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1. MeToaoJiorust

MeTOZIbI, HCIIOJIb30BAaHHBbIC AJIsA cﬁopa/ce.nelcuuu A0OKa3aTe/IbCTB:
IIOXCK B DJICKTPOHHBIX 0azax JaHHBIX.

Onucanue MeTOA0B, UCII0JIb30BAHHBIX /ISl cOOpa/celeKIIUM J0KA3aTeJIbCTB:

J0Ka3aTelbHOM 0a30i A peKkoMeHIauui SBJSAIOTCS MyOiaukKanuuy, Bomleqmue B KoxpaHOBCKYIO
o6ubnuoreky, 6a3pl ganubix MEDLINE u EMBASE no cocrosuuto Ha 1 oktsi0ps 2014 r. I'myOuna
noucka cocrasisiia 60 jer.

MeToabl, HCTIOJIL30BAHHBIE /1JI51 OLIEHKH Ka4eCTBA U CHJIbI I0KA3aTeJIbCTB:
e KoHceHcyc 3KCIEpTOB;

e OreHKa 3HAYMMOCTH B COOTBETCTBUH C PEUTUHIOBON CXeMOMH (cXema Mmpuiaraercs)

PeiiTuHrOBas cxema VIl OLICHKH CHJIBI PEKOMEHIAUMH npeacTaBiaeHa B Tadauue 1.

Tabmuna 1
YpOBHM 10Ka3aTEIbHOCTH
1++ Mera-aHanu3bl BBICOKOTO KauyecTBa, cucreMmarnueckue 063opbl PKU mnu PKU ¢ ouens
HU3KUM PUCKOM CHCTEMHBIX OHIMOOK
1+ KauectBennble Mera-aHanusbl, cuctemaruuyeckue o06030ppl PKU ¢ Hu3kUM puckom
CUCTEMHBIX OIIHOOK
1- Mera-ananussbl, cucremarnyeckue 00630psl PKU ¢ BBICOKMM pUCKOM CHCTEMHBIX OITHOOK
2++ Cucremarnueckue 0030pbl BHICOKOTO KauyecTBa MCCIEI0BaHUM TUIIA CIy4ail-KOHTPOJIb WIH

KOTOPTHBIX I/ICCJ'IGI[OBaHI/Iﬁ
HCCJ’ICI[OB&HI/ISI THIIA CHy‘I&fI-KOHTpOJ'[B HJIM KOT'OPTHBIC UCCIIECA0BaHNA BBICOKOI'O0 Ka4CCTBA
C OYCHb HU3KHM PHCKOM HCK&)K&I—OHI@I\/'I CHCTEMAaTHYECKOM OIIUOKHU

2+ HccenenoBanus Tuma ciydaii-KOHTPOJIb WM KOTOPTHBIE UCCIIEI0BAHMS BBICOKOTO Ka4eCTBa
C HU3KUM PUCKOM MCKa)Kalolel CUCTEMAaTUYECKON OTMOKHI

2- KadecTBeHHBIE MCCIIEOBAaHUS THIA CIYy4ail-KOHTPOJIb WJIM KOTOPTHBIE HMCCIIENOBAaHUSA C
BBICOKMM PUCKOM HCKa)Karollled CUCTEMaTUYeCKOr OINOKU

3 Heananmntrueckue wuccieqoBaHus, HapuMep OINHUCAHMS OTAEIBHBIX KIMHUYECKHUX
CJIy4aeB, CEpUU CIIy4acB

4 MHeHue skcnepra

MeTOJIbI, HCIIOJIb30BAaHHBbIC AJIsA (l)OpMy.]IHpOBaHI/IH peKOMeH)]aIIP[ﬁ:
KOHCCHCYC 3KCIICPTOB.
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PeiiTuHrOBasi cXxeMa OLIEHKH CHJIbI PEKOMEHIALMI NpeAcTaBIeHa B Tadauue 2.

Tabmuma 2
PeilTuHroBasi cxema OIEHKHU CHJIbI PEKOMEHIAIUI

A He menee ognoro mera-ananmza, cucremarudeckoro o63opa uwiu PKU, onenennoro kak
|++ 1 HenmocpeACTBEHHO NPUMEHUMOTO K LEIEBOU MOMYIISUN; NN

JlokazarenpHas 0a3a, cCOCTOSIIAs MPEUMYIIECTBEHHO M3 MCCIEIOBAHHM, OIICHECHHBIX KaK
1+, HEmoCpeACTBEHHO NPUMEHUMBIX K II€JIEBOM MOMYISIUH U JAEMOHCTPUPYIOIIUX
OJINHAKOBBIE PE3YIIBTATHI

