3 BTE mosxke
CIIOHYKATH 10 OOCTEKEHHsI iHIIMX 4ieHiB ciM'i, AKMX CIIif
MOTNEPEIUTH TIPO PUSUK BUHUKHEHHS TPoMOO3y, abu BOHU
Masid GiJiblile MOKJIMBOCTEH OTPUMATH TMEPBUHHY TMPOQi-
JIAKTHUKY 32 HasIBHOCTi TPAH3UTOPHUX YNHHUKIB pu3uKy. Tak,
JiBYATKAM-IITI TKAM MOKHA L[IJIKOM OOTPYHTOBAHO IIOSICHI-
TH BCi «32» i «<IIPOTU» 3aCTOCYBAHHS KOHTPALEIITUBHUX 3aC0-
6iB, gKi MiCTATD ecTporeHu. BaksimBo Tako:x, Mo caMme 3HAH-
HSI TOTO, 10 B 0cOOHU iCHY€ chaakoBa TpoMmOodiis, MokKe
CIIOHYKATU 10 AOTPUMAaHHS 3/0pOBOrO criocoly skurts. Ha
JIaHU Yac HEMAaE JOCJI/KeHb, sIKi O JeMOHCTPYBaJU T1epe-
Baru Takoro ciMeifHOro TecTyBaHHS Ta KOHCYJIbTYBaHHS.

¥V sKuX fiTeill 3 TPOMOO30M CJIijl IPOBOAUTH TE€CTYBAHHS

Y 2002 p. migkomiteT 3 NMEPUHATAIBHOTO Ta IUTSYOTO
tpom603y Komitery Haykm i cranmaptusanii MikHapoaHOTO
TOBapUCTBa TPOMGO3Y Ta reMOCTady PEKOMEH/yBaB MpOBe-
JIeHHS y BCIiX JiiTell 3 BeHO3HUM abo apTepiasibHiUM TPOMGO-
30M MOBHOI ITaHeJIi TeHETHYHOTO TIPOTPOMOOTHYHOTO CTATYCy
[24]. IigcraBoto ausa 1iei pexomenpaiii crtano Tte, IO
31eBIIBIIOro y TaKUX AiTell iCHY€E KiJbKa YNHHUKIB PUSHUKY
PO3BUTKY TPOMOO3Y, i 32 HASIBHOCTI HABITh AEKLIBKOX HAOY-
THX YMHHUKIB PUBHKY HEOOXiZHO 0GOB'SI3KOBO BU3HAYUTH i
cnagkoBi unHHUKY [7]. KoMiTeT Takox BU3HAB, 1110 MAlOyTHI
JIOCJI/PKEHHSI 32 y4acTIO Pi3HUX E€THIYHUX TPyIl, HOBOHA-
POIKEHMX 3 KaTeTep-acolliiioBanuM Tpombo30M, AiTeil 3
[OBTOPHUME TPOMOO3aMU MOKYTb IIOTEHI[IIHO DPO3KPUTU
HOBI ysIBJIEHHST TIPO GiOJIOTIYHY POJIb IUX YMHHUKIB.

Yuponosxk ocranHix 15 pokiB y BUBYeHHI TpoMGO3iB y
miteit BimOysvcst BenmnuesHi mocsrHeHHs. [liTH, ¥ SKUX PO3-
BUHYBCSI TPOMG03, yTBOPIOIOTH F€TEPOTEHHY IPYITY, OCKITbKH
3'SIBIISIETBCST Bee OiIbIE JOCTYIHUX JaHUX 1 CTa€ OYeBU/-
HIIMM, 110 He MOKe OYTH ONTUMAJIBHOIO JIMIIE PEKOMEH/Ia-
s 1oA0 AiarHOCTUKU TPoMOOdiii, SIKy NpOBOAATH yciM
HOBOHAPOKEHUM i [iTsiM 3 TpoMO030M. Pekomenaii om0
miarHocTuku TpoMbGodinii HA CHOTOMHI IPYHTYIOTHCS Ha
PO3YMiHHI POJIi NPOTPOMOOTUYHUX UYUHHUKIB PUBHKY
PO3BUTKY TPOMOO03Y B aiTell (Tabi. 3).

Koun HeoOXiJHO BUKOHYBATH T€CTYBaHHSA TPOMOOdirii

[IpoBeneHHst TecTyBaHHsI ISl BUSIBJIEHHST TPOMOODiii y
TOCTPii cUTyallii Moke IPU3BECTU /[0 HETIPABUJIBHOI /liarHO-
CTMKH CIIa/IKOBUX acCIIeKTiB I[boro 3axsopioBanus. Ilpu in-
TeprpeTallii pesyJbTaTiB TecTyBaHHs TPOMOOMIiIii BaxKINBO
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Tabnuys 3

HainowupeHiwi npuunnm Tpom6odinii Ta naGoparopHi giarHocTuuHi Tectn

KaTeropis giten, skum
cnig npoBoAuTM nabo-
paTopHe AoChiAXeHHA

PekomeHpauii

OGr'pyHTYBaHHSA NPoOBeAeHHSA
nabopaTtopHuUx AoCHiAXeHb

KomeHTap

MigniTkn 3i CNOHTAaHHUM
Tpomb0o30M

O60B’s13k0BO
npoBoauTH
LOCnioKeHHs

a) iaeHTndiKyBaTV NoeaAHaHNN AedeKT;
©) KOHCYNbTaLifA LLOAO PU3NKY peLnansy
BUHUKHEHHS TPOMOO3Y;

B) KOHCYmbTaUisl/TeCTyBaHHS iHLINX
4neHiB ciM’i

Y uivi rpyni giten BpofxeHa
TpombBodinis 3ycTpivaeTbcs
pigko

HoBoHapogxeHi/aitn 3
BTE abo iHcynbToMm

O60B’s13KOBO
npoBoaUTY
LoCriopKeHHs

a) iAeHTndIKyBaTV NoeaHaHNN AedekT;
©) KOHCynbTaUisi LLOAO PU3NKY peLmanBy
BUHUKHEHHS TPOMOO3Y;

B) KOHCYMbTaUis/TeCTyBaHHSA iHLUNX
uneHie cim’i

HoBoHapoaxeHi/aitn i3
cuMnToMamu KaTeTep-
acoujinoBaHoro Tpomoo3y

HepocTtatHbo AaHuXx,
abu paTtn
pekomeHaauii

3adhikcyBaTy HaA3BNYANHO BaXXNMBY
ponb TpombBodinii y BUHUKHEHHI
KaTeTep-acoLjinioBaHOro Tpomoo3y

HoBoHapogxeHi/aitn i3
6e3cMMNTOMHUM KaTeTep-
acouinoBaH1M TPOMO030M

He pekomeHpoBaHo
npoBoANTU
TECTyBaHHS

KateTep-acoujinioBaHuit Tpom603 €
MOLLUMPEHNM SBULLEM

O6oB’sA3k0BE TECTYBaHHS, AKLLO
crnocTepiraeTbcs peumane

BescvmnTomHi xBOpI 3
NO3NUTUBHUM CIMENHUM
aHaMHe3eM LWoa0

BWHUKHEHHS TPOMOO3y

PilweHHa cTocoBHO
NpPOBEAEHHS TECTY-
BaHb MOBUHHO NpPWIA-
MaTUCb iHAMBIQYyaNbHO
3 OTPUMAHHSIM haxo-
BOI KOHCynbTaLjii

a) KOHCynbTaLia AiB4aTok-nianiTkis
CTOCOBHO PU3UKY BUHUKHEHHSI TPOMGO3Y
Ha oHi Npuinomy nepoparnbHUX
KOHTpaLenTuBIB;

6) TpombonpodinakTuka B cuTyauisix 3
niaBULLEHNM PU3UKOM LLIOAO
Tpomboginii

a) HeobxigHO BUABMATY
0BEepEXHICTb NPU OTPUMAHHI
cbanbcudpikoBaHnx pesynbTarTis;
©) 3a MOXNMBOCTi cnovaTky
NPOBECTUN TECTYBaHHS Yy 6aTbKiB;
B) BaxkaHo fJoYeKaTUCh, Konn
naujieHT cTaHe GinbLU CBIAOMUM

