HapyweHua B cucteme remocrasa

y AeTel paHHero Bo3pacta Kak BO3MOXHas

npuUinMHa CMmepT™ N MHBaIMaAn3aumnm
....«Mexay Cunnnoun n Xapmnogon»

COBPEMEHHAS CXEMA FEMOCTATUMECKMX PEAKLMNA

Whnumaums Yeunenve Pacnpoctpasenme = Crabunuzaums
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Puc. 1. CopemerHast cxeMa reMOCTaTydecKuX peakumit (mpusenero mo: [CSL Behring GmbH, 2008]): L
T® - txanesovt cakrop; II, V, VII, VIII, IX, X, XI, XIII - daxTops cBepTeIBanis KPOBH; T e ¢ IUTEPOVE «@» - aKTUBHPO-
BaHHBIe (PaKTOPBI CBePTBIBAHIS KPOBM Meauu UHCKUU yHueepcum em
benoycoea T.B.
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YacTtble 3abnyxXaeHus....

Cuctema remoctasa sknrovaet B cebs Tonbko TpombouuTsr

N p-pbl CBEPTHIBAHUA KPOBM.... -
CucTeMa remocTasa HyXHa UCKIFOUUTENbHO [
Ans Tpomb6oobpazosaHus

W OCTGHOBKU KPOBOTEYEHUS...
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«HeobbluHaA» KNAMHMYECKAA UcTopua

KnnHuueckuii guarHos: MIT (NYypP):
noAMmopdmu3m reHos

dHTUKOATYNIAHTHOIO U

OcHoeHoe 3abonesaHue:
1.femopparuyeckas 6ones3Hb

HOBOPOXAEHHOro, No34HAA
3BeHa CUCTeMb

dopma.

remocTasa no
KoHblorauMoHHasn »Kentyxa reTepO3UroTHOMY THMY
2. Tpomb03 cocyaoB cUCTEMbI (PAI 1- uHeubumop
BepXHei Noa0i BeHbl CNpPaBa, akmusamopa
6eppeHHOM BEHbI CrpaBa Ha naa3muHozeHa, PLAT —
$doHe HacneacCTBEHHOTO mkaHesol aKkmusamop
MYAbTUreHHOro noanmopdusma n1a3MUHO2€EHQ)
reHoB CUCTeMbl remocCTasa Lepuyum npomeuHa C?

@oH: HacnepcrBeHHanA
Tpombopunus
UckntodveHbl: TMA; amunuyHbil I'YC;
A®C; depuyum AT 3;
aurnepaomoyucmeuHemMus

donnneporpadua cocynos:
Tpomb03 B NnpaBoOU BEpXHei 1Iero4YHOM,
6paxuouedanbHbI CTBOM, NOAKAIOUYNYHOM,
nae4yeBoOU , APEeMHON BHYTPEHHEN BEHaX,
npasou obwen 6eapeHHOM BEHe /

-




OcobeHHOCTH
HeOHaTa/IbHOro remocTasa

HeoHaTtanbHbIU remoctas — «mexoy Cyunanol u Xapubooii»:
2UNOKOoarynauuoHHble casurn (pmnsmnonormyeckasn
“koarynonatmna”) Ha poHe TeHAEHLUUU K TMNepKoarynaumm
LuesbHOU KpOoBU

NB! Buonornyeckas uenecoobpasHocrb,
obeperatowan geren or pomb0308B

e Haubonblaa HanpaXXeHHOCTb CABUIroB - 3 - 5 CyT. }KU3HMU
(makc. nosbiweHme B KpoBn POMK 1 HanmeHbLLaA aKTUBHOCTb PaKTOpOB

CBEpPTbIBaHMSA KPOBMU) U

* 1o 90% scex remopparum, TPOMO60TUUECKUX NPOLLECCOB
n c-ma [1BC KpoBu B AeTCKOM BO3pacTe NpuUxoamuTca
Ha -0 HOBOPOXQEHHOCTHU

* Puck tpomboambonnuecknx ocnoxKHeHum
- 2,4 Ha 1000 peTeu




ButamunH K-pedpnumntHbIN
remopparmieckum CMHAPOM

ePopmbl Ipb: paHHAA, Knaccnyeckas,
No34HAA (omcpoyeHHas) -
Yawe B Bo3pacre 1-1,5 mec., BNAoTb A0 6 mec.
YacToTa: - 6e3 npopunaktmku pb - 0,25-1,7%,
nosgHAaa popma—4,4 -7,2%
- Mpun nposegeHun npodunakTnkm - 0,01%
3HauMmble PpaKTopbl BO3MOXKHOro gedpuyunra:
=UCcKNounTenbHo rpyaHoe BCKapmanBaHue
(3HmepanovHo 1 me sum.K exceHeoenoHo 00 12 HeO.)
(American Academy of Pediatrics, 20122)
=20mcymcmeue npogunaKmuku
sum. K cpasy nocne poxcoeHus
- C-mbl manbabcopbuumn, xonecrasa, CKK