B JlokazarenpHass  0a3a, BKIIOUaOIIas  HMCCIACAOBAHUS, OICGHCHHBIE  Kak 2+,
HCIIOCPCACTBCHHO ITPUMEHUMBIC K ueneBoﬁ Moyt

U IEMOHCTPUPYIOLIHNE OAUHAKOBEIE PE3YIIBTaThl; IIU

DKCTpaIoIMpOBaHHbIE JAaHHBIC HCCIEIOBAHMM, OIIEHEHHBIX KaK 1++ nimn 1+

C Jloka3zarenpHas 6a3a, BKIIOUAIOLIAs UCCIIENOBAHUS, OLIEHEHHbIE KaK 2+, HEMOCPEICTBEHHO
MIPUMCHUMBIC K IICJ'IGBOI71 8(e2NR"21520085051

U JEMOHCTPHUPYIOIIUE OJUHAKOBBIC PC3YIIbTAThI; NI

DKCTpAIoINpPOBAHHbBIE JAaHHBIC UCCIEAOBAHMI, OIIEHEHHBIX KaK 2-++

D VYpoBeHb 0Ka3aTeNbHOCTH 3 WK 4; WM SKCTPANOJUPOBAHHBIC JAHHBIC HCCIIEIOBAHUM,
OLICHCHHBIX KaK 2+

HNuauxaropsl no6pokavectBenHoil npakTuku (GoodPracticePoints — GPPs):
pexomeHayemas J00poKayecTBEHHAs IPAKTHKA Oa3upyeTcs Ha KIMHUYECKOM OIMbITe paboyeil rpymibl 1o
pa3paboTKe peKOMEHIAIUH.

IKOHOMUYECCKUNA aHAIU3:
aHAJIN3 CTOUMOCTH HE MPOBOIIICS U IMTyOJUKAIH 110 (hapMaKOdIKOHOMHUKE HE aHATTM3UPOBAJIUCH.

MeToabl BAIUAM3ANMH PEKOMEHaluii:
e BremHss sKkciepTHaAsA OLICHKA;
e BHyTpeHH:s dKCIIepTHas OLICHKA.

Onucanue MeTOa BAIUIN3AIUH PEKOMEH At

HaCTOﬂHH/IC PEKOMEHAAIU B HpeI[BapHTeHI)HOfI BEpCUun ObLIH PEUCH3NPOBAHbI HE3aBUCUMbBIMU
JKCTIEPTaMH.

HOJ’Iy‘{CHBI KOMMCHTapHu CO CTOPOHBI Bpaqeﬁ HCOHATOJIOI'OB U3 HECKOJIbKUX PErHOHOB IIEPBOro 1
BTOPOTO JTallOB BbIXaXMBAaHUS HOBOPOXKIEHHbIX Jered (rr. MockBa, MockoBckas 005acTb,
Jlenunrpaackas oOnacte, SApocnaBnb, Skyrck, XabapoBck, CraBponosb, Yensounck, Kpacnonmap) B
OTHOIOCHWH JOCTYITHOCTH, JOXOAYNBOCTU N BOSMOXHOCTH IIPUMCECHCHUA pCKOMeHZ[aIII/II\/II B HOBCCI[HGBHOﬁ
IIPaKTUKE.

Bce koMMeHTapuH, MOJydeHHBIE OT SKCIEPTOB, AHATH3MPOBAIUCH MpEACEAaTe]IeM W UYICHAMHU
paboyeil rpynibl, BHOCHIINCH U3MEHEHHUS C YI4E€TOM PEKOMEHIAIUil.

KoncyabTanusi 4 3KcnepTHasi OlleHKa

[IpenBaputenbHas Bepcusi ObUla pa3MelieHa Juid oOCyxJaeHuss Ha caifte http://neonatology-
nmo.geotar.ru, Jiist TOro, 4ToObl IHUPOKUM KPYT JHI UMEJl BO3MOKHOCTb IPUHATH Y4acTUE B 00CYXKIEHUU
1 COBEPLICHCTBOBAHWN PEKOMEHIAIN.

