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Cnucok cokpaueHum

I'pb — remopparuueckas 60Je3Hb

BIKK — BHYTpmXeny104KOBO€ KPOBOUIIUIHUE

AUTB — akTUBUPOBaHHOE YaCTUYHOE TPOMOMHOBOE BPEMSI
IITB — npoTpoMOHHOBOE Bpems

C3I1 — cBexezaMopoxKeHHasI I1a3Ma

[TJD - mponykTsl Aerpananuu GudpuHoTeHA U HUOpUHA
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BBenenue

I'emopparuueckas 0oJie3Hb HOBOPOXKIEHHEBIX — 3a00J€BaHME HEOHATAILHOIO
IIEpUOAa,  IPOSBIAIONIEeCs]  IOBBIIIEHHOW  KPOBOTOYHMBOCTBIO  BCIIEIACTBUE
HEJJOCTaTOYHOCTHA (PaKTOPOB CBEpPTHIBAHUS, AKTHBHOCTH KOTOPBIX 3aBHUCUT OT
BuTamuHa K. [1]

IMUIEMHUOJIOTHS

YacToTa BBISBIEHUS I'eMOpparuueckoil 0oe3H HOBOPOXKIEHHBIX COCTABIISIET
0,25-1,5%.

@aKkTOpPHI PUCKA PAa3BUTHS reMopparuvyeckoi 60J1e3HH HOBOPOKIEHHOTO
AHTeHaTaJIbLHbIE:

* AHTUKOATyISHTBl HEIPSIMOro JeUCTBUS, MPOTHUBOCYIOPOXKHEIE Ipernaparsl,
aHTUOMOTHUKHY IIUPOKOTO CIIEKTPa JEHUCTBUSA BO BpeMs OepeMeHHO CTH;

* ['ecT03 Ha (hOHE HU3KOTO CHHTE3a 3CTPOTEHOB

* ['ermaronaTuy U SHTEPOIATUU BO BpeMsi OepeMeHHOCTH
NuTpanarajbHble:

* ['unoxcus u achukcus miona

* Ponopasperienue myTeM ornepaluu Kecapena CeueHus
* PonoBas TpaBma

HeonarajbHbIe:

* HenoHo1eHHOCTH

* OTCyTCTBHE IPYAHOTO BCKapMIINBAHUS

* [IpoBenenne napeHTEPaIbHOIO IUTAHUSA

» AHTHOaKTepraibHas Tepanus

I'emopparudeckas 6oJjie3Hb HOBOPO:KIeHHBbIX (BUTaMuH K-3aBucumas)

B nepBele 2-3 CyT KU3HU yMEPEHHOE CHIKEHHUE YPOBHSI (paKTOpa CBEPTHIBAHMS
11, dakTopa ceepreiBanus VII, dakropa ceepreiBanus IX u daxropa cBepThiBaHUA X
IIpeJCTaBIsIeT co00i duzmonornyeckoe sApieHus. K mepBoHadalbHOMY YPOBHIO OH
BO3Bpariaercs K 7-10-My QHIO KUA3HH.

[Ipexomsmiee CHWXEHWE YPOBHS OSTUX BHUTaMUH K-3aBUCHMBIX (DakTOpOB
CBEpPTBIBAHUS CBS3aHO, MO-BUIUMOMY, C OTCYTCTBHMEM CBOOOIHOro BHTamMMHa K y
MaTepud U MUKPOGUIOPHl KUIIECYHWKA, CUHTE3UPYIOIIENM 3TOT BUTAMHH, Y
HOBOPOXXIEHHOTO. Y JIOHOIICHHBIX JETeH peako, y HEJIOHOIIEHHBIX Yallle
BEID@KEHHBIM ¥ 3aTSHYBIIWMCS AedUUUT BUTaMUHA K NPUBOAUT K JIIUTEIBHBIM
CIIOHT@HHBIM KPOBOTEUYEHHUAM Ha 2-7-€ CyTKU XU3HU. B IpyIHOM MOJIOKE BUTaMUHA
K Mamo, mosToMy KpOBOTEUYEHHUS 4Yallle BO3HUKAIOT y HOETed, HaxXONSIIUXCS Ha
€CTeCTBEHHOM BCKapMJIMBaHUU.