4 daKTopbl, Npeapacnoaaraowime N
K aedbuunty sut.K y geteu rpyaHoro Bospacra

Hu3kas TpaHcnnaueHTapHaA nepejaya

Hu3kaa koHyeHmpayusa eum.K e rM:
v TpyaHOE MONOKO - < 2,0 MKr/ 100 mn lumariue ZOP""”‘“‘"”
HEeHWUHbI ooocawyamsb
v KopoBbe monoKo - 1,7 mkr/100 mn W W

npooykmamu bozameimu
v CTaHpapTHble cmecu- 5,8 mKr/100 mn esum.K

HvpopacTsopumbin — Cmecu, o6ozawjeHHble

ANA CUHTE3a N BCaCbIBAaHUA HYHbI 6ugudobakmepusmu BB12
6bugpudobakmepuu u ycen4yHole KUCIOMbI

MompebHocmo:

NIOHOLLEHHbIe N NepBble Mmec. 2 MKr/Kr/cyrT.;
Cmecu, codepxcawjue

HeaAOHOLWeHHble - 8-10 MKr/Kr/cyTt
A [xr/cy docmamoyYHoe Kon-eo eum. K

gl (==
¥ N e
Nestie I

Codepxcum 8 5 2 cmuka 8 mkz eum. K
Codepxcum 6,44 mk2/100 mn + cmpyKmypupogaHHbie’l

2>




KnnHnyeckue npoasneHus
«BUT. K Koarynonatum» (nosgHeiu lpb)

[emaToOMHbIU TUMN KPOBOTOUYMBOCTU
KpOBOTOUYMBOCTb U3 MEeCT «BKOJ10B»
[emaToMbl M 3KXMMO3bl 6e3 OTYETAMBOIO paKkTa TPaBMbI

BYK (5-75%): (cybaypanbHas rematoma - 40%,
napeHxnmaTtosHble - 40%, BXKK-10%,
cybapaxHomaanbHbie -10%)

I'aCTpom HTECTUHAJ/IbHblEe KPOBOTEYEHUA

KpoBounsnmaHmna B HaanoyeuyHUKun
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UcTtopua ogHoro nauueHta unm Kro BuHosar...? N

M., 6 mec. Poaunca snoposbim.

Ha rpyaHom BckapmnueaHuu
3a 3 AHA A0..AUNGPEUHLIU C-M. |
R non, . nome sur K ue soonou : =

BokoBble JKeTyIOYKH MO3ra aCHMMETPHYHBI, 3a CUeT KOMIPECCHH MpaBoro (WHMpHHA Ha yposHe sarens I T
Ppe/MHBI TeNla 6MM CrIpaBa H 10Mm creBa). Dopma 1 pasmepi 111 1 [V-0ro xeyiouka He n3veHersl. : oo
CyGapaXHOHZA/IbHOE KOHBEKCHTANIbHOE MPOCTPAHCTBO OONBINMX MOMYIIAPHH M MOYKeuka He I X 1926 cex (e o)
icmmpeH0. CrbBHEBbI 60PO3/Ibl CHMMETPHYHEL JIHKBOPHEIE LHCTEPHBI He Ae(OPMHPOBAHEL. - 1.46 ;
B 37.50 cex
Typelkoe ceo MpaBHIbHO HOPMBL. e

Ilipamuzbl BHCOYHBIX KOCTEH OOBIYHO DAacIONOKEHb, CHMMETPHYHBI, CTPYKTYpa HX HE H3MEHEHa.
HOCHBbIe SYEHKH COCLUEBHAHBIX OTPOCTKOB € OOEMX CTOpOH 4eTKo An(depeHuMpyiorcs, HX

Ne wcropm Goneswn  3-9421

s e Kareropus:  OMC
bl Uccredosaull
- —————
506 IDs:
{ g 1612156063
Peaynstar [En.vm:. : | = WTh'u.
[emocras
14,00 cex 11.90 - 16.
1.00 C1.15)

1.00
_27.99 cex.




OcobeHHOCTU TeueHuUsn
'pb y poauBimnxca HegoOHOLWEHHbIMU

o CHuxteHa besroOKCUHMemu4veckas Cf?yHKL{UH rnevyeHu

- noyTh He onpepenatotca PIVKA - He3HaYyumenbHoe
HapacmaHue paKkmopoes nocse esedeHus eum. K

e NB! K-But. npodpunaktuka He obecneunBaer
AOCTAaTOYHYIO KOPPEeKLUUI0 reMmoKoarynauum
e [pn pas3BUTUN reMoppParnyecKknx ABNEHNN —

obs3atenbHo BBeaeHue - C3M 10-15 mn/Kr/cyT.

NB! Haubosnee yacmoim ocrnoxcHeHUem 8719emcs

c-m [IBC Kposu, coyemarowjutica ¢ 2nybokum oepuyumom
cdakmopos ceaepmebi8aHuUs, CUHME3UPYeMbiX 8 neyeHu

NB! lNMpuHyunuanabHoO 8aXCHA NO3UYUA MO BCKAPMAUBAHUIO




BaKHble acneKTbl:ucxoabl u npaBuia

e JleTaNbHOCTb
npu no3gHeun ¢opme Npb - 15 - 20%

HebnaronpusTHble oTAa/IeHHble NOCAeACcTBUA
(HeBponorunyeckaa nusanngusaumsa) - 20 -50%

NB! «Ecnu pebeHKy nocae poxcoeHus

He ssedeH sum.K, a 8 nocnedyrouw,em pa3eusnoco
KposomeyeHue — noeoo 018 cyoebHo20 Ucka»

(PedepasnbHble KAUuHUYecKue pekomeHoauuu)

NB! NMpun oTKase ot NpoPUNAKTUKHU - e20 oghopmsaeHuUe 8
ucmopuu 6ose3HU + ompasumeo 8 8binucKe

NB! Bpau neguatp 4. npoBepuTb
nHdopmauyuio o seegeHunu sut.K




NleueHune Burt. K pedpuumntHoro
remopparmyeckoro CMHApPoma

NeTtn c Tpb a. nonyuntb HemepneHHo But. K B/m; B/B ???

CoaepaHue B nnasme BuT. K 3aBncnmblix paKkTopoB nocne
BBeAgeHUA BUKacona nosbillaeTcA B Ted. 6-8 yacos

KpoBoToualwime getm moryt HyXaatbca B C3I1

Bo3amoxxHo amn? (NB! Ybedumecb, ymo smo He [BC) —
Mpotpomnneck 600 (Il, X, IX, VII) - MHozoueHmpossie
KJAUHUYecKue ucciedosaHusa y oemeu He nposoousuch

Ocobwie ykazaHua: Jepnunt paktopos Il, VII, IX n X moxeT HabntoaaTbca y NaumMeHToB
c aebuumutom BuT. K, a Takke ancbmosom KuweyHuka (nocne ABT), ne4eHOUYHO-
NOYEYHOWM HeAO0CTAaTOYHOCTbIO; B 3TUX C/Iy4anaXx npenapart He NoKasaH, ieverHune 4. o.

Harnpae/1€eHO Ha OCHOBHOE NnatoreHeTn4eCKoe 38eHO0
- [pu »cu3Hey2poXcaroWux COCMoAHUAX
Mepcnektusa: Npotpomnaexc +PS 600 - 30-50 mr/Kr/cyT
A uTo ¢ peKkombnHaHTHbIMU P-mn? Koarun/HosoCaseH (VII) ???

/
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NMpodunaktnyeckoe eeegeHue sBuT. K

e TotanbHaA NnpoPUNAKTUKA
NPy POXKAEeHUMU
* MpodunakTuka cneunanbHas
B rpynnax puckKa:

®* MYKOBWUCLMAO3

® c-M Manbabcopbumm

* aunapes (bonee 1 Hep,)

e pedunuunt alpha-1 antitrypsin

* npuem BO BpemAa bepemeHHOCTH

dHTUKOHBY/IbCAHTOB

® C-M X0N1€ecTa3a
® C-M KOPOTKOW KULLKM

e [lepen Xxupypruieckum

BMmellaTeNnbCTBOM

\

Mpwroete 3
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«MapaaoKcbl» B OTHOWEHUU K bonesHaAm

BonblMHCTBO Ntogein, nmesa annepruiecKkue
3aboneBaHuA...

... 60ATCA paKa
wnu ClMAAa..,

Sl 10d0BUS

e @ YMUPAIOT OT CEPAEUYHO-COCYAUCTDbIX

3abonesaHuy,
TPpomb030B U KPOBOUINUAHUN: UHGDAPKMBI,

uHcynemesl, T3J/IA...
YacTtoTta MHCYNbLTOB Yy AeTen
ot 1 po 18 nert: 1,3-13 Ha 100 000 peTcKOro HacesneHus B rog

Y HOBOpPOXKAEeHHbIX 25 Ha 100 000
B 50% - MHCY/IbTbl ULLEMUNYECKHe
Puck Tpomb603mbonnuyeckmnx ocnoxXKHeHUMm
Yy roCNUTann3nMpoBaHHbIX
k - 2,4 Ha 1000 demeli




JBONOLMUA B «KTPOMOO3ax»

Tpomboghunus - 8poxoeHHbIU unu
npuobpemeHHbIl OeheKkm
2emocmasa, npueodawull K
8bICOKOU cmeneHu
npeopacnonoxeHHoOCMu K
mpomb6o3zam

(BpUTaHCKMI KOMUTET MO
remMaTo/IorM4YecKkMM CTaHAapTam)

TepmuH «Tpombodpununa»
BBeaeH Jrebeprom, 1965 r.

«lfunepkoazynayua» u
«mpombogunun»

He mox0ecmeeHHbI
MHorune Tpombodunnm npoTeKatoT ¢
HOPMa/IbHbIMU UIN CHUMKEHHbIMM
NoKasaTeNsiMn Koary/iaLunOHHbIX

TectoB — «[unoKkoazynAayuoHHbIe
mpombéodgunuu»

(amcodunbpuHorenemunn, ADC)

NATOPU3INONOINA TPOMBO30B

Tpuaga BupxoBa
1. NoBbIWeHUe cBepTbLIBAEMOCTU KPOBU

2. NMoBpexaeHne cocyanUCTON CTEHKU b
3. BeHO3HbIN cTa3

MNOBbILWEHVE
CBEPTbIBAEMOCTHU

‘ CpeaHe - HU3kum puck TIB }—> KOs

‘ CpeaHe - BbICOKMWA PUCK

‘ OuyeHb BbLICOKUW PUCK

.
| MOBPEXAEHUE

BEHO3HbIA |
cocyaucton | CTA3
CTEHKM \

\
b

Tpombodunuum (Makauapusa A.L.,
2004)

HacneacTBeH Mo6peTéHHbIE
A

e

ATPOreHHblIe




Ba)XHble acnekKTbl...

Mmak, sbidensaom 3 pa3zHOBUOHOCMU COCMOAHUU:
- @-pbl pucka paszsumua mpombo3sa
= CocmosHue mpombomuyecKoli 20moeHocmu
= Tpomb03 u/unu Tpombogunusa (nepsu4yHad, BMOPUYHAA)

Hocumenbcmeo pas3nnyHbix pakTopoB TPOMOOreHHOro PMcKa

6e3 peanusayuu makoebix 8 mpomb6o3, mpomboambonuro unu
CuHOpom nomepu naoo0a HE otHocutca K Tpombodunmnm

Tpombodunua HE 60s1e3Hb, a NaTONONMYECKOE COCTOAHME,
obycnosneHHoe KOMBMHaLNEN PAaKTOPOB PUCKA, peasIn30BaHHbIX
pasButuem Tpombo3a

NB! Ba)Hbl OaHHble cemeliHo20
«mpombomuyecKo20» aHamHe3d




OcobeHHOCTU cUTYaUUN y AeTen

*OCHOBHAA NpuU4YuUHa pazsumusa mpombo3o8 y demeli -
e3aumoodelicmeue HAC/IEJCTBEHHbIX aHomanuu 8 cucmeme
2emocmasa u BHELLIHUX ¢pakmopos

*OcHOBHbIe reHeTu4yeckmne ¢GpaKTopbl - HaPYLLEHUS GHMUKOA2YAAHMHOU
cucmembsbl (pednuunt AT Ill, PC, PS), mytauusa FV Leiden, npompombuHa
G20210A, como3zuzomHou 2comoyucmeuHemus, mytauma MTHFR C677T.

e NB!'Y 10-62% 0emeli c mpomboambonuyecKumu OCA0HCHEHUAMU —
HAC/IEACTBEHHAA TPOMBO®DUJINA

«Mapagurma spemeHun» -

HeAO0CTaTOYHaA «mpombomuyeckaa HACMOPOXEeHHOCMb» Bpaya -
pa3BuUTUE rPO3HbIX OC/IOXKHEHUI OCHOBHOTO NATOIOFMUYECKOro npouecca,
nnbo yTaxkeneHue ero Te4EHUA U NPorpeccMpoBaHue

* YUnTbiBaA CNOXKHOCTU C CBOEBPEMEHHbIM BbiiBiIeHuem Tpombodpunun

Yy AeTel OPUEHTUPOBaATbLCA, B NEePBYIO ouepenb, Ha ceMeHbli aHaMHe3,
Hannume Tpombodunanmn y matepu, nabopatopHyto

U reHetTn4yecCkyro AnarHOCTury




KnnHuyeckue npoasneHuA
«TpoMmb0ambonnueckon 60ne3HN» y HOBOPOXKAEHHbDIX

Apmepuu

-AopTa - 3acTtonHasn CH: pPa3HNUa B CUCTO/TUMECKOM AaB/1IEHNUUN Ha BEPXHUX U
HUXHUX KOHEYHOCTAX, CHUXEHHbIN nyabC Ha a.femoralis

*[Mepudepuyeckne - OTCYTCTBUE NY/ibCa NPU Nasbhnalunun, U3MEHeHMe LBeTa
KOXU, CHUMKEHME «KOXKHOM» TemnepaTypbl

eLlepebpanbHblie - anHO3, CyA0pPOrM, Napesbl

eJleroyHble - pecnmMpaTopHble HApPYLLUEHMA, Iero4HaA rMnepTeH3mnA
*KopoHapHble - 3actorHana CH, KapamMoreHHbIN WOK, U3MeHeHnA Ha IKI
e[loyeyHble - apTepmanbHasa runepteHsms, OMM (OMH)
eMe3eHTepunanbHbie — M.6. npr3Hakn HIKa

*T3J1A: 3HaUUTENbHbIE HAPYLWEHUA BEHTUAALMOHHO-NepdY3MOHHOTO
oTHoweHua (PAC), NpUsHaK1 HEAOCTAaTOYHOCTM NPaBbIX OTAE/I0B CepaLa
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KnnHunyeckue npoasneHus
«TpomMmb0oambonnueckon 60n1e3HM» Yy HOBOPOXKAEHHbIX

BeHubi

*HU)XHAA NONaA BeHa - OTEKN U LiIMaHO3 HOT; Yyacmo
accoyuuposaHsbl ¢ mpombamu 8eH rnovyex

*BepxHAA N0NaA BeHa- OTEK MATKNX TKAHEW F0/10BbI, LLeW,
BEPXHEN YaCTU TPYAHOMN KNEeTKU, M.6. XMNnoTopaKc

e[loyeyHble BeHbl - yBesindYeHHaA noyka, rematypma, Ol

*HapanoyeyHUKOBbIE BeHbl - reMopparn4ecknin HeKpos
HaAMNOYEeYHNKOB U KNMHUKA Haano4Ye4yHUKOBOM
HeA0CTaTOYHOCTH

°[MopTanbHble U Ne4eHOUYHbIe BEHbI - MeYeHOYHasa
HeA0CTaTOYHOCTb, C-M LIUTO/IN3A, .

rentTocnjieHomeraaunAd




KnnHuyeckmne npoasneHuA
HacneacTBeHHbIX Tpombodunum

CdCemeliHbI TPOMBOTUUECKUIA aHaMHES
U 3nokauecrBeHHas nypnypa
HOBOPOXAEHHDbIX U1K MAaCCUBHDbIN
Tpomb603 B HeOHaTa/IbHOM nepuoae
U HeTtunwuuHasa nokanusauyusa
(B me3eHTepuanbHbIX, MOYEYUHDIX,
NOPTa/IbHbIX UK LepebpanbHbiX BeHaX)




LLIkana oueHKU reHeTU4YecKoro
pUCKa pa3Butmna Tpomboduanm merogom«nogcuera 6annos»

(BapaHos B.C., 2009)

e EL——

FI B 80 pa3) [omo3uroTa a
(MyTtauua/MyTtaums) .
BbICOKUUN PUCK
F ||, FV (837 pas) [eTepo3unroTa
N (MyTaumsa/Hopma) 3 6anna
HFR fomo3uroTa -
(MyTtauuna/MyTtaums) ym bin
MTHFR [eTepo3urora
(Hopma/MyTauusa) > 6anna
PAI-1 v GPlIlla [oMo3mroTa 5
(MyTaums/MyTaums) ymepeHHbIn
PAI-1 n GPIlla [eTeposuroTa 1 6ann
(Hopma/MyTtaums)

HU3KUM




4 Monnmopdunsm reHOB CUCTEMbI remocCTasa

y maTtepeun c Tpombodunmnen u ux aeteun
(cobcTBeHHbIe aaHHbIe, 2012r)

™

Nonumopdusm |  Yacrora pervcrpawn || [101MMOPGU3M abc. %
reHa 26C. % FIl (npoTpombuH)
FV(Leiden) 3 35 reTepoaerTal 1 1,1
reteposurotal 2 2,3 FV(Leiden)
rOMO3MroTa 1 19 reTepo3nroTyl 5 5,7
M 57 663 ||MTHFR 59
retepo3nroTal 43 50 reTeposunroTyl 48 55,2
Wﬁ 14 16,3 rOMO3M1roTa 11 .
PAI-1 75 86,7 PAI-1 67 77
reTeposnroTal 54 62,3 reTepo3nroTyl 43 49,4
rOMO3MroTa 21 24,4 rOMo3u1roTa 24 27,6
GPIlla 17 19,7 ||GPllla 31 35,6
reTeposnroTal 15 17,4 reTepo3unroTa) 30 34,5
rOMO3M1roTa 2 2,3 rOMO3UroTa 1 1,1
\Z —/




Monumopdusm reHoB cucTemMbl remocTasa

y martepeun c Tpombodunmen u ux pgeteun
(cobcTBEHHDbIE AaHHbIE, 2012r)

Konnyectso reHoB C
Ha/iMymem
TPOMOOreHHbIX
anneneun

4,6%

01

KonuyectBo
NONMMMOPPHbLIX

BapMaHTOB
3%

B 0e3 myTauun ® 1 reH

H 2 reHa ® 3 reHa

™

/




Peanunsauus
CKPbITbIX «TpOoMbodUAnnN»

eTa)Kenble BocnanutenbHble NpoLuecchl
eTpaBmbl, onepauuu

e AnutenbHaa ummobunusauyus
*Mpuem tpomboreHHbix (FTKC nau 3IT) npenapartos
eKarteTtepusauyua cocyapos, MN3aIr

*J1MN ¢ «arpeccuein» Ha aHpgoTenunin (Hanpumep,

MEPOHEM: u3 nHCTpyKkLuum npenapara: 4acro rpombopnebur...)

ebepemeHHOCMb '

NB! Heobxo0umo ycmaHoeneHue ¢h-poe pucka u
gblasneHuUe cocmoaHua mpombomuyeckoul
20mosHocmu -




Jlokanusaumsa N
Tpomb030B Y AeTeun ¢ HacneacTBeHHOU Tpombodunni

(CobcTBEHHDbIE AaHHbIE, 2017T)

LiepebpanbHbin 61,9 % MTHFR, 40 Hep,.- 1
UeMmunyeckuni PAI1, 25-32 Hep.- 8
UHCYNbT FXI, FXII 34-36 Hep.- 3
®dneboTtpom603 2 9,5 % PAI 1, MTHFR, PLAT 36 Hegp., 27 Hegp,
BEH KOHeYHocTel Gpllla, FXI

Tpom603 1 FXI, Gpllla, MTHFR 40 Hea.
nonepeyHoro

CMHyCca

Tpom603 nyno4yHom 1 4,7 % PAI FXI FVII, 27 Hep.

BEHblI MTHFR

Tpom603 apemHoit 2 9,5% FV-NeiipeHa 37-38, 40 Hegp,.
BEHDI

TOJ1A (menkve 1 4,7 % FV -neiipena, 23 Hep.
BETBWU) MTHFR

Tpom603 noueyHom 1 4,7 % FV- Neiipena, 26 Hep.
apTepun MTHFR




Echn y pebeHKka Tpomb603...

e NB! He nposeaeHa oueHKa ¢-poB pUCKa U AUArHOCTUKA
COCTOAHUA TPOMBOTNYECKOU FOTOBHOCTMU

3abop KpoBu Ha mapKepbl TPOMBUHEMUU, AaKTUBALUMU
dmnbpunHonunsa

MUP duazHocmuka mpombo2eHHbIX NoaAuMopgpu3Imos y
pebeHKa u e2o podumenel (6yKkKasbHbIU COCKOb, KpoBb)

Y3U (0onnnep cocydos) AMarHOCTUKA

HCI, MPT (B T.4.B cocyamctom pexkume), KT aHrnorpadpuma
KoHcynbTauma cocyancToro Xmpypra

Hauartb Tepanuto aHtukoarynaHramu (HOT, HMT)

PewuTtb BONpoc 0 He06xXxoa4MMOCTN, BO3MOXKHOCTH,
BE3OMNACHOCTU nposepeHna tpombonunsuca




Echu y pebeHKa puck passutua, ambo tpom60s...

