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TpombOodunua y perei:
4YTO M KOorga Heo6xoaAMMo TeCTUPOBaTb

CreumannanpoBaHHbIi MeauLMHCKMIA LeHTp «Ontuma-capm», r. Knes, YkpavHa
SOVREMENNAYA PEDIATRIYA.2018.7(95):39-46; doi 10.15574/SP.2018.95.39

B nocnegHne gecatunetns oTMevaeTcs yBenu4yeHue 3a601eBaemMOCTU BEHO3HbIM TPOM603M60nM3MoM (BTJ) aeTeid BCex BO3PACTHbIX IPynM, @ TakxXe ero
CBA3b C HACNEACTBEHHON TPOMOOMUANENA, 4TO MPUBOANT K MOBBILIEHNO TPOMOOTUHECKUX PUCKOB. Mpu MccnefoBaHWN HACNEACTBEHHOIW TpomMEodunum
Hambonee pacnpocTpaHeHHbIMK TecTamn sBnstoTcs AT I, npotenH G, npoteuH S, chaktop V JleigeHa n mytaumus caktopa Il npotpom6uHa. TecTupoBaHue
HACNEACTBEHHbIX TPOMOOTNYECKIUX (DAaKTOPOB PUCKA LOMKHO ObITb MHAMBUAYAN3MPOBAHO. KOHCYNLTUPOBAHWE 1 BEAEHWE NaLMeHTOB ¢ BT 1 BbIABNEHHbIMN
Mapkepamu TPOMBOUINN JOIKEH OCYLLECTBAATbL OMbITHbIA FEMaTONOr UK CreunanueT B 061acTv remocTasa.

KntoyeBble cnosa: Tpom60unns, 1eTH, BEHO3HbIA TPOM603MO0N3M, hakTop pucka, TabopaTopHble METOAbl UCCEA0BaHMS.

Thrombophilia in children: what and when is it necessary to test
AA. Melnik
Specialized medical center «Optima-pharm», Kyiv, Ukraine

In recent decades an increase in the incidence of venous thromboembolism (VTE) and its connection with hereditary thrombophilia leading to increased throm-
botic risks has been observed in children in all age categories. In the study of hereditary thrombophilia the most common tests are ATIII, protein C, protein S,
factor V Leiden, and the mutation of factor Il prothrombin. Testing of hereditary thrombotic risk factors should be individualized. Consultation and management
of patients with VTE and identified markers of thrombophilia should be carried out by an experienced hematologist or specialist in the field of hemostasis.
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TpomO6Godinia y giteii: Wwo i Konn HeoOXiaHO TecTyBaTn
0.0. MenbHuk
CneuianisoBaHnit megn4Hnii LeHTp «OnTMa-chapm», M. Knig, Ykpaina

OcTaHHIMM JecaTUniTTAMM CNOCTePiraeTbCs 306iMbLUIEHH 3aXBOPIOBAHOCTi BEHO3HUM TpOM6B0eM60ni3mMoM (BTE) fiTelt ycix BiKOBUX rpym, a TAKOX MOr0 3B'A30K
3i CnagKoBoK Tpom6bodinieto, WO NPU3BOANTL L0 NiABULLEHHS TPOMOOTUYHUX PU3UKIB. Tpu LOCNILKEHHI cnafkoBoi TPOMOOWMINIT HANBiNbL NOLNPEHNMK
Tectamu € AT IlIl, npoTein C, npotein S, paktop V Jlerigena i myTauis caktopa Il npoTpom6iHy. TecTyBaHHS CNagkoBUX TPOMOOTUYHIUX (PAKTOPIB PUSNKY Mae
6yT1 iHAMBUAYanbHUM. KOHCYNbTYBaHHS | BeeHHs nauieHTis 3 BTE i BusiBNieHumMn mapkepamu TpomM60dinii NOBUHEH 3A4INCHIOBATI AOCBIAYEHUA remaTonor

a60 (haxiellb y ranysi remocTasy.

Kntoyosi cnosa: Tpom60inis, 4T, BEHO3HWA TPOMO0EMOO0NI3M, (DaKTOP PU3KKY, N1a60PATOPHI METOAM AOCHILKEHHS.

Benenune

Tp0M60(bI/UH/IH — HacJIeJCTBEHHOE WU
NpUOOPETEHHOE COCTOSTHUE, XapaKTepu-
3YIOIeeCsT YPe3MEPHOil CKIOHHOCTBIO K TPOMOO-
06pa30BaHMIO B KPOBEHOCHBIX COCY/IaX C PAHHUM
Bo3pacTHbIM HavajsoMm [13]. B xksaccuyeckom
HOHUMaHWK TPOMOOGDUINS He sBJsieTcst 6oJIe3-
HBIO M MOJKET TIPOSIBJSATHCS B BUE TPOMOO30B
WM JUTUTETHO MPOTEKATh OecCuMITTOMHO. TpoM-
6000Opa3oBanue, MO CYIIECTBY, SIBISIETCST HOPMAJb
HBIM [IPOIECCOM, KOTOPBIH TIPETSITCTBYET U30BITOU-
HOMY WCTEYEHHI0 KPOBU B MECTaX MOBPEKICHIUS
cocyna. OHaKO KOTia TPOMOOTUIECKHI MTPOIECC
CTAHOBUTCST M3OBITOYHBIM, TOT/IA OH MIPEICTABJISET
coboif yke marosormdeckuii Tpom603 [10].
HecmoTpst Ha TO, 4TO TPOMOOTHYECKIE COCTOSTHUS
3HAYUTEJHHO Yallle BCTPEYAIOTCS Y JIUI[ CTAPIIETO
BO3pacra, HaJu4yre TPOMOODUINKN MOKET UMEThH
MECTO B JIETCKOM BO3pacrte, HauWHasl ¢ TEPUOJIA
HOBOPOKJIEHHOCTH.