PYTVHHWI CKPUHIHT y 6es-
CUMMNTOMHUX AiTewn (8o no-
CTaHOBKW KaTeTepa, nepeq
noyaTtkom noniximiotepa-
nii, 0cob6nmMBo Npu remo-
6nacTosi, a Takox nepeg,
NPUINOMOM NepopanbHUX
KOHTpaLuenTuBiB)

He pekomeHgoBaHo
nposogunTun
TECTyBaHHA

a) He edPEeKTMBHO i HE BUTIHO;

6) 6araTboM nauieHTaM 3 YUHHUKaMU
pU3NKy HEe BCTaHOBMIOMaTUMYTb KaTteTep
yepes iHAYKLi0 BUHUKHEHHS TPOMBO3Y;
B) YacToTa BUHUKHEHHS KaTeTep-acoLii-
oBaHoro Tpomb0o3y He 3aBXau 3pocTae
npv BpogXXeHin Tpombodinii, a oTxe
TpombonpoginakTuka He ecbekTUBHa

HoBoHapogxeHi/aitu, siki €
y4yacHMKaMn KniHiYHnX
LOCNiAXeHb

He pekomeHgoBaHo
npoBoauTH
TECTyBaHHS

HeobxigHo oTpumaTy Ginblue faHux, Ha
nigcTaBi AkMx MoxHa Byno 6 ocTaTouHo
BU3HAYUTMN POSb FEHETUYHUX YNHHUKIB
PU3NKY BUHUKHEHHS TpoMbo3y Ta
NpU3HaYNUTK ONTUMArbHY Tepanito

naM'sTaT, 1Mo piBeHb aHTUTpOMOiHY, Ginkie C/S Mmoxe
TUMYACOBO 3HUKYBATHCS OpU TocTpoMy Tpombozi. ITpu
3amajbHUX CTaHaX TaKOK MO)Ke OYTH IiJBUIIECHWI PiBEHb
FVIII i ninonporeiny. Otike, 6yab-sIKUI TECT, AKUI MiCTUTD
BiZIXMJIEHHS 1iJ] Yac rocTpoi cuTyallii, Heo6XiZAHO MOBTOPUTU
mi3Hilre, B HalOMTUMaJbHillle — He Ha (GOHi MpuiioMy aH-
TUKOAryJIsTHTIB. HU3bKi piBHI aHTUTPOMOIHY MOMKYTh CIIO-
CTepiraTuch y Nalli€HTiB, AKUM IIPOBO/ATH rellapuHoTePaIilo,
a anTaronictu BiTamina K MoXyTb IPU3BOAUTH /10 3HMKEHHSA
piBus mporeiny C/S. OTpumani pe3ysnbTaTH, y SKUX IEMOH-
CTPYIOTbCSI HM3bKi pPiBHI IIpoTeiHiB, MawoTh OyTu Imij-
TBep/UKeHi, KOJIM HEMOBJIS YU AUTHHA 370poBi. OTke, mepir
Hixk (ikcyBatu (akT ycruagkoBaHoro aediuuty, HeoOXigHO
BPaxOBYBaTU Pe3YJIbTaTH TeCTyBaHHst 000X OarbkiB. OmqHaK
BQJKJINBO I1aM'ITaTH, 110 MOJIEKYJISIPHO-TeHEeTUYHEe TeCTyBaH-
HS 3 MeTOI0 BUSIBJIEHHSI MyTalliif, 1[0 3yMOBJIOIOTh CXUJIb-
HiCTb 10 TPOMOOdITii, € TOUHNM, HOTO PE3yJIbTaTH He 3MiHIO-
I0TbCS IIPOTSTOM JKUTTS i TOMY MOXKYTD LIJIKOM BUKOPHCTO-
BYBATHCh HaBiTh ITi/l YaC TOCTPHX €Mi30/1iB TPOMOO3Y B IiTEH.

TecryBaHHs aCUMIITOMHUX JiTei, y SIKMX YI€HH CiM'i

MAIOTh IO3UTHBHHUI aHAMHES 11[0/[0 BUHUKHEHHSI TPOMOO03Y

TectyBanHs miTeil, y ciM'sIX SKUX € TO3UTUBHUI aHAMHE3
mono tpombodinii abo BTE, crae Bce Gijbln MOMUPEHNM,
MPOTE ZI0BOJIi HEUiITKUM apryMeHTOM Ha Horo miarpumky. Cirif
YHHUKATH BCeGIYHOTO TeCTYBAHHsI Y JiTeil i3 Ge3CMMITOMHUM
nepebirom TpoMGodinii 3a BiACYTHOCTI BU3HAYEHHUX CIAIKO-
BUX YNHHUKIB pu3uKy. S ximo 4ienu cim'i xgoporo 3 BTE sxusi,
TO IM HEOOXiIHO MPOBECTH TECTYBAHHS IJIS BUSIBJICHHS
TpoMboGdiTii 0 TOTO, SIK WOTO PO3MOYATH y AUTUHH. SIKIIO
cragKoBy TPoMOODITiI0 ieHTUdIKYIOTh Yy HANOMMKINX PO-
JIYiB, TO BiJIIOBiZAHO OATbKIB AUTHHM CJIif CIIOYATKy Iiepe-
BIpUTU Ha HpeAMeT BUSIBJIEHHS TpoMGobiiii, a Jwiie Toxi
BUpillyBaTU IUATAaHHA IIPO JOLIJBHICTL IPOBEAEHHA TAKOIO
TecTyBaHHs y ixuboi autunu. Bee yactime y piteil, uui MaT
a6o 6aTbKO TIOMEPJIU Y MOJIOAOMY Billi BiZl TpomGoemOboIii
JIEreHeBoi apTepii, MPOBOIAATH TeCTyBaHHs TpoMbodimii. Y
BUIAJIKY, KOJIM POJIb CITaZKOBOi TpoM6GodiIii HeBizoMa y pasi ii
HasiBHOCTI y 1pobana, ineHTudikaiis nedexry, SKuii crpu-
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YKHSIE PO3BUTOK TPOMOOMIJIT y AUTHHY, MOKE TIPU3BECTU JI0
i[BUIIEHOT TPUBOIH, HE3BAKAIOUM Ha Te, 110 aOCOMOTHUN P~
3uK TPoMGO3y, sIK i paHille, € HaA3BUYaliHO HU3bKUM. Hop-
MaJIbHi PE3YJIbTATU TECTYBAHHS 3 METOIO BUSIBJIEHHS TPOMOO-
isii MOKYTH TOpOsKIYBaTH GE3MTiACTABHY BIIEBHEHICTb.

PitieHHst MO0 TECTYBaHHS [JIsI BUSIBJICHHST TPOMOOMiii
Mae OyTH iHAMBIZyaJbHMM i TIIBKHU ICJIS KOHCYJIbTYBaHHS
cimM'i mozo itoro nposenenns. Pesysnbratu nosunen inrep-
IIpeTyBaT! BUKJIIOYHO JHKap, SKUH Ma€ IOCBil JiKyBaHH:A
nireii 3 pom6o3omM [3].

ITix yac KOHCYJbTYyBaHHSI HEOOXiZHO OOGrOBOPUTH, SIK
OTPUMaHi pPe3yJabTaTH MOKYTh BIUIMHYTH Ha MEIUYHUHI
CYIIPOBi IUTUHM.

IIpakTuka reHeTHYHOrO TeCTYBAHHS y AiTell TOBOJAUTD, 1[0
HEUiTKi pe3yJbTaTu AOCJIPKEHHS ITOBUHHI HACTOPOXKYBAaTU
[34]. eski BUEHi CTBEPIKYIOTH, 1[0 TECTYBaHHA Ha TPOMOO-
dinito cix Binkmactu 10 TOro yacy, KoM PillleHHsT XBOPOTO
O6ymyTh TiKOM cBimomMumu. Ha maHuii MOMEHT icHye myske
MaJio MOKJIMBOCTEH /IS MiarHOCTUKH TpoMOodimii y ma-
JIEHbKUX iTedl. Y 3M0pOBUX MAiTell BEHO3HI TpoMGO3W 3y-
crpivatorsest ayske piako (0,07/100 000), oTxke 1miarkoM HEO6-
TPYHTOBAHUM € TPHUBAIMN NPUIOM aHTHKOATyJISHTIB y
6escumnromunx xBopux [13]. 106 BUSHAYUTH PUBUK TPOM-
603y y 6e3cMMIITOMHMX JIiTell 3i cnagKoBoK TpoMGoditieto,
Tormene Ta cmiBaBTOPU CIIOCTepiranu aiTelt BikoM 10 15 po-
KiB, y sKux Oysio izenTudikoBano mogibHi TpomGodiaiuni
YMHHUKA B pOAWHi, y uieniB sikoi Bussisiiu BTE [25]. 3a
nanuMu criocrepeskents 81 autunu npotsrom 1-8 pokis (y
cepeiHboMy 5 POKiB) kozxuoro Bunajaky BTE we 3adikco-
BaHO. Y JIeIKUX TAIli€HTIB BUSABIISIN TaKi TPAH3UTOPHI YMH-
HUKM PU3HKY, SIK OllepalliiiHi BTpy4aHHd i TpaBMH, 1110 3yMOB-
moBasio po3sutok BTE 3i Bcima ii ximiunnMu osnakamm.
ABTOpHM NN BUCHOBKY, IO TTPOBEEHUH CKPUHIHT iTei
110 15 poKiB 3 MeTO BUsiBJIEHHS TPOMOOdiii OyB HeBUITPaB-
JTAaHUM, ajle BaXXJIMBUM, a TaKOX i Te, MO y BeJUKiN rpymi
Mali€HTiB HeOOXiAHO 3/ilicHIOBaTH GiJIbII TPUBAJE CIIOCTE-
pesxxenns [13].

Icnytorh cutyariii, Ko HasIBHICTD CHAAKOBUX JedeKTiB
MOXKe BILIMBATH Ha NPUNHATTSA MeIUYHUX pilleHb, aje
3arajioM Ilie CTOCYEThCS JiTell cTaplIoro BiKy, HacamIepes
NiBUATOK-TI/IJIITKIB, SKi, MOXKJIMBO, NIPUUMAIOTh ITEPOPAJIbHI
korTparentusu. O6i3HaHICTD MOA0 BPOMKEHOT TpoMOOoDiIii
JIO3BOJIUTH iM i iXHBOMY JIiiKapeBi 0OGroBOPUTH IiJBUIIEHHS
PU3WKY BUHUKHEHHS TpoMb03y Ha (oHi ecTporeHoreparii i
IIpUOMy TIporecTepoHy TpeTboro nokosinng. Came mizx yac
Takoi Gecinu cJij 06rOBOPIOBATH MOPiYHI BUNIAAKY BUHMK-
neunst BTE, ski cranosisate 6iusbko 1 wa 12 500 B ycix
JKIHOK penpoAyKTUBHOTO BiKy. llelf OKasHUK i IBUITYE€THCS
no 1 ma 3500 y Tux, XTO TpHUIMAE MePOPAIHHI KOHTpAIET-
TUBHU, 1 Iell YMHHUK 3aJIe;KUTh BiJl HASIBHOCTI CIIaJKOBOI
tpombodinii [4, 6, 27]. Jlas ocib, siKi € TeTepo3UroTHUMU
mono myranii FVL i gki npuiimaloTp nepopajibHi KOHTpa-
LENTUBY, BUXI[HUN PHU3MK BUHUKHEHHSI TPOMOO3Y MilIBH-
myerbest B 20—30 pasis, 110 CTaHOBUTH MPUOIN3HO 1 BUMaI0K
na 500 xinok [17, 35]. Orxe, AiBUMHKa-IIIAJIITOK Oyae Kpaiie
moiHgopMoBata o0 ii BHOOPY i MoXKe 3aCTOCOBYBaTH Ti
Iperapary, AKi CIPUYMHAIOTD MEHIINN PU3UK BUHUKHEHHS
TpoMOO03y (HANPUKJIA/, TIPOTECTEPOHK TPETHOTO MOKOJIiHHS ).
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Y He3HauHill KiJbKOCTI BUMA/KiB 3a HASIBHOCTI BPOJIKe-
HOTO YMHHUKA TPOoMOOMLIi MoxHa 3xilicHIOBaTH TPOMOO-
npodinakTUKy, sika eeKTUBHA B CHUTYAIlisIX, TOB'SI3aHUX 3
BUCOKMM DPHU3UKOM BUHUKHEHHsI TPOMOO3y (HAIpPUKJIAIL,
TiCJIst TIepeJIoMy CTerHa B OTPSIIHUX iIiTKiB) [7, 15, 22].