e MapKepbl akmueayuu Koa2ynayuoHHO20 36eHd

u cucmemeol pubpuHonusa:
* 'mnepKoarynauua no AMNTB
* ) koHueHTpauun dbubpuHoreHa > 5 g/l
* U aktuBHoctu AT-IIl < 60%
U TkaHeBoi akTMBaTOp NnasmuHoreHa (TPA)
KomnneKkca “Tpom6uH - aHtutpom6bun-Ill (TAT)”
“o2-aHTUNNa3MKH — nnhasmuH (PAP)”

ol} yposHs PC u/unm PS
e MapKepbl KOHe4YHO20 amana

ceepmbieaHus u gpubpuHonusa:
1 POMK B ODT-Tecte > 40 mkg/ml (>20 mg%)
* I O-gumep > 4,5 mkg/ml??? (oueHKa B AMHaMMKe)
* ) FP 1-2 (MDA);
* ) FP-A — (Agkistrodont time, ELISA-FPA-TecT).

*MapKepbl akmusayua mpoboyumapHo20 36eHad

! cnoHTaHHOM arperauum Tr Bbiwe 67%
* MHayumpoBaHHaA rmneparperaums TpomooumnTos
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B npeaucnoBuu K nsgaHuio:

«B cefa3u ¢ pacmyuweli
pacnpocmpaHeHHOCMbO Mpombo306 y
demeli U NOOPOCMKOB8 U mpyoHoCMAMU
nposeodeHuUss AHMUKOA2YAAHMHOU
mepanuu 8 3mux 803PACMHbIX 2pynnax
8esudy pa3Hoobpa3usa e03paCMHbIX
¢u3uonoauyeckux ocobeHHocmel,
Mas1020 Koauvyecmed npenapamoes,
pa3peweHHbIX K NpuMeHeHUIo y
demeli, U HU3KOU KOMMNAAGeHMHOCMbIo
demeli u ux pooumenei»

depepanbHble KANHUYECKUE
peKkomMeHAauMmn No ANarHocTuke,
npodunakTuke U ne4yeHuo Tpom60308B
y AeTeu n nogpoctkos, 2015

PYKOBOACTBO

MO AHTUKOATYASIHTHOM
U AHTUATPEr AHTHOWM
TEPAMWW Y OETEN

9-W MEPECMOTP

MEDACH P, .

®EJIEPAJIBHBIE KIMHUYECKHUE PEKOMEH/IALIMH

110 AMArHOCTHRE, NPOPHIAKTHKE 1 JIeHeHHI0 TPOMGO308B y eTeii i N0APOCTKOB




/ . PYKOBOACTBO b
MO AHTUKOAT'YASIHTHOM \
American College
TEPAMNWA Y OETEN 5 -

Of CheSt PhyS|C|anS 9-/1 MEPECMOTP

1.1. Mpwn neyennn geten HOI: TMTpoBaHMeE A0 LENEBOro 3Ha4YeHUA aHTU-Xa \

aktnsHoctn ot 0,35 ao 0,7 EA/mn nnu yposHa A4YTB, Koppenupytowiero ¢

AAHHbIM YPOBHEM aHTU-Xa (ypoBeHb AoKa3zaTtenbctsa 2C)

&Tepanuu pa3osad Ao3a HOI He 4. 6. 6onblie 75—%

ma NPU HaIMYMKU PUCKOB Pa3BUTUA KpoBoTeueHusa (2C)

Y neten cTouT nsberaTtb ANNTENbHOM Tepanmn renapuHom ( 2C).

1.2. Y HOBOPOXAEHHbIX U AeTelr, KoTopbim BBoaaTca HMI 1-2 pasa/cyr. -

MOHMUTOPUHT YPOBHA aHTU-Xa akTusHocth ot 0,5 Ao 1,0 EA/mn B 06pasue

KpPOBM, B3ATOM CNycTA 4—6 4acoB nocae nogKoxXHou uHvekuum ( 20).

2.4. Y HoBopo:xaeHubix ¢ [IBK, nepud. aprepuajbHbIM KaTeTEepoM -
HenpepbiBHasA uHQpy3uu HOI' B no3e 0,5 EJl/kr/gac (1A)

He pexoMeHayOT NpoBeaeHre TPOMOOIUTHYECKOM Tepanuu BT y
HOBOPOKICHHbIX, €CJIM OKKJIKO3HS COCY/a He BbI3bIBAET MOBPEKIACHUS
opranoB uJju yacrteu teqaa ( 2C)

IIpu HE00X0AMMOCTH TPOMOOIU3UCA PEKOMECHA0BAH
TKAaHEBOM aKTUBATOP IJiasmuHorena (2C).