PacnpocTpaneHHOCTD

B nacrosiiee Bpems uaBectHo okosio 20 pasiny-
HBIX (hOpM TPOMOOMDUIINHI, KOTOPbIE MOI'YT BHOCUTh
OIPE/IEJIEHHBIN BKJIaJ B pPa3BUTHE TPOMOO30B.
Benosnbiii tpomboambosmam (BTI) obbennHsier
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JIBa CBSI3AHHBIX JIPYT C IPYTOM 3a00JI€BAaHNS — TPOM-
603 TIyOOKHX BeH U TPOMOOIMOOJUIO JIErOYHOMN
apTepuy U SIBJIIETCST MHOTO(AKTOPHBIM 3a00J1eBa-
HIEM B Pa3BUTHN KOTOPOTO YYaCTBYIOT KaK HacJIeI-
CTBEHHbBIE, TaK U TIPHOOPETeHHbIe (hAKTOPBI, B TOM
upcsie TpoMOodus. BeHosHbIil TpoMG0IMO0II3M
Bce yalre BeTpeuaeTcs y feteil. Tak, gactoTa TpoM-
G030B y JIeTell B TIepBbIe 6 MECSITIEB KI3HU COCTABJISI-
et 5:100 000 HoBOpOXKIeHHbIX [35]. B 1990-x roxax
3aperucTprpoBatHast 3abosesaemoctb BT y nereit
kosiebaach ot 0,07 10 0,14 1a 10 000 B roz (y B3poc-
aeix — 10-15 ma 10 000) u cocraBisiia 5,3 Ha
10 000 rocrmrammsanuii [3,12,53]. 3a nocrennue
necsiturietns 3abosieBaemocts BTO y mereii 3Haum-
TEJTbHO YBeNUnIach [8,42]. 9o yBesmtuernie Habo-
JIaeTCsI BO BCEX BO3PACTHBIX KATETOPUSIX 1 ITPUBOJIUT K
PasBUTHIO TIOCTTPOMOOTIYECKOTO cunpoma y 12,4%
1 Y4aCThIX PeruanBoB Yy 8,1% naimeHTos [46].

Ucropus

Brepsoie BTO O6bu1 ommcan Briggs emre
B 1905 roxy. /lanHble aTOTO MCcIenoBaHMsS 0000-
menbl F Jordan u A. Nandorff 8 1956 1. [27] (xoTs1
u 6e3 MOHMMaHUs TMAaTOMU3UOJOTHH CaMOTO
nporecca). ITosxe B 1965 1. O. Egeberg [18]
HaOmoman cembto u3 Hopernu ¢ HacjiecTBEH-
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Tabnuua 1

dakTopbl pUCcKa BEHO3HOro TPoMG60aMGonuama y negnaTpudeckux nauueHToB

MpuobpeTeHHbie pakTopsbl

HacnepctBeHHble pakTopbl

BpPEeMeHHble/NOTEeHLMaNnbHO
oOpaTumble

ANUTeJbHble

Heduumnt antutpom6umHa |l
Hedwuumt npotenna C

Oedumumt npotenHa S

Pe3nCTEeHTHOCTb K aKTMBMPOBAHHOMY
npoteuHy C/cbakTtop V JlengeHa

MyTaums resa npotpom6uHa G20210A
l'vnepromoumncTenHemms

HucdrbprHoreHemms

Hanuune ueHTpansHoro
BEHO3HOro katetepa

O6LwmpHOe onepaTuBHOE
BMeELLATEeNbCTBO
NMmobunusaums (Hanm4me rncoBbIx
MOBSA30K, MPUKOBAHHOCTb K MOCTENN
13-3a 60/1€3HM)
WHdbekumm (cencuc n gp.)
BocnanutensHoe 3abonesaxne
KWLLeYHVKa
HecbpoTnyecknin cuHapom
OxwupeHue
Oernppataums
MapeHTepansHoe NUTaHne

XvmunoTepanus

AHTUoChHONMNNAHbIE aHTUTENA
Tpasma BpoxpaeHHbIl nopok cepaua

CocynucTble/aHaTOMMYeCKMe aHoManmm

Pak

HbIM gedururom anTuTpombObunua I1T (AT III)
W peKyppeHTHBIM TpomM6Go30M. B artoii cembe
45-7eTHag skeHIMHA U ee 12-JleTHUI CbIH ObLIN
OJIHOBPEMEHHO TOCTIUTAIU3UPOBAHBI ¢ TPOMOO30M
HIDKHUX KOHEYHOCTe. DTO ObLI cJydaii, Koraa
BIIEPBBIE YBUJENN CBSI3b MEXAY CHUXEHHOU
KOHIIEHTpaIueil MPUPOAHOTO AHTUKOATYJISHTA
U HacjaeACTBeHHbIM TpombGozoMm. I[Toutm 20 jer
cryctst OOHapy’KeHa CBsI3b MEKAY JAePUIIITOM
nporerra C u S u cemeitHbIM TpoMbO030M [14,25].
[TepBoro pebenka ¢ roMO3UTOTHBIM TTpoTenHOM C
onucasu H. Branson u ap. B 1983 r. [9]. B 1990-x
rofax oOHapy:KeHue Pe3rCTEHTHOCTH K TPOTENHY
C mosoXMiI0 HAvyajo MCCIEeOBAaHUI0 MYyTalluu
aktopa V (dakrop Jlefinena), koropast mpe-
craByisieT co0OW OJHOKPATHYIO 3aMeHy TJIyTa-
MHWHOBOI aMWHOKHCJOTBHI Ha aclaparuHOBYIO
B nioJioxkeHuu 506. ITO 1epBbIil U3yYeHHbII TPOM-
60 UITbHBII 1e(EKT, KOTOPBIil BBI3BIBAJ YCHJIECHIE
KOATyJIIIY WY, TPaBUJIbHEe CKa3aTh, CHUKEHUE
AHTUKOATYJISTHTHON akTuBHOCTH [6,55]. Toueunas
MyTaius B 3¢ HeTpaHcaupyemoii obmact F2 rena
nporpombuna uin F2 G20201A myrarus, cBsi3aH-
Had ¢ TIOBBITIIEHHBIMU YPOBHSAMU IUPKYJIUPYIOTIE-
ro nporpomOuHa, o6HapyskeHa B 1996 romy [41].
Wnentndukanms sTuX U Ipyrux HACTECTBEHHbBIX
nedeKToB TMpuBeIa K 3HAYMTETBbHOMY YBeJye-
HUIO KOJIMYECTBA OMPEEISIEMBIX CITydaeB TPOMOO-
bumum 3a nociennue roapl [33]. B mambueliniem
OBLIO OTKPHITO MHOKECTBO TEHETHYECKUX MyTa-
Ui, 00yCaaBIMBAOINX AUCHYHKITIIO (haKTOPOB
reMoCTasa, aHTUKOAryasinuu u (HubpuHOIN3a
U OOBSCHSIONUX CKJIOHHOCTH WHIWBUILYYMOB
K TOMY WJIF HHOMY BU/Y TPOMOO(DUIINN B aCTIEKTE
pucka Tpom603a. Postb MHOTUX U3 HUX MPOIOJIKA-
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€T MN3y4aTbCd, TaK KaK HMX HNCTUHHOE 3HAY€HUE
B TpOM6006paSOBaHI/II/I /10 KOHIIa HE ACHO.