ITigmiTkaM, y SKUX BUSIBJEHO CITaZKOBY Tpombodisiio,
CJijl YHUKATH CHUTyallill HaAMipHOTO TPOMOGOYTBOpPEHHS
(tpuBana iMMOOGiJizalis, 3HEBOAHEHHS), HOTPUMYBATHCh
310POBOTO  Crocoby KUTTSA (perynsipHi ¢iswuni BupaBu i
KOHTPOJIb MacH Tijla) i 3HATH paHHi O3HAKM Ta CUMIITOMH
BTE. Ilpore 1me BaskamBO I BCiX TMAIiEHTIB i3 CiMeHHOIO
icropiero TpoMGodiiii i 6e3 IPOBEAEHHS TECTYBAHHSL.

CkpuHiHr 6€3CUMIITOMHUX JliTeii 6€3 CiMeHOro aHaMHe3y
HIO/I0 MiZIBUIEHOTO PU3UKY TPOMOOYTBOPEHHSI
He pexomen10BaHO TPOBOUTU YHIBEPCATIbHUI CKPUHIHT
TpoMOOdITii y AIBYATOK-II I TKIB Iepe]] HOYaTKOM IPUIoMY
nepopaiabiux Koutparentusis [27]. Ile crocyeTbest i obme-
SKEHHs TIPOBEIeHHs CKPUHIHTY TpoMGoditii y miTeid, y axkux
HasgABHI cUTyauii 1OA0 MiBUIEHOIO PU3UKY BUHUKHEHHS
TpoM603y (Hampuka, rocTpa JiMmdobaacTHa jgelikemis ), abo
710 BCTAHOBJIEHHS TIEHTPATBHOTO BEHO3HOTO KaTeTepa.
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TpomGocunusa n Tpom6o3bl y geten

1.4, Oy6en, t0.C. KopxbiHcknin, H.B. yben, I'.B. Makyx, 4.E. bornko, H.A. JlykaBeuknn,

.M. Upimbaniok, O.W. Oopou, P.P. Bonouuyk, M.B. Canyxak, A.N. MapkuH

PE3IOME. Bce 6onblie BHUMaHUA yaenseTca Tpom6o3am m Tpom6oTUYECKMM (haKTOpaM pUCKa Y aeTed.
JleTcKne remarosioru 4acto OLEHMBAIOT COCTOSIHUE AeTeil C CUMNTOMATMYECKUM WM 6eCCUMNTOMHbIM
TPOM6030M, ¥ POACTBEHHMKOB KOTOPbIX B aHaMHe3e ecTb CBefeHUs 0 Tpombo3e unu TpomGocdmanu.
KnuHuuyeckoe 3HaueHUe AMArHOCTUKM TPOMOOMAMM KaK Y B3POCAbIX, TaK U fieTeil aKTUBHO 06cyxaaeTca.
JleTu ¢ TpoM6030M COCTABAAIOT reTeporeHHyl0 rpynny, U ManoBepoATHO, YTO OJHO3HAYHbIA MOAXOA K
AMArHOCTUKE U JIYEHUIO ABNIAETCA ONTUMAJIbHBIM MM XeslaeMbiM. Bo MHOrMX cny4yasax Tpom6oo6pasoBa-
HUA y feTell He YCTaHOBJIEHa NPUYUHHAA PONb HAcNeACTBEHHbIX NPOTPOMOBOTUYECKUX AedleKTOB, 0CO-
6eHHO Npu KaTeTep-accoLMUPOBAHHbIX TPOM6O3ax. bosiblwe Bcero noKasaHo nposeAeHue TeCTUPOBAHUA
TpombounNUM AeTAM, BKIIOYAA NOAPOCTKOB CO CMOHTAHHbLIMU TPOMOO3aMU U [EBOYEK-MOAPOCTKOB C
M3BECTHbIM MONOXKMUTENbHbIM CEMENHbIM aHAMHE30M, KOTOPble HaYMHAIOT UCNO/b30BaTh CPEACTBA KOHT-
pauenuuu. MocnepHue fAaHHble CBUAETENbCTBYIOT, YTO HEKOTOPbIE Hac/lef0BaHHbIe TpoMbodUunuyeckme
AedeKTbl CBA3aHbl C NOBbIWEHHbIM PUCKOM MOBTOPHON BEHO3HOW TPoM60O3IMGO/AMM Y AeTell, XOTA
ONTMMaJibHAA Jlede6HaA TaKTUKA ANA 3TUX NALMEHTOB He onpepeneHa. PeweHue o npoBepseHuU
AUArHOCTUKKU TpoMb6ochunum y peteit ¢ 6€CCUMNTOMHBIM TEYEHUEM, HO C MOJIOKUTENbHbIM CEeMeiHbIM
aHaMHe30M ciefyeT NPUHUMATb HA MHAUBUAYANILHON OCHOBE Nocne 06CyXAaeHUsa ¢ cembeil. BaxkHo, uto
OTpac/ib MeAULMHbI, KOTOPas 3aHUMAETCA M3y4eHMeM TPOMOO30B Y AeTell, TONbKO Pa3BMBAETCA, U MHOTUE
npoucxoaswue cobbiTUA ABNAIOTCA YHUKANbHBLIMMU BAA AETCKOM npakTuku. Heobxoaummo mnpoBoauTh
NOTEeHUUANbHO AIUTENbHbIE UCCNEA0BAHUA N aHANU3 NONYYEHHbIX Pe3yNbTaToB, 0COOEHHO B OTHOLEHUU
OTBETa Ha JleyeHme, a TaK}Ke BIMAHUA U3BECTHbIX TPOMGODUNUYECKUX COCTOSIHMIA HA 3TU pe3ynbTaThl.
Kntwoyessie cnosa: demu, mpombogunus.

Thrombophilia and thrombosis in children
L.Ya. Dubey, U.S. Korzhynsky, N.V. Dubey, G.V. Makuch, Ya.E. Boyko, N.O. Lukavetzky, I.P. Tsymbaliuk,
Q.. Dorosh, R.R. Voloshchuk, M.V. Sapuzhak, A.l. Markin
SUMMARY. Recently more attention has been paid to the thrombosis and thromboetic risk factors in children.
Children's hematologists often evaluate health condition of children suffering from symptomatic or
asymptomatic thrombosis based on the data who have relatives with thrombosis or thrombophilia. Clinical
value of diagnosis of thrombophilia in adults and children is increasingly discussed. Children with
thrombosis constitute a heterogeneous group, and it is unlikely that an unambiguous approach to diagnosis
and treatment can be optimal or desirable. In many cases of child thrombosis (particularly catheter-
associated thrombosis), no causal role of the inherited prothrombotic defects has been registered. Children
are patients who benefit most from testing of thrombophilia, specifically the adolescents with spontaneous
thrombosis and adolescent girls with a known positive family history who make their choices about
contraception. Recent data suggest that some inherited thrombophilic defects are associated with an
increased risk of recurrent venous thromboembolism in children with, although the optimal treatment
tactics for these patients is not defined. Decision regarding thrombophilia diagnosis in children showing an
asymptomatic course of disease against positive family history is to be made individually and after hearing
family members. It should be emphasized that the field of medicine dealing with thrombosis in children is
in its early development and many of the concurrent events are unique in child medicine to childhood. To
clarify these issues, long-term research and analysis of the obtained results relative diagnosis and cure as
well as the impact of the known thrombopholia conditions on such results are required.
Key words: children, thrombophilia.
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