PaGouas rpynna

JIisi  OKOHYATEeNhHOW pPENaKIMU W KOHTPOJIA KadyecTBa PEKOMEHJAIMU ObUIM  MOBTOPHO
MIpOaHATM3UPOBAHBI WICHAMH paboyell TPpyIIibl, KOTOPbIC MPHIILIH K 3aKIFOUEHUI0, YTO BCE 3aMEUaHUs U
KOMMEHTapHH JKCIEPTOB MPHHATHI BO BHUMAaHHME, PUCK CHUCTEMATHYECKUX OIMMOOK MpU pazpaboTke
PEKOMEH/IalNi CBEICH K MUHUMYMY.
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OcHoBHbIE peKOMeHIalluH

Cunbr pekoMmennanuii (A-D), ypoBHm noxaszarensctB (1++, 1+, 1-, 2++, 2+, 2- 3, 4) u
MHMKATOPhI 100pOKaueCTBEHHOM NpakTUKH - goodpracticepoints (GPPs) npuBoasaTcs B x01€ U310KEHUS
TEKCTa PEKOMEHIAlN .

2. Onpenenenue, Kiaccu@uKanms, ITHOJIOT M, TATOreHe3 H (PaKTOPbI pUCKA

I'emopparuueckast Gosie3np HoBopoxkaeHHbIX (I'pbH) (kogq MKB — P53) wmmu Butramuu-K-
NeQUIUTHBIA TeMOpparMueckuil CHUHAPOM  — TMPUOOPETEHHOE WJIM BPOXKICHHOE 3a0oJieBaHueE,
MIPOSIBJIAIONIEECS MOBBILIEHHOW KPOBOTOUMBOCTHIO Y HOBOPOKJICHHBIX U JETEH MEPBBIX MECSILEB KU3HU
BCJIeCTBUE HepocTaToyHocTH (axtopoB cBepThiBaHusg kposu (II, VII, IX, X), akTUBHOCTH KOTOPBIX
3aBucuT oT BuTamuHa K [5, 7, 10, 26, 29, 41, 32].

2.1. Kinacenpuxkauus I'pbH

1. Pannss popma - CUMITOMBI HOSIBJISIOTCS B Te€UeHUE 24 4acoB MOCie poxkaeHus. Panuss dopma
4acTo CBsi3aHa C NMPHUEMOM MAaTephlO IMpenapaToB, Hapyllawolux MeTradonu3Mm ButamuHa K. Ota
¢dopma OoJsie3HN HE MOXKeT ObITh NMpeAyNnpexaeHa MmyTeM Ha3HaueHus ButamuHa K mocne pomos.
XapakTepHbl KpoBaBasi pBOTA, JIETOYHOE KPOBOTEUEHUE, MEJIEHA, KPOBOU3IUSHUE B OPraHbl
OPIOIIHOM MOJIOCTH, HaaMOoYeuHuKH [5, 10, 27, 35, 43, 44, 48].

2. Kaaccnueckasi (popma nposiBIsSieTCS KPOBOTOUMBOCTBIO Ha 2-7 cyTku xu3Hu. Hambonee wacro
pa3BUBAETCsl y HOBOPOXICHHBIX MPU HEJOCTATOYHOM IMOCTYIUIEHMHM MOJIOKAa U OTCYTCTBUU
npouIaKTUYECKOro ImpuMeHeHuss ButamumHa K cpady mnocine poxzaeHus. XapakTepHbI
KEITYTOYHO-KHUIIIEUYHbIE KPOBOTCUCHHUSI, KOKHBIE TEMOPpPAruu, KPOBOTECUCHHS U3 ITYyITOYHOU PAHKH,
KPOBOTEUEHUS U3 HOCA M HAPYIICHUE CBEPTHIBAHUSA KPOBH B MECTaX MHBEKINI. BHyTpuuepentbie
KPOBOMBIIUSIHUSL MEHee TUITUYHBI JIs Kiaccuaeckoit hopmsl ['pbH [5, 10, 27, 35, 43, 44, 48].

3. OrcpoyeHHasi WM NO3AHASA (opmMa XapaKTepusyeTcs MOSBICHHEM CHUMITOMOB B IEpPUOI C 8
nHs 10 6 MmecsiueB xu3Hu [19, 41], X014, Kak npaBuiio, MaHU(ecTalus NPUXOJUTCS Ha BO3PacCT 2-
12 venens 5, 27, 41, 46]. 3aboneBanne BCTpeUaeTCs y I€TEH, HAXOASIINXCS HAa UCKIIFOUUTEITEHOM
TPYJHOM BCKapMJIMBaHUU U HE TMOJYYMBIINX MpoduiaakTuky ButamuaoM K mocne poxnaenus. B
nojioBuHe ciydaeB mo3nHss ¢opma ['pbH pasBuBaercs Ha ¢oHe 3a00JieBaHH M COCTOSHHIA
pebdeHKa, criocoOCTBYIOIIMX HAPYILIEHUIO CHHTE3a U BcackiBaHUs BUTