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MEJMKaMEHTO3HBIMU CPEACTBAMU, IPABUIBLHONU TUETOM, TO3UPOBAHHON (pU3MUECKON
Harpy3Kou.

Kak moxaszamo Hamie wWccileoBaHUE, TOJIBKO YacTh JETeH MPOXOMST
IUCITaHcepHoe HaOmoaeHue B oo mepe (70 %). Bosbinoe ynciao morpenHocTei
OTHOCUTCS KHECOOOACHUI0 pekoMeHayemoit nuethl (38%): ymorpebieHue B
OOJIBITIOM KOJIMYECTBE MPOAYKTOB, TIOBBIMIAIONINX HATPY3KYy HA TTOYKH USBIISIOIIUXCS
NPUYMHONM BO3HUKHOBEHHS BO3MOXXHOIO peuuauBa 3aboneBanus. [IpuunHOn
HECOOJIIOJICHHS TPOrpaMMbl THUTAHUSL - OTCYTCTBHE KOHTPOJII CO CTOPOHBI
ponuteneit. s nosbimeHus: 3 HEKTUBHOCTH pEeadMIIMTALIMK JE€TEH C XPOHUYECKUM
MUEJOHePPUTOM B aMOyJIaTOPHBIX YCIOBUSIX, MO HAIIeMy MHEHHIO, y4aCTKOBBIM
neuaTpam HEOOXOJIUMO  YAENSITh JOCTaTOYHOE€ BHUMaHHE (HOPMHUPOBAHUIO
AKTUBHOW MEIUITMHCKON MO3UIMHU, HANpPaBICHHON Ha (OPMHUPOBAHUE MPABHIBHOTO
B3IJIs/Ia POJUTENIEH Ha IMOHMMaHWE 3HAYMMOCTHU COONIOJACHUS PEKOMEHIYyeMOn
JUEThl, (PU3NYECKOW HArpy3Kd M JPYrUX HEOOXOJAMMBIX Mep MPOQPHIAKTUKA
3a00J1€BaHU.
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AHHOTaIII/IH. B craTtne PaCcCMOTpPCH KJIIMHUYEeCKUH IIpuMcep pe6eHKa C
TpoMOO(DUIBHO 3HAYMMBIMHM MOIUMOpP(U3MaMU CUCTEMBI TFeMocTa3a U (PoJaTHOro
[IMKJIa BBICOKOM CTETIEHU PUCKA.

Annotation. the article describes the clinical case of a child with thrombophilia
significant polymorphisms of hemostatic system and folate cycle high risk.

KioueBble cjioBa: HEOHATOJIOTHSI, TE€MOCTa3, TEHETHKa, TpoMOoduus,
TpoMOO03.
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[[Iupokast pacHpOCTPaHEHHOCTb CHCTEMHBIX CHUHIAPOMOB MPU KPUTHUUYECKUX
COCTOSIHUSIX B Pa3JIMYHbIE BO3PACTHBIE MMEPUObI B IEPUHATOJIOTUN U TIEUATPUN [PH
OOIIMPHOM TMEepeyHEe HO30JIOTHYECKUX (OPM, BBICOKASE MHBAIUIHOCTh U CMEPTHOCTH
TUKTYIOT TPOPUIAKTUYECKYI0 HAMNpPaBICHHOCTh MEIMIIMHCKUX MEPONPUITHUH,
KOTOpBIE JOJDKHBI MPENOTBpAIllaTh I'PO3HBIE OCIOXKHEHHS.Ha ceromHsimHuil JeHb
J0Ka3aHa  pojib  (yHIaMEHTaJIbHBIX  CHUHJIPOMOB  CHHJIPOM  CHUCTEMHOIO
BOCITAJIUTEIIBHOTO OTBETA, JUCCEMUHHUPOBAHHOTO BHYTPUCOCYAMCTOTO CBEPTHIBAHMUS,
CHUHJIPOM DHJOTCHHOM WHTOKCHKAllUM B TMATOTE€HE3€ TSKENBIX OCJIOKHEHUI
OEpEeMEHHOCTU—  JKJIAMIICHH, IIPEXKIAECBPEMEHHOMN OTCJIOMKU HOpPMaJbHO
PaCIOJIOKEHHOW TIIAIleHThI, CHHJpOMa IMOTEpH IUIoAa, CHHIpOMA 3aJCP’KKH pOCTa
I0/1a, KPUTUYECKUX  CHHIAPOMOB y  HOBOPOXKICHHBIX, = TPOMOO30B W
TPOMOOIMOOTNIECKUX OCIOKHEHUH. [ 1]

Bcenencteue (Qusnonorndyeckux 0coOEHHOCTEH TPOMOO3bl B HEOHATATHLHOM
nepuosie HaOMIOAI0TCS dYalie, yeM Yy Jered Oosiee crapiiero Bo3pacTa. YacTeie
UCXOJIbI TPOMOO30B - WHBAIMAU3ANMS U TUOETs mamueHTa. TpoMOo3bl TpeOyroT
HE3aMEeJIJTIUTEIbHON JIMAarHOCTUKUM M MAaKCUMaJIbHO PAaHHETO Haydalla WHTEHCHBHOMU
Tepanuu. Y HOBOPOXKIEHHBIX, B TOM 4YHUCJE€ HEJOHOUIEHHBIX, TPOMOO3bI YaCTO
CBSI3aHBl C KaTeTepHU3alMel COCYy/I0B, COMAaTHYECKON maronorued u uHdekiuen. B
OOJIBIIMHCTBE CIy4yaeB pa3BUTHE TPomOO3a CBSI3aHO C BO3ACHCTBHEM Ooliee ueM
OJIHOTO MPOTPOMOOTHUECKOTO (pakTopa. [1]
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WNuTeHncuBHas Tepanus TpeOyeTcs MpU pa3BUTHU J0O0ro TpomOo3a W
3aKJII0YAETCS B HA3HAYEHHWM AHTHKOATyJSIHTOB IO KOHTPOJEM JIa0OpPATOPHBIX
nokasareneir. Tepamusi TpomOo3a y HOBOPOXACHHBIX U HEJOHOIICHHBIX JeTel
TpeOyeT y4yacTus psijia CIEeUUaIuCcTOB (HEOHATOJIOT, T€MATOJIOT, COCYAUCTBIA XHUPYpPT
u ap.). [2]

Ecim  Tpom0OO3 CBS3aH C  HHM3KOM  aKTUBHOCTBIO  €CTECTBEHHBIX
aHTUKOATYJSHTOB, A 3(G(EKTUBHOTO JIedeHUs] TpoMOo3a TpeOyeTcsl MpOBEICHUE
3aMECTUTENIbHOM Tepanmuu IMpernaparamMu, COAEpKaluMU JedUIUTHbIE OCNKU B
JOCTaTOYHOW KOHILIEHTpaIuu. [2]

Jletn, mepeHocsIe WM MEepEeHecIIne 3MU30] TpoMOo3a (3a HCKIYEHHUEM
IPUCTEHOYHOTO CYOKJIMHHYECKOIO KaTeTep-aCCOLMUPOBAHHOIO), HYXKIAOTCA B
oOcneoBaHMM W Ja0OpaTOPHOM  KOHTPOJE  JUisl  BBISBIEHUS  (PAaKTOpOB
MATOJIOTUYECKOTO TPOMOOOOpa30BaHUS U PEILIEHUS BONPOCAa O TAKTUKE JICUCHUS U
JIOJITOCPOYHOM TPO(PUITIAKTHKE PEIIUIUBOB. [2]

Jleuenne Tpom0O030B. HempsiMble aHTHKOAryJistHThl (QHTAarOHHUCTHI BUTaMHUHA
K) (IlpuMeHeHne B HeOHATaJbHOM IpakTUKe orpaHudeHo). HegpakumoHnpoBaHHbIN
(H®I') wnu nHuzkomonekysipHblii renapud (HMI'). TpomOonutuyeckas Ttepanus
(ITpumenenue TpoMOoOIM3UCA B MEAUATPUUYECKON MPAKTUKE OorpaHudeHo. OCHOBHOM
MPUYUHONW OTrpaHUYEHHOrO0 MPUMEHEHUs TPOMOOJIM3HUCa SBISIETCS BBICOKHI PHUCK
reMOpparuuyecKuX OCJIOKHEHUW. AJbTEpHATHBA TPOMOOJM3UCY - XUPYPrUUYECKOE
ynanenue TpomOa). HedpakmuonupoBanusii (HOI) unmum HU3KOMOJIEKYJISPHBIN
rerapun (HMI')3amectutensHast Tepanus. [2]

LHear wuccaenoBaHMss — OIEHKA KJIMHWYECKOW dS(PEeKTUBHOCTH U
BO3MOYKHOCTH IPUMEHEHUS KOHTPOJUPYEMOW M  YIPABIAEMOM KOMILIEKCHOU
AHTUKOATYJISTHTHON ¥ (DUPOMHOIUTUYECKON TEpamuu y HOBOPOXKIECHHOTO TEPBBIX
CYTOK >KH3HH MPU UIIEMUYECKOM UHCYJIbTE U TPOMOO03€ MOAKITIOYNIHON apTEPUH.

MarepuaJibl 1 METOAbI HCCJIEIOBAHUS

[TpoBenenaKT-cocyaucrast mporpaMma, F€HETUYECKOE UCCIIEIOBAHUE CUCTEMBI
remocTtasa u (ponatHoro 1ukia. [IpoBeneHa MHOrOKOMIOHEHTHAS! aHTUKOATYJISTHTHAS
Y TPOMOOJIUTUYECKAS TepaIus.

Kimnanuecknii npumep 1:

Pebenok Tumodeit M., nata poxxaenus 11.09.2014 r.