ITaTtorenes TpoM0030B y AeTei

[Tatorenes TpOMGO30B MOUTH BCET/Ia KOMILIEKC-
HBIH. IMHM30/bI TPOMOO30B y €Tl BO3HUKAIOT
B pe3yJbTaTe COYETAHHOTO BO3/IEHCTBUS HACTeE-
CTBEHHBIX U MPHOOPETEHHBIX (hakTopoB (Tabir. 1).

OCHOBHBIMHU TTPOTPOMOOTHYECKUMHE TIPEPAC-
MOJIATAIOIUMU U TIPOBOIUPYIOMUMU (haKTOpaMu
y JeTell aBAAIOTCS:

— COCY/INCTBIE KaTeTephl;

— wHGEKIMOHHbBIE 3200 IeBaHNST;

— MastbopMaIys Uin MOBPesKIeHNe COCY/IOB;

— xuMuoTepanus L-acnaparnuasoii;

— 60JIE3Hb CeP/INa,;

— MPOTE3UPOBAHNE CEPIEUHBIX KIATIaHOB;

— cUCTeMHas KpacHas BOTYAHKA;

— PEeBMATOW/IHBIN apTPUT;

— 6osie3nb Kpona;

— SI3BEHHBII KOJIUT;

— TepBUYHBIN aHTUHOCHOTUTTUHBIN CUH-
JIpoM;

— TOTUTIUTEMUST;

— CEePIOBUIHO-KJIETOYHAS aHEeMUs W [pyTue
reMOTIOOMHONIATHH;

— 3aboJIeBaHe MOYeEK,;

— caxapHblii quaber;

— BOCHIAJICHHE.

Jlist nuarHocTHKH TpoMOboduanu y aerei
HCHOJIb3YIOT:

1. AHaIM3 KJIMHUYECKON KapTHHBI U (DaKTOPOB
pucka. eMocrasnosornueckuii anamues pebeHka
U ceMelHbBIN aHaMHe3.
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Tabauya 2

PekomeHAOBaHHble laGopaTopHble TEeCTbl AJ1F YCTaHOBNIEHUS AuarHo3a Tpomoeodunum y getei

YpoBeHb Tpomo6odpunua

JlaGopaTopHble TeCTbl

Yposekhb |
BasoBas oueHka ans Bcex oeten

MyTauus caktopa
V NeinpgeH G1691A

MonvmMepasHas LenHas peakLus

MyTaumsa npotpombuHa
thakTopa Il G20210A

MonumepasHas LenHas peakums

Hedmuut aHtuTpoméumHa lll

XPOMOTEHHbIV UAW KNOTTUHIOBbIA METOA

PeancTeHTHOCTD

K aKTUBMPOBaHHOMY NPOTEUHY C

XPOMOr€eHHbIN METOS,

eduumt npotenHa C

XPOMOTEHHbIV UK KNOTTUHIOBbIA METOA

Hedunumt npotenHa S

XPOMOI€EHHbIN U UMMYHOINOrMHYECKUIA METOR,
onpenenexns cB060AHOro M 06LLero npoTemMHa S

[omoumcTenH

XeMUMIOMUHUCLEHTHbI MIMMYHOaHann3

MeTuneHteTparugpodonat-
pepykTasa, MTHFR T677T

MonumepasHas LernHas peakuys

JIvnonpoteuH (a)

NmmyHOTYpbuammeTpus

AHTudochonunuaHsle aHTUTeNna

Metop ELISA v cbocchonmnup-3aBucumelie
KNOTTUHIOBbIE METO/ibl

CepnioBuaHble KneTkv

AnekTpodopes remornoduHa

YposeHs Il
PaclumpeHnHas ouexka ons getew
C HOpMasbHbIMU 3HAYEHNAMM YPOBHS |

IuncdmbpuHoreHemms

KoHueHTpaums mbprnHoreHa, NnpoayKTbl Aerpagaumm
hnbpuHa. KnoTTuHrosbIn Metod no Knayccy,
MMMYHOJIOrMYeCKU METOA, TPOMOMHOBOE BPEMS

¥ peLavBMPYIOLLMM TPOMBO30M,

He 0-rpynna kposu

Onpegernexune rpynmbl KPOBY

NONOXMTeSbHas ceMeiiHas oLeHKa
TPoM603a NN THKESbIN TPOMO03

TKaHeBoro aktopa)

PAI-1 (MHrMbuTOp aKkTBaTOpa Metopg ELISA
nnasmuHorexa )
TFPI (MHrM6mTOop NyTM MeTtog ELISA

YposeHs lll
He pokasaHHble, HO BO3MOXHbIE,
Mapkepbl TpoM60UINM

®akrops! VIII, 1X, XI, XII

KnoTTMHIroBbI MeTon,

TpoM60OLMTOB

®akTop hoH BunnebpaHaa Metop ELISA

Monumopdnam Metop ELISA
peLenTopoB TPOMOOLIMTOB

CnoHTaHHas arperaums ArperomeTpusi

2. UnctpymentanbHasa auarHoctuka (Y 3/1,
KT, MPT, anrnorpacdmus);
3. JlabopaTopHBIE METOJIbI UCCIIEOBAHUSI.

JlaGopaTopHbie TeCTbl [Jsi JAHATHOCTHKH
TpoMGod MK Y eTeit

PekoMeHioBaHHbIE JTaOOPATOPHBIE TECTHI /IS
YCTAHOBJIEHUS [MarHo3a TpoMmboduinu y aerei
[pejicTaBIeHbl B Tabsmie 2.

HacsencrBennbie u npuobpereHnbie GakToOpb
YYaCTBYIOT B Pa3BUTUHM KapTUHBI TpoMG03a. Puck
TpoM603a MOKET YBEIUYUTBCS Y JIMI, KOTOPbIE
HECYT OIMH UJIU HECKOJIBKO HACIEICTBEHHBIX (haK-
TOPOB TPOMOOMDUIINY, OHAKO OHU Ha MPOTSIKeE-
HUM KU3HU MOTYT He UMETh HUKAKMX TPOMOO30B.
[IpucyTcTBUe NIMHHBIX OECCUMIITOMHBIX MEPHO-
JI0B MEXKy 9MM30[aMu TPoMOO3a y MHAUBULYY-
MOB C PEKYPPEHTHBIM TPOMOO30M SIBJISAETCS OUEHb
BaKHBIM C TOYKM 3PEHMs I0KA3aTeabCTBA TOTO
(dakra, 4TO TOJBKO HACJIEACTBEHHBIX (HAKTOPOB
HEIOCTATOYHO [/l PA3BUTHS 9TOTO MPOIECca, TaK

ISSN 1992-5913 Cospemennas neguatpus 7(95)/2018

KaK IPU 9TOM UTPAIOT OIPe/IeJIEHHYTO POJIb TaKKe
npuobperennnie (akrops [17,29,47,48,54,57].
Belo mokasaHo, 4To y aereil mpuoOpeTeHHbIe
(akTOpbl BBHI3BIBAIOT TPOMOO3 OoJjiee 4acTo IO
CPaBHEHUIO C HacJe/ACTBeHHbIMU. Kak mpaBuo,
npruobpeTeHHbie (haKTOPbl BKIIOYAIOT HCIOJIB30-
BaHKe KaTeTepa, 3JI0KauyeCTBeHHbIe 3a00JeBaHMUs,
undexnuio, 3abojesanus cepiua, Hedporuye-
ckuii cuaapom [49]. HacsencrBennbie (akToOpbI
Ba)KHBI TOJTBKO B BO3PACTHON TPYIITIE TIOAPOCTKO-
BOTO BO3pacTa u y jieteit, y kotopbix BTO passu-
Jlach TMPU OTCYTCTBUU TPUTTEPHBIX (HaKTOPOB
(wacrora 60%) [43].

HacaexncrBennbie ¢Gakrtopsl TpoMOOpUIMu
y aereit

HacnencTBenuplii ge@UWIIMT €CTECTBEHHBIX
aHTuKoarysisiHToB, Takux Kak AT 111, mporeuns: C
n S, aBisgercs MOKazaHHBIM (HaKTOPOM pHCKa
KaKk TIEPBUYHBIX, TaK U TMOBTOPHBIX BEHO3HBIX
TPOMOGO30B y JIeTeil.
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1. Hacaeocmeennoiii depuyum anmumpom-
ouna I11

Pacnipoctpanennocts pedpummra A TIII kose-
6aercst or 2 1o 20 na 10 000 macenenust [38],
a yacToTa OOGHAPYKEHUs y jieTeil ¢ TpoMOo3aMu —
ot 1,4 mo 12,5% [50].

2. Hacaedcmeennviii depuuyum npomeuna C

Hedunmr nporenna C y geteil ¢ Tpombosamu
BcTpeuaercsi B 5,4—13,9% cayuaeB [7] mnpm
cpeaneii pacmnpoctpanennoctu  1:16 000
32 000 nacenenms.

3. Hacnedcmeennwiii depuuum npomeuna S

OxumaemMasi pPacIpoOCTPAHEHHOCTD JeduiinTa
nporerHa S B momyasiuu He meree 5:100 000
JesioBeK. Y jieTeil ¢ TpoM6o3amu AeGUIAT 3TOTO
€CTEeCTBEHHOTO aHTHKOAryJsiHTa COCTaBJISIET
1,0—14,3% GosbHbIX [45].

K nacnencreernbiM (akropam TpoMOOhuINN
y JIeTell TaKKe OTHOCSTCST: TIOJTMMOP(MU3M TPOMOO-
IUTapHBIX  (HAKTOPOB, AMCHUOPUHOTEHEMIH,
TUTIEPJIATIONIPOTENHEMUST (@), MUTOXOH/IPUAIbHAST
MaTOJIOTHSI.

KakoBa 11leHHOCTb TeCTOB IpPU HacJie/ICTBEH-
HO# TpoMOOpUIMH Y eTeli ¢ TPOMOO30M?

[Tpu ucce1oBaHUM HACIEACTBEHHOM TPOMOO(U-
JIn HarboJiee pacipoCTPAHEHHBIMU TECTAMU SIBJISI-
forcst AT 111, nporenn C, mporeun S, hakrop V Jleii-
nena u mytarust dakropa II mporpom6Guna. [ledu-
T AT III, mporenna C, nporenna S nam mpucyT-
CTBHME BCEX ITUX TECTOB BMECTE XapaKTE€PU3YeTCs
Kak «TpoMbodHIHST BBICOKOTO  PHUCKa»,
a HocuTenbeTBO (paktopa V Jlefiena niau mytanmn
daxropa I mporpombuHa — Kak <«TpoMOOMUIIs
HU3KOTO pHCKa». DBbIIo moOKasaHo, 4TO JeTH
¢ nepurmrom AT TII u myrarweii mporpomMOuHa
MMETOT TOBBITIIEHHBIHN prick BTO (cooTBeTCTBEHHO B
8,73 m 2,63 paza).

Pexomenoavuu

Hccenedosanue nacnedcmeennoi. mpomoboghu-
JIUU BLINOJIHACNCS 8 MOM Cyuae, eciu mpomoo3
obHapycen, nNosmMopaemcs u 6CMpPeuaemcs 6
AOHOPMATLHLIX 00ACMAX Y NEOUAMPUUYECKUX
nayuenmos, a mamjce y UHOUBUOYYMOS ¢ NOJLONCU-
MeavHOU CeMELNOT Ucmopueti mpomo0308.

Tem He MeHee, BBINOJHEHUE TECTOB HACIIE/l-
CTBEHHOH TPOMOOGDUINU SABISIETCS CIOPHBIM
B HEKOTOPBIX KJIMHUYECKUX CHUTyalusax. [[puHu-
Masi BO BHUMaHue O0JIbIIoe BAUSHIE TPUOOPETEH-
HbIX (DaKTOPOB Ha pasBuTHe TpoMbO3a y JeTei,
peleHre 0 TeCTUPOBAHUY HACJIEACTBEHHON TPOM-
6OGUIIN T0JIKHO OBITH CIEJIAHO C YYETOM KJIMHI-
YECKOTO COCTOSTHUST TTAI[MEHTA.
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IIpuoGperennsie (akTopsl TPOMOOPUIHH
y aereit

1. Kamemepu3zauus cocyooe

B 0630pe smreparypsi 3a nepuox 1948—2012 rr.,
nposesiernom C. Park u coast. [37], obHapysken
PHCK BO3HUKHOBEHMsI TPOMOO03a B HEOHATAIbHBIIT
nepuon B 9,2% caydaeB. Ilpu HeoHaTasbHOM
TpoMOO3e TpHoOpeTeHHBIE (PAKTOPHI BCTPEYAIOTCST
3HAYUTEJIBHO Yalle 110 CPaBHEHUIO C HaCJe]-
cTBeHHBbIMU (hakTOpamu [26,44]. Y HOBOPOXK/IEH-
HBIX TPOMOO3, CBSA3AHHBIN C KATETEPOM, SIBJISIETCS
PEIKKM, HO MPEACTABIISAET cOOO0i CePhE3HYIO MPO-
6memy. XoTss B 00jiee PaHHUX MCCJIe-JOBAHUSIX
MOYEePKUBAIOCh, 4TO 89% ciydyaeB HEOHATAJb-
HOTO TPOMOO3a CBSI3aHBI C KaTeTepamiu, OJHAKO
B COBPEMEHHBIX WCCJEJOBAHUIX TIOKa3aHo,
4TO CBSI3b C KaTeTepaMu oOHapysKeHa B 54% ciiy-
“aeB BEHO3HOTO TPOoMOO03a U 27% apTepuasbHOTo
TpoM6o3a [32]. CHukeHMe KaTeTep-CBSIBaHHOTO
TpoMOO3a y HOBOPOJKIEHHBIX OODBSICHSIETCS BBE-
AeHueM TNpodUIAKTUYECKUX 03 relapuHa U
HCIIOJIb30BaHEM 0oJiee TIOAXOMSIINX KaTeTepoB
(pUCK TeM BbIIIle, YeM JI0JIbIIIe KaTeTep HaXOUTCS
B Bere) [11]. Dtuosorus pazsuTust TpoMOO3a TIPH
KaTeTepu3aIiuy MOKeT 3aKJII09aThCs B TIOBPEXK/IE-
HUU 9HIOTEJINS, TIPUCYTCTBUU WHOPOTHOTO Tea,
HapyIlIeHUN JaMUHAPHOTO KPOBOTOKA, BOCIIaJe-
HUM U UHGY3UM TUMEPTOHUYECKUX PACTBOPOB.
Tpom6GO3bl Y HOBOPOKIEHHBIX, BO3HUKAIOIIIE
B IIYIIOYHOM ¥ TepudepuuecKux KareTepax,
cocraBisior 80% Bcex ciaydaeB TpombOosa. Yarie
BCETO BCTPEYAIOTCS B BEHAX MEYEHWU, MPaBOTO
npecepans M HUKHeH 1moJ10i1 Bensl. 11pu nreuenun
a(hEKTUBHO MOTYT HCIIOJIbB30BATHCS HU3KOMO-
JIEKYJISIPHBIE TETIapUHBI BMECTe ¢ TPOMOOJMTHYE-
CKUMM TipernapataMu. XOTs MCIOJb30BaHUE
MpoUTAKTUIECKUX 103 TelapuHa He TPersT-
CTBYeT Pas3BUTUIO Tpom0O3a, €ro JeicTBue
poJIJIeBaeT BpeMsl MCIOJIb30BAHUS KaTeTepa
1 YMEHBIITAET BO3MOKHOCTb OKKJt03un [30].

Pexomenoauuu

He pexomenoyemcs: nposedenue ucciedosamnus
HACICOCMBENHOT MPOMOODUILUU 1 HOBOPONCOCHHDIX C
mpombo3amiL, KOmMopwle Ces3aHbL C KAMemepu3auuell.

2. Onxoaoezuueckue 3aboneeanus

HexkoTopble THITBI OHKOJOTHYECKUX 3a00JIeBa-
HUI y Jereil (Hanpumep, JieliKeMus) CBs3aHbI
¢ 6oJtee BBICOKMMHU ToKazaressimu BT 1o cpase-
HUIO C IPYTUMH BUIaMu paka. Jlokammsarms orry-
XOJTM TaKKe UTPAET OTpeIe;IEHHYTO POJIb IIPU PUCKe
BTO. Tak, nmpu mHTpatopakaJbHON JIOKATU3AIUN
[5] u meTacTactaTrueckoii 6osestu [39] ormeuaer-
cst 6osee Bbicokuii prick BTO. Bospact manumenTa
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(TTOZIPOCTKY, MOJIOJIBIE JITOJIN ) STBIISIETCS] OYEHD BasK-
HbIM (phakTopoM prcka BT3. B mesiom Bospact crap-
e 10 sieT cBsI3aH cO 3HAYUTETBHBIM YBEJINYEHUEM
pucka TpomMb03a 1Mo CPAaBHEHUIO C IETHMU MJIajIIie-
ro Bospacta [23]. MuoxkecTBO (HaKTOpPOB CII0CO0-
CTBYIOT TIOBbITIIeHHOMY pucKy BTO y moapocTkos
C PaKoM, BKJIFOYast TPOTPOMOOTIYECKIE N3MEHEHUST
CUCTEMBl TreMocTa3a (CHUKEeHHe aKTUBHOCTU
AT III, mrasMuHOreHa, MOBBINIEHNE AKTUBHOCTHU
dakropa VIII, dakropa Bumnebpanma, PAI-1).
Heo6x0amMo 0TMETUTD, 4TO HEKOTOPBIE TIOIPOCTKI
B 9TOM BO3pacTe HAYMHAIOT TPUHUMATH TOPMO-
HaJbHBIE KoHTpamenTuBel. B 0630ope Cochrane
obHapysKeHo, 4To Bce (GOpMbI KOMOMHUPOBAHHBIX
OPaJIbHBIX KOHTPAIIENITUBOB (3CTPOTEH + mporecTe-
POH) GBIV CBSI3AHBI C MOBBIIEHHBIM prickoM BT
[16]. Osxupenuie sBisieTcs erie OHUM (DAKTOPOM
pucka BT y GobHBIX PAKOM MOJIOYHOW JKEJIEe3bI
[51]. Oskupenne wdacto OOHAPYKUBATCS Kak
comnytcerBytonmmii axkrop BTI y neBytek-noapo-
CTKOB, KOTOPbIE UCIIOJIb3YIOT TOPMOHAJIbHbIE KOH-
tpattentuBbl [40]. Hexoropeie xummoTepnaeBTnye-
CKUe areHThl, TaKue Kak L-acraparntasa u KOpTUKO-
CTEPOMJIbI, CBSI3AHBI C YBEJMYCHUEM TPOMOOTH-
geckoro pucka [4]. o Hagama 2000-x rogoB OBLTO
PEKOMEH/IOBAHO BBITIOJIHATH TECTUPOBAHUE HACJIe]l-
CTBEHHOW TPOMOO(DUINY Y MAIUEHTOB C JIEHKeMH-
eil, OHAKO JaJIbHEHIIINE KCCIeIOBaHNS T0Ka3aJIH,
4TO TPOMOO3 Pa3BUBAJICS B IEPBbIIT MECSIL y JIeiiKe-
MUYECKUX TTAINEHTOB C KaTeTepaMu, a HacJIe/ICTBEeH-
Hble (haKTOPBI He OB 0OHAPYsKeHbI [ 1].

Pexomenoauuu

Hem neobxooumocmu 6vinoiHsimo uUccieoo-
8anUst HACACOCMEEeHHOU mpomOoduiuu y demetl ¢
JetKemMuel Ui MaiuzHu3auuell, 3a UCKaoueHuem
mex cayuaes, K020a pebeHOK AGIACMCS CUMNIMOMA-
MUUECKUM UL UMEE NOJONCUMETDHYIO CEMETUHYIO
ucmopuo mpombo3sa.

3. llemu ¢ neppomuuecxum cunopomom

Yacrora TpoM6G030B (aprepuaibHblie ¥ BEHO3-
Hble TPOMOO3bI Pa3IMUHON JIOKAIU3AI[UN) TIPU
He()pOTUYECKOM CHUHIPOME COCTaBJsieT 10 28%.
Y nereit ¢ HeppPOTUUECKUM CHUHIPOMOM MOJKET
Pa3BUTHCSI BTOPUYHBIN TPoMOO3 1M3-3a Aeduiinra
AT III u npoteuna S B 9-36% caydaeB. Omgaaxo
runoansoymunemus (83%) u undexuuu (31%)
ABJISIOTCS OCHOBHBIMU TIPUYMHAMU Pa3BUTHUA
He(pPOTUUECKOTO CHHAPOMA MO CPaBHEHUIO
C HaCJIeICTBEHHOI TpoMOobunei [28].

Pexomenoauuu

Bevinonnenue ucciedosanus nacredcmeennoi
mpombopunuu y demeii ¢ HepoOMuUUECKUM CUHOPO-
MOM He UMeem Kakux-1ubo npeumyu,ecms.
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4. Hucyaom u mpanaumopHnasn umemMuueckas
amaxa

YacroTra mHCYTBTOB y JieTeil B Bo3pacTe oT 1 10
18 set komebnercs B npenenax 1,29—13,0 na 100
000 merckoro HaceseHUs B TOM, 2 Y HOBOPOK/ICH-
Heix gocturaet 25,0 #a 100 000 B rox, npu sToM
B IIOJIOBUHE CJIydyaeB WHCYJbT MMeeT HIleMude-
ckylo mnpupopay. VccienoBaHus moKasaiu, 4TO
WHCYJIbT U TPAH3UTOPHAS WIEeMHYecKas aTaka
y HOBOPOXKJIEHHBIX U JleTell yBesnuuBaercs B 7,06
pasa ipu gepunmre AT 11, B 8,76 paza mpu nedu-
rute ipotenHa C, B 3,20 pasa npu geduiure mpo-
tenHa S, B 3,26 pasa npu mytainuu daxropa V
Jleiinena, B 1,58 pasa mpu myrammmu MTHFR,
B 6,96 paza B ipucyTcTBUN aHTU(HOCHOJUTUTHBIX
anTuTtes, B 6,27 pasa mpu yBeJIMYEHUH JIATIOTPOTE-
una (a) u B 11,86 pasza B ipucyTCTBUM KOMOMHALM
HACJIeICTBEHHBIX (hakTOpoB TpoMOObmmn [19,36].

Pexomenoauuu

Ilenecoobpasno  evinonnenue UCcIe008aAHUS
naciedcmeennol mpomoéoguiuu y demeii ¢ UHCYIb-
MoM U MPAHSUMOPHOU UUEMUUECKOL AMAKO.

5. [lemu ¢ 3a6oneéanuem cepoua

Y nereii ¢ 3aboJieBaHIeM cep/Iia MOKeT HabJIio-
Jatbcsi  BEHO3HBI  (92,5%), apTepuasbHbIii
(35,6%), Benosubsiii u aprepuanbibiii (11,9%)
TpoM603. BaskHelmumu hakTopaMu CepaedHOro
pUCKa SIBISIOTCS BPOKAEHHAs OOJIE3HD Cepila
1 Kapauomuonarud. JIpyrue Baxuble (DaKTOPBI
PUCKA BKJIIOYAIOT XUPYPrUYecKoe BMEUIATeIbCTBO,
IpoBejIeHNe aHTnorpaduu, IPUCYTCTBUE KaTeTepa,
nHbeKIMu 1 runokcuio. Briaa HaciencTBeHHON
TpoMboduIK B pasBuTHe TpoMmbo3za y JeTeii
¢ 3a60JIeBaHUSIMU CePJIA JOBOJBHO HU3KHUI [2].

Pexomenoauuu

Hacnedcmeennoe mecmuposanue mpomoopu-
UL He UMeem NPeumMyuecms iy 0emeti ¢ 6poxcoeH-
HoLM 3a00e6aruem cepoud.

6. Cencuc u opyzue unpexuuu

Cericuc gBisgeTcs OJTHOM U3 OCHOBHBIX TPUYIH
JMCCEMIUHUPOBAHHOTO BHYTPHUCOCYIUCTOTO CBEp-
teiBatust ([IBC) kpoBu u mpezmcrasisier coboii
GouibIMe POBJIEMbI Y IeTell ¢ MEHMHTOKOKKOBBIM
cericuicoM u dyabMuHaTHON Typrypoii. [lpnu
IIBC-cunapome akTUBUPYIOTCS IIyTH CBEPTHIBA-
HUst, AUCHYHKIUS TPUPOAHBIX WHTHOUTOPOB
u (ubpuHoMMTHYECKON cucTeMbl. [Ipu cercuce
GakTepy U OaKTepUATbHBIE TPOLYKTHI U3MEHSIIOT
B3aMMOJIENICTBUE MEXK/IY IJHAOTEJNEM U IUPKY-
JIUPYIOIIEN KPOBBIO, YTO TPUBOAMUT K MPOKOATY-
assHTHOMY coctosinmio [15,20]. B atom mporecce
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TIPOVCXO/IUT aKTUBAINS CBEPTHIBAHMS Yepe3 (hax-
top XI [31], yBesmmuenue ypoBust tPA (TkaHeBoI
aKTUBATOp IJIa3MUHOTEHA), KOMILJIEeKca I1JIa3-
MUH/02-aHTUIIA3MUH [52], cHIZKeHMe copepKa-
HUS TPOMOOMOJLYJIMHA B 9HIOTEJUU U €rO TOBbI-
IeHne B TJIa3Me, CHUDKeHNe KOHIEHTPAIuy po-
tenroB C u S, anturpombuna [21,22], yBesnuenue
conepskanus TkaHeBoro daktopa u PAI-1 [24].
[Ipu dyapmMuHAHTHON TypIype OCTPHIH,
OBICTPO  MPOTPECCUPYIONIHIL,  MOTEHI[HATBHO
seranbHbiil /IBC-cutapom, BbI3BaHHBIN BHIPAGOT-
KO MHTUOUPYIONUX AHTUTE K TPUPOIHBIM aHTH-
KoaryJigHTaM, cBs3aH ¢ maedurmToM mnportenHa C
u S (moutu 100% seTasbHOCTh TIPU OTCYTCTBUU
IaToreHeTHYeCKOoil Teparnun). B Hauase 3abosieBa-
HUSI KOKHBIE 2JIEMEHTBI XapaKTepPU3yloTCs Kak
MeJIKMEe 3KXMMO3bl, KOTOpble B JAaJbHeHIemM
YBEJIMYMBAIOTCST B JMAMETPE, MPUOOPETAIOT Myp-
ITyPHO-YEPHYIO0 OKPACKY, U B UX TIeHTpe (hOpMHUPY-
eTcst OyJia, ocJie 4ero HabIoIAI0TCsT HEKPOTHYE-
CKMe U TaHTPEHO3HbIe siBJleHus. Takue ajieMeHThl,
Kak TpaBuiio, GoOpMUPYIOTCS HAa KOHEYHOCTSX,
OJIHAKO MOTYT HaOJIO/IAThCsI HA SITOJUIAX, JKUBO-
Te, B TTaXy, a TakKe Ha KOXe TOJI0BbI. Kpome ToTO,
MypIypPO3HbIE 3JEMEHThI BO3HUKAIOT B MeCTax
IIYHKIIWH, 1aBIeHNs WK TPaBMaTU3AIINH.

Pexomenoauuu

Jlemsm ¢ Kiunuuecko Kapmunou @yivomu-
HAHMHOU NYPRYPLL NOKA3AHO HE3AMEONUMENbHOE
onpedenenue axmusrocmu npomeunos C u S.

O6umue NoJ0KeHus I TECTUPOBAHUS JAeTei
Ha reHeTnyeckue (hakTopsl PHCKA

[Ipesxne yem MpoOBOAUTHL TeCTUPOBAHUE JleTell Ha
HACJIE/ICTBEHHYIO TPOMOO(DUINIO, BpayaM CJIELyeT
paccMOTpeTh BOTIPOC O TOM, MOKET JIM TECTUPOBA-
HUe yJIydIuTh KINHUIIECKUe Pe3yIbTaThl, CBSI3aH-
HbIE ¢ Teparnueit win npoduiakTikoii [34]. B 0630-
pe Bcemuphnoil opranusanuum 31paBooXpaHeHUs
(BO3) B paznesie «IDTUUECKHUE BOIIPOCHI B MEUIH-
He» MMeeTcs ciefyionas pekomenganus: «Bce
TECTUPOBAHUS JOJUKHBI OBITH 0OPOBOJIBHBIMHU,
KOTOPBIM TIPE/IIIECTBYET a/leKBaTHAs MH(MOPMAIUs
n nHdopmMupoBanHoe corjacue. TectupoBanue
JeTeil Wian IMOAPOCTKOB [IOJKHBI BBITTOJHATHCS
TOJIBKO B TOM CJIy4yae, eCJii UMeeTCsl TIOTeHITNaJIb-
Hast BbITOZIa> [56]. BbisiBiieHME MapKepoB TPOMOO-

JUTEPATYPA

dumn y pebGeHKa OKasbIBaeT 3HAUMMOE MICHXOJI0-
ruyeckoe BO3/IeiiCTBUE Ha IMAIMEHTOB I10/IPOCTKO-
BOTO BO3pacTa 1 ero pojuTesieil/pojcTBEHHUKOB U
MOJKET HapyIiaTh HOpMaJIbHOE pa3BuTHe pebeHKa.
HecMmotpst Ha MHOTOUYHMCIEHHBIE MTYyOJUKAINN, 10
CUX TIOP HET e/IMHOTO MHEHUSI, KAKOE MECTO 3aHUMa-
eT TpoMOobUINsT B (HOPMUPOBAHUY PHCKA TPOMOO-
30B Y JieTell. 3a4acTyio HeOO0CHOBAHHOE OKUIAHTE
TpoMbO3a y pebeHKa TPUBOAUT K TOBBIIIEHHOM
HACTOPOKEHHOCTH U HEOOOCHOBAHHOMY Has3Have-
HUIO aHTUKOATYJITHTHON TPOMUIAKTUKY UJIA MOJTY -
JISIIAY 0Opasa sKU3HU. Bpaun, KOTopbie 3aKa3blBatOT
TaKoe TeCTUPOBAHUE, JIOJIKHbI OCHOBBIBATHCS Ha
WH/IUBU/TyaJIbHON OIIeHKe PUCKA U BBITO/IBL.

3akmouenue

K mnacrosiiiiemy BpeMeHH IIPOBEJEHO HeMaJoe
KOJIMIECTBO MCCIIE/IOBAHUM, OTIPEICITIONINX BITHSI-
HIe TeX WJIN UHBIX (HAKTOPOB TpoMOO(GMINU Ha
pHCK pa3BuTHst TpPOMO030B y fereit. OmyOgnKoBaH-
HbIe METAaHAJIU3bl JEMOHCTPUPYIOT, YTO HEKOTO-
pbie (hakTOpbl TPOMOOMUINK 3HAYNMO U CTATUCTH-
YeCKH JIOCTOBEPHO TIOBBINIAIOT PUCK TTOBTOPHBIX
TPOMOO30B Y JIeTel, OZHAKO 10 CUX MOP UMEIOTCS
JIUTIh eIMHUYIHBIE WCCIeIOBAHNS, XapaKTepu3yio-
e poJib TpoMOoG MU B (hPOPMUPOBAHUN PHUCKA
[IePBOTO MN30/1a TpPoMO03a y AeTel, TprudeM 60JIb-
IIMHCTBO M3 HUX HOCSAT PETPOCIEKTUBHBIN Xapak-
Tep. BeHosHast TpoMO0IMOOINST SIBIISIETCS MHOTO-
(dakTopHBIM 3ab0JIeBaHuEeM, U MPHOOPETEHHbIE
axTops! pucka (IleHTpasbHbIE BEHO3HbIE KaTeTe-
pbl — €IMHCTBEHHbIII HamboJiee BaKHbII (hakTop
pricka) y jgerell urpaioT 0ojiee BaKHYIO POJIb 110
CPaBHEHUIO C HACJIE/ICTBEHHBIMU. TecTpoBaHue Ha
TPOMOO(DUINIO HE PEKOMEHIYETCS IIPOBOIMUTh
y neteit B Bogpacte muaziie 15 jiet, Tak Kak TpoM-
603, CBI3aHHBIN ¢ TPOMOODUIINEH, IBSLIETCS OYEHD
penknm. [Ipu oTcyTcTBUM KaTeTepu3aIuu COCy/I0B
M aKTUBHOTO paka BogHuKHOBeHne BT y nereit u
MOJIPOCTKOB OCTAeTCsI OUueHb HU3KUM (MeHbIire 1 Ha
100 000 yesoBek B momyJisAluKM B Bo3pacte a0 13
siet). KoncysbrupoBanue 1 BeleHe MAIIMEHTOB C
BT u BoIsaBiIeHHBIME MapKepamu TPOMOOGIINN
NOJKEH OCYIIECTBIISTH OMBITHBIM TEMaTOJIOT WJTH
CTIEIMAJIACT B 06JIaCTH TeMOCTa3a.
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Intrapartum care
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Precongress courses

e HANDS-ON TRAINING COURSE 1
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e HANDS-ON TRAINING COURSE 6
Post Partum Hemorrhage
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