\
Tpombonusuc B neguatpuun

*NB! Becbma orpaHnyeHo
eHaubonee sghgpekmueseH npu apmepuaabHbix mpombo3zax u TI/1A
* IhgpeKmusHOCMb nNpu 8eHO3HbIX MPOMb0O3ax He 8bICOKA
*[TpnUYMHa OrpaHNYEHHOro NPUMEHEHUSA —
BbICOKUI PUCK FreMOopparmiecKkmnx oC0KHEeHUN:

*4aCTOTa 3HAYUMBbIX FreMOPpParM4ecKkmnx oCNoKHeHUM, noTpeboBaBLUMNX
remoTpaHcdy3nm - ao 20%

eyactoTta BYK - po 15%
®3apPErncTpmMpoBaHbl Cy4an CMEPTU
e AnbTepHaTUBa TPpOMbONAN3UCY - XMpPYypruyecKkoe yganeHme Tpomba

*NB! Tpomb0oau3uC n xmpyprudeckoe yaaneHume tpomba
3¢ PeKTnBHbLI B nepsble yacbl (6-12) n cyTkun

nocne passButua Tpomb603a




Tpomboaunsmc peKombMHaHTHbIM aKTUBAaTOPOM

naasmMmuMHoreHa nnm ypokuHasoun. Korpa?
NMokKa3saHusa:

® }M3HeYrporKatoLime CoOCToOAHNA
* YrpoOXaroLwaa noTepa opraHa

® IBYCTOPOHHUMN TPOMDO3 NOYEYHbIX BEH

® YrpoXKaroLwana notepa KOHEYHOCTH

NB! Tpom603 BEHO3HOro CMHYCa He ABNAETCA NOKa3aHUemM ANA An3nca

NB! Y HOBOpPOXAEHHDbIX - BpeMmeHHOoe mexXayHapogHoe BETO Ha
Tpombonnsuc

NpoTuBONOKa3aHuA:
e BYK paBHoCTbO meHee 1 mec.

* onepauuna nam coctoaHue nocsne LUIBK 6e3 BO3MOXHOCTM Komnpeccum
MmeHee 7 AHen Ha3an

® COCTOAHME NOC/Ie peaHumMaumu, TAXKeN0oMN achUKcn
e TPOMbOUUTONEHUA

® Ne4yeHo4YHaAaA HeaAOCTaTO4YHOCTb




e

O ponun HeoHaTonora, neguatpall!

Ademsam, poduswumca om mamepeli

¢ «mpombomuyeckum» aHaGmMHe30oM uau mpombogunueli ocyw,ecmenameo:

CKpUHUHIOBOE UccnegoBaHme cuctembl remoctasa (A4YTB, MHO, A-
AnMMepbl, dnbpuHoreH) Ha 3-5 cyT. }KU3HU U NpU ¢-pax pUcKa pa3BUTUA
Tpomb603a (anarHoctmka TpombnHemunmn, TPOMO60OTUYECKOro COCTOAHUA)

«[» HabntogeHne B rpynnax pucKa no pa3BUTUIO CEPAEYHO -COCYANCTOM
natonoruu, natonornn LUHC n HapyweHnn cuctemol
remocTasa/Tpomboremopparnyeckmx u UeMmmn4ecKmux COCTOAHMN

leHeTHMUYecKoe uccnepgosaHume cuctemol remocrasa (MUP) ana
YCTaHOB/IEHUA HA/IMYMA TPOMBOreHHbIX MyTaLMii M NPOrHo3a Ha pa3HbIX
3Tanax »M3HU pebeHKa (FfeHeTUUYecKunia nacnopr)

Pa3paboTKka nporpamm ob6caedosaHusA u UHOUBUOYAAbHOU cucmemeol
HabnoOeHus 8 OUHAMUKe

Mepenaya nHpopmaLummn o pesysibTaTax FreHETUYECKOro TeCTUPOBAHMUA
bepemMeHHbIX 1 AeTel ¢ PUCKOM MaBHOMY remaTosiory ANA Co34aHUA
eAUHOro perMoHanbHoro peructpa (LleHTp npodunaktmkm tpmb0o308)




NB! I

«Mpwn cBoeBpemeHHOM peryisspHOM UCNO1b30BaHNUMU
AWETbI, npodunakTMuecKkmx n 03a0poBUTENbHbIX
nporpamm, KOTopble cocTaB/eHbl ¢ yyemom Bawezo
2eHomuna u 300posom obpase HU3HU,

Bbl moxete: #{umb 00n20! Bbimb 300posbimu!
Ocmaesambcsa monodsbimu!»

C 6naroaapHocmro
3a sBHUumaHue!

.....