Kraccuueckyro remopparudeckyro 00je3Hb HOBOPOXKACHHBIX, MOIIAFOIIYOCS
jdedeHno BuUTamMuHOM K, HeoOxomuMo OTIMYaTeh OT JUCCEMHHHPOBAHHOIO
BHYTPUCOCYIUCTOIO CBEPTHIBAHMS M Oojee pPEeoKUX BpPOXKICHHBIX KOAryJOTaTHi,
00yCJIOBIEHHBIX N€(PHUIUTOM OTHOTO WM HECKOJBKHX (aKTOPOB CBEPTHIBAHHS U HE
MOJITAFOIIIMXCS JICUSHUIO0 BUTaMUHOM K.

MaccuBHble KpOBOTEUEHHMS B IE€pBbIe CYTKU JKHU3HHU, OOYCIIOBICHHBIC
nebuuuroM BuUTamMuHa K, BCTpedaroTcs y meTei, Marepyd KOTOPBIX IOJIyYaiH
JIeKapCTBEHHbIE CPENICTBa, MOAABJIAIOIINEe aKTUBHOCTh BuTamuHa K (dhenobapbuTan,
denuronn). [lozgHue KkpoBOTEUEeHUs, OOYCIIOBICHHBIE HapYLICHHEM BCACHIBAHIII
BUTaMrHa K, BcTpeqaroTcs Mpy HEOHATAIBHOM T'elIaTUTE U aTPe3UH KEIMUHBIX My TeH.

IIpu  remopparudeckoii  OOle3HHM  HOBOPOXKACHHBIX,  00yCIIOBICHHOU
BBIpaKEHHBIM, HO TIPEXOISUM Aebunintom BuTaMuta K, HaOIONar0TCsS B OCHOBHOM
KeIyJOYHO-KHILIEYHbIE U HOCOBBIE KPOBOTEUEHMS, KPOBOUIJIUAHUS [10]] HaAUEePEITHON
arloHEeBPO3, BHYTPHUYEpPEITHbIE KPOBOW3IMSHHUS W KPOBOTEUEHHUs Iocie oOpe3aHus.
BHyTpuuepenHOMy KPOBOU3IUSHUIO MOXET IIPEAIISCTBOBATH JIETKOE KPOBOTEUEHUE
WHOM Jokanm3anuu. [IpoTpoMOMHOBOE BpeMs, BpeMsl CBEpPTHIBAHUS KpPOBU U
YaCTHYHOE TPOMOOIUTACTMHOBOE BpeMsi OBIBAIOT yBEIHYEHBI, yPOBEHbH (HaKTOPOB
ceepreiBanus Il (mporpomOun), VII, IX u X cHmwxkeH. Burtamun K ydactByeT B
TTOCTTPAHCKPUIIIIMOHHOM ~ KapOOKCHJIMPOBaHWM  yKa3aHHBIX  ¢akropoB. Ecnu
KapOOKCUITMPOBAHUSI HE IIPOUCXOAMUT, OHM 00pa3zyroT OeloK, HHAYLHWpPOBaHHBIN
orcyrctBueM BuTamuHa K (PIVKA - protein induced in vitamin K absence), -
YYBCTBUTEIBHBIM TIOKa3aTelb JAedUIUTa 5TOr0 BUTAMHUHA. Y  JOHOIIEHHBIX
HOBOPOYKIEHHBIX BpeMsI KpOBOTEUECHHUS, ypoBeHb (prbpuHoreHa u ¢axkropos V u VIII,
KOJTUIECTBO TPOMOOIIMTOB, JIOMKOCTh KAMJIISPOB U PETPAKIUSA KPOBSHOIO CTyCTKa
COOTBETCTBYIOT OOIIEIPUHITEIM HOPMaM.

Bayrpumsiiieunoe BBegeHMe | Mr BurtamuHa K cpazy mocie poXAeHUS
IpeoTBpallaeT CHIDKEHHE YPOBHS BUTaMuH K-3aBHCUMBIX (PaKTOPOB CBEPTHIBAHMS Y
JOHOLIEHHBIX HOBOPOXKIEHHBIX. Y HEIOHOIIEHHBIX OHO He CTOJb 3(PQEKTUBHO.
MeienHoe BHYTpHWBEHHOe BBeleHHe 1-5 Mr BurtampHa K ymydinaeT BBIpabOTKY
(GakTOpOB CBEpTHIBAHUS M IPUBOJUT 4YEpe3 HECKOJIBKO YacoB K OCTAHOBKE
kpoBoTedeHust. OIHAKO TPU 3HAYUTEIBHBIX KPOBOTEUEHUSX, OCOOEHHO Yy
HEJIOHOIIEHHBIX, MW TIPU  TMOPaXEHUSX IE€YEHU  I[I0KA3aHO  IIepelIiBaHue
CBEKE3aMOPOXKEHHOW IUIa3Mbl WM LEelNbHOW KpoBH. IIpm amexkBaTHOM Tepanuu
reMopparndeckas 60JIe3Hb HOBOPOXKICHHBIX TPUUUHON CMEPTH OBIBAET PENIKO.

OcobenHo BbIpaKeHHBIH nedumur BuTaMUH K-3aBUCHUMBIX  (aKTOpOB
CBEPTBHIBAHUS OIMKMCAH y HOBOPOXICHHBIX OT Marepel, IOJydyaBIIUX BO BpeMs
OepeMEHHOCTH IPOTUBOCYIOPOXKHBIE MpemnapaTsl (peHobapburan u (eHuTonH). Y
HUX OOUJIBHBEIE KPOBOTEUCHHS BO3HUKAIOT B IEPBbIE CYTKM XHU3HH. OOBIYHO OHHU
IIOIAOTCS JIEYeHHMIO BUTaMUHOM K, HO B HEKOTOPBIX Cydasx OH MajJo3(p(QeKTUBEH U
JeHCTBHE €ro MpOSBISIETCS C OIMO3JAaHHeM. B TOmOOHBIX cllydasx Cllenyer
OIIPENEATh IIPOTPOMOMHOBOE BpeMs KPOBH W3 ITyIIOYHOW BEHBI M BBOAUTEH 1-2 Mr



BUTamMuHa K BHYTPHUBECHHO. Ecnu HpOTpOM6HHOBO€ BpPEMSI 3HAYUTECIIBHO YBEJIMYCHO U
BUTaMuH K JICUCTBUS HE OKa3bIBAaCT, BBOOAT 10 mi/kr CBG)K€38.MOpO)K€HHOI>i I1J1a3MBI.

Obs3arenpHOe MPODMIAKTHYECKOE BHYTPUMBIIIEUHOE BBENEHNE BHTaMHHA K
0e30MmacHo U He ABIsgeTCs (HaKTOPOM PUCKA 3II0KAUeCTBEHHBIX OIyXOJeH U JIefko30B
y Znered. MHorma ero 3aMeHsIOT BBelleHHMeM 1-2 Mr Buramuna K BHyTps mpu
POXICHWUHU, TIPU BBIIKCKE W3 DONMUIBHOIO JoMa U B BospacTe 3-4 Hex. OmHAaxo
5QGeKTUBHOCTS MONOOHON 3aMEHBl He M3ydeHa, I[I03TOMY JUIs  IIMPOKOTO
NpUMEHEHWs  OHAa  He  pexoMeHnyeTcs. OCHOBHBIM  METOLOM  OCTaeTcs
BHYTPHUMBIIIIEUHOE BBEICHUE.

KpOBOTe‘{eHI/Ie y HOBOPOXKACHHBbIX, BbI3BaHHBIC BPOXKACHHBIMHA
KoaryJ/JionaTusimMmu

KpoBoreuenns MHOW STHONOTUH KIMHHUYECKHA OT IeMOPPAarduecKod GOJIe3HH
HOBOPOXIEHHBIX (BUTaMHMH K-3aBucuMoOii), HeOTIMYMMEI, HO BHTaMHH K He
IPEeqyNpexaaeT U HE yCTpaHsAeT UX. BpOXXZeHHBIE KOaryJaomaTHd MPOSBISIOTCS B
IIEPUOJ HOBOPOXKJIEHHOCTHU Tak e, KaK reMopparudeckas 00Je3Hb — reMaTOMaMH,
nerreo0pasHbIM CTYJIOM, KDOBOTEUEHHUEM U3 IIyIKa M KPOBOTEYEHUEM U3 PAHBI II0CTIE
obpesanmsa. Jlepunur dakropa VIII (remodumms A) u aedunur daxropa IX
(remoduius B) mposBiseTcs KIMHUYECKH B IIEPUOL HOBOPOXKIEHHOCTH TOIBKO B 5-
35% cmydaeB. [l KOppeKUUH BPOXKAEHHOTO Aedunurta (GpakTopoB CBEPTHIBAHUU
TpeOyeTcs IepelrBaHUs CBEXE3aMOPOXKEHHON IUIa3MBI HIIH  COOTBETCTBYFOLIMX
bakTopoB.

KpoBoTeuyenune y HOBOpoKAeHHbIX, BbI3BaHHbIe [IBC-cunapomom

JMCCEMUHUPOBAHHOE  BHYTpUCOCynHUCToe cBeprThiBanue (JIBC-cunmpom)
IPUBOMUT Y HOBOPOXIEHHBIX K IIOBBIIICHHOMY IOTPEONCHHIO  (haKTOpOB
CBCPTBIBAaHUS U KPOBOTEUYEHMIO BelieAcTBUEe dToro. OH wHame pa3BUBaeTCsS y
HEJOHOIIEHHBIX Ha (DOHE TUIOKCHH, alliao3a, II0Ka, FeMAHTHOMBI WU MHOEKINH.
Jleuenue mpyu HeM JOJDKHO OBITH HallpaBIIEHO Ha OCHOBHOE 3a0ojieBaHUE, HAIIPUMED
MH(EKIHUIO, IPEKpalleHre IOBBIIIEHHOTO OTpeOieHus] (haKTOPOB CBEPTHIBAHMS U
BO3MelleHUe nePuiuTa GaKkToOpoB CBEPTHIBAHMS.

[Ipy  ;mIOGBIX  YrpOXKAIOUIMX ~ KU3HK  KPOBOTEYEHMSX  (HAIpUMeD,
BHYTPHUYEPEIIHBIX) II0KAa3aHO HEMEIJICHHOE IIepeNIuBaHue CBEXXE3aMOPOKEHHOM
IUIa3MBl, BBeJeHHe BUTaMuHa K, Ipu HEoOXOIUMOCTH - TiepeMBaHUE KPOBU Cpasy
II0CJIE€ B3STUS KPOBU [UJIS OIpEIETICHUsS IoKa3arejedl CBEPTHIBAHMSA, B TOM YHCIIE
KOJIM4YEeCTBa TPOMOOITUTOB.

Kiununyeckasi xapakTepucTHKA

Pannss popma remopparudeckoit 60J1e3HH HOBOPOXKIEHHBIX:
* [losiBNIeHe KPOBOTOUMBOCTH B MEPBEIe 24 yaca KU3HU
 ['emaremesuc

» Menena



e JlerouHoe KpoBOTEYECHUE
* KpoBousnusiHus B OpraHbl OPIOITHOM MOIOCTH
» Kedamoremaroma
 KoxxHble reMopparuu
Krnaccuueckas ¢popma remopparndeckoir 601e3HN HOBOPOXKIEHHBIX
* KpoBOTOUMBOCTE Ha 2-5 CyTKH )KU3HH
* KpoBoTeueHus py OTHAAEHUH OCTaTKa ITyTIOBUHEI
* MeneHa
* ['emaremesuc
» BHyTpudepernHbie KpOBOU3IUAHNSA (CIIy4dau TsKEJION TMIIOKCHH)
* JlerouHble KPOBOTEUEHUS
[To3mHsis hopma reMopparudeckort 00Ie3Hn HOBOPOXKISHHBIX:

» KpoBoTounBOCTE B Bo3pacTe 2-12 Henens )XU3HU (Ha GoHE OCHOBHOTO
3aboneBaHuUs )

» Baytpuuepennsie kpoouznusaus (6osee 50% cirydaeB)
» OOIIHPHBIE 3KXUMO3BI
» KpoBoTeueHus U3 MECT UHBEKIIUN

OCHOBHOE OCIIOKHEHNE — PA3BUTHE THITOBOJIEMUYIECKOTO (TeMOPParuieckoro)

1oKa
JAunarnoctuka
JlaGopaTopHbIe HCCIAENOBAHUS:
» Bpems cBepThIBaHUS (YAJIMHEHNE)
« Bpems kpoBoTeueHuUs (HOPMaJIbHOE)
+ KomruecTBO TpOoMOOLIHMTOB (HOPMa/TIOBBILIEHO )
* KonuaecTBo 3pUTPOLIUTOB
* YpoBeHb reMOoTI00rHa
* [ToxaszaTens reMarokpuTa
* Koarynorpamma:
o ITporpombunosoe Bpems (IITB) — ynninneno
0 AKTHBHpPOBaHHOE YacTHUHOE TpoMborutacTrHoBoe BpeMs (AUTB) — yamuneHo
o Tpom6unoBoe Bpems (TB) — HOpma

e [Ipu Hamuuuy MeJIeHs! — TecT AnTa-JlayHepa, HCKIIIOYUTE XUPYPTUIECKY O
aTONOTHIO (AHOPEKTAIBHBIE TPABMBI, ATHIUIOMBI, aHTHOMATO3 KHIIEYHHKA)



HNucTpyMeHTANIBHBIE HCCTIEI0BAHUS

* Heitpoconorpadus

* Y3U opraHoB OpIOMIHOM HOJIOCTU U 3a0PIONTMHHOTO MTPOCTPAHCTBA
AuddepenunaibHas JUATHOCTUKA:

» HacnencTBeHHbBIE KOATyIOTIATHN

* TpomOoruTOIEHIUECKAs Ty pITypa

» JIBC-cunmpom

Tepanus

* Benienue cBexe3aMopoXKeHHOH mia3Mbl 10-15 mi/kr

» KoHnieHTprpoBaHHbBIN Ipemnapar nporpoMbuHoBoro komruiekca 15-30 EJI/xr B/B
O0JIIOCHO OHOKPATHO (TOJIBKO B CITydae Pa3BUTHS KU3HEYTPOXKAIOIINX COCTOSTHUN)

» PacTBop Bukacosna 1% B/mM 0,1 MII/KT B CyTKM B TeueHue 3 THEH (IOIMyCTUMO
MOJIKO’)KHOE€ BBEEHHUE C LINIbIO MIPEAYTIPEKISHUS Pa3BUTHS [10CThUHBEKITHOHHOM
reMaTOMBI)

* [Tpu pa3BUTHU TUIIOBOJIEMHUYECKOTO II0Ka — BocmoiaHernue OLK
(cBexke3amMopoXKeHHas 1a3ma B 103e 20 MII/KT) ¢ MOCIeNYIOLIUM MPOBEASHUEM
reMoTpancy3uu (IpuTporMTapHas Macca) u3 pacdera 10 Mi/kr

» ®opmel BuTaMuHa K 111 nepopanbHOro npuMeHus — 3QpQEeKTUBHOCTE He T0Ka3aHa
B PAaHIOMU3APOBAHHBIX UCCIIEIOBAHUAX

3akjroueHue

3aJI0rOM YCIENTHOW W CBOEBPEMEHHOM KOppEeKLWH HapylIeHUWN remocrasa y
HOBOPOXKIIEHHBIX SBIISICTCS WX TOUHAs W OIepaTHBHas AuarHocTuka. OHa BO3MOXKHA
IpY YCIOBHM TECHOM IMPEeMCTBEHHOCTH B paboTe KIWHUKKA M j1abopaTopuu, IpH
COBMECTHOM pa3paboTKe «TUIIOBBIX» U WHAUBUAYAIBHBIX IIPOrpPaMM OOCIIENOBaHUS U
JIeYeHMs] BpadaMHW-HEOHATOJIOTAMH, aHECTE3WOJOraMH U BpadyaMHU-T1abOpaHTaMH,
KypUPYIOIIUMH UCCIIEOBAHUS [EMOCTa3a.

CTaHIapTHYIO  aHTUIeMOPParddecKylo  TEpaluio Yy  HOBOPOXKIEHHBIX
palMoHANBHO ITPUMEHSTH BIEpBBIE [BOE CYTOK JKM3HHU. lIpu remopparmdeckoi
0oJe3HN HOBOPOXACHHBIX oOHa obddexkTuBHa. [losBieHne remMopparuydecKux
COCTOSTHUH Y HOBOPOXKJICHHBIX B T€UEHUE MIEPBOTO MECSLIA )KU3HU CBUAETEIIBCTBYET O
BBIXOJI€ TTapaMeTPOB reMoCcTasa 3a (PU3U0IOrHIeCcKie, KOMIIEHCUPOBAaHHbIEC TPaHUIIBI.

KpuTtrdeckuMu JIi HOBOPOXKIEHHBIX B IUIAHE aJalTaldd K BHEYTPOOHOMN
KU3HA sBISAIOTCS  3-5-¢ cyTku. VIMeHHO B 3-5-€ CyTKM JKH3HU OTMEYaeTCs



MaKCUMaIbHEIM MmogbeM B KpoBu POMK u HauMeHbIas akTUBHOCTH (DaKTOPOB
cBepThIBaHUsA. KIIMHWYECKHUE MPOSBIECHUS IeMOPParudeckoro CUHAPOMa B 3TU CPOKHU
OIHOTHIIHEI, & IIPHYMUHEI pasHooOpa3Hbl. OHKM MOTYT OBITH paciv(pPOBaHB! TOJIBKO
npu 1ab0paToOpHBIX UcCIenoBaHUAX. KoppeKius reMopparudecKux pacCTPOUCTB Yy
HOBOPOXKIEHHBIX JOJDKHA OBITh WMHAWBHAYAJIBHON, B 3aBUCUMOCTH OT BeIyILEro
HapYIIeHWs, BBIIBIEHHOIO TIPHU JIa0OpaTOpHOM OOCIEIOBaHUM, aleKBaTHOCTH
Ha3HAYEHHOW Tepalvy JOJDKHA OBITh MOATBEPKACHA J1a00PaTOPHO.
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