Knunauka npu poxaeHUU:HApYIIIEHUE 1[BETa KOXKH MPaBOM PYKH,BbIpaKEHHAsI
OTEYHOCTh, 3MHUAEPMOJIM3, YYACTKHM HEKPO30B NpPEAIICYbs, HEKPO3 JaJOHEH U
MAJIBIEB IPABOW BEPXHEW KOHEUYHOCTH,0TCYTCTBHUE IyJbCAllMM HA YPOBHE IJICYEBOU
apTepuu.

TakTuka BeAeHUWS: HA JTame POAWIBHOTO JOMa PEOCHOK KOHCYJIbTUPOBAH
JIETCKUM XHPYproM. BricTaBiieH nuarHo3 apTepruaibHOr0 TpoMO03a BEpXHEH MpaBon
KOHEeYHOCTH. [IpoBeeHo JieueHue: renapuHU3MpoBaHHas Ila3Ma CO BTOPOro 4aca
®KU3HU, Ppakcunapud 1,5 MI/Kr maccel 2 pa3a B CyTKH, ajllpocTaH, a/0-tepanus. B
Bo3pacte 18 yacoB pedbeHok neperocnutanuzupoBad B OJIKB Nel XO Ne2.

O6cnenosanue B OJIKB Ne 1:
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[Ipu mnoctymnenun: KT-anrumorpaduss - TpomOO3 mpaBoil MOAKIIOUNYHOMN
apTepuu U TpoMOO03 MPaBoi MepeaHer U CpeaHe MO3TOBBIX apTepuil crpasa. (pHcC.
1).

' MOKROUSOV M-K OKE 1 MOKROUSOV M-K

Ekaternburg ODKE 1 MOKROUSOV M-K Ekaterinburg OD)

e 52 5, WA Philps, Brilliance 64 4570 Ay1D Philips. Brikand
12 Sep. 2014 11:30
4

12 Sep. 2014 11:30:14.00 g gortg

OTtcyTcTBHE KPOBOTOKA KpoBoTtok npucyrcrByer
Puc. 1. B nepBble cyTKH.

c o
BoccranosieHnne KpoBOTOKa
Puc. 2. Tlocne npoBenenus TpoMOoIM3uUCa.
['emocrtazuorpamma: Bwicokuii ypoBeHb [[-mumepoB, pacTBOpUMBIX (GpuOpUH-
MOHOMEpPHBIX KOMILUIEKCOB, BBIPAXEHHAsI XPOHOMETpUYECKass U CTPYKTypHas
TUTNEPKOATYIISIIIUS Ha TPOMOO3JacTOrpaMMe; 3HAYUTENIBHOE CHIDKCHHE YPOBHS
npotenHa C (28%) npu HOpMaIbHBIX BO3pacTHbIX 3HaueHusX AT, nmporteuna S.
Akymmepckuii aHamHe3: 12 JeT BTOpPHUYHOTO OecIuionusi TOCie TMEepBOTO
MenabopTa. ['ecTallmOHHBIN caxapHbId 1HUa0eT, TUIMOXPOMHAsT aHEMHUsI 2 CTEICHH
TSDKECTH, BAPUKO3 BEH HIKHUX KOHEYHOCTEN U reMoppouaaibHbIX BeH. C 24 Henenb
o6epemennoctu peructpupoBangack X®PIIH u C3PIL.LB 36 nenens — mpeskaaMIicus
cpenHeir creneHu TsxkecTH.39-40 Henmenb - MPOrpecCUpOBAHHME MPEIKIAMIICHUH,
NOCITYKUBIIEE IPOBEACHUIO CPOYHOTO ONIEPATUBHOIO POAOPA3PEILICHUSI.
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HacnenctBennsiii anamue3:CmepTth Jieqa (0Tia mMatepu) B Bo3pacte 47 JeT OT
octporo uHpapkra muokapaa. CMmeptb 6pata maTepu B 35 1eT oT ocTporo uHpapkra
MUOKapja. Bropoit 6pat matepu — uneodemMopaabHbIi TpOMO03 B 27 JieT

OxoHuarenbHbIH  auarHo3:HacnencTBeHHass — MyJbTHTEeHHAsSTpOMOODUIHS
BBICOKOW CTENEHH PUCKA, COUETAIOMIAsICS C HACIEACTBEHHBIM Ae(PUIIMTOM MPOTEHHA
C, Tsxenas TPEIKIAMIICHUS, PEATM30BABIIMECS BHYTPUYTPOOHBIMH TpomMOO3aMu
IIPABOY MOAKIIIOYMYHON aAPTEPUU U NTEPEHEN U CPEIHEN MO3TOBBIX apTEPUM CIIpaBa.

Jleuenue:@pakcunapuH €O BTOPOTO Yaca >KU3HM, [enmapuHU3UpOBaHHAsS
mna3ma Ne6 ¢ MepBBIX CYTOK, AJIIPOCTAaH € 2-X 4YacoB ku3HHU, Akrenuze Nel B
Bo3pacTte 19 uvacoB xu3Hu, AHTHOaKTepuanbHas Tepanus, OnepaTuBHOE JICUYCHUE:
aMITyTalusl BEpXHEW MMPaBOil KOHEYHOCTH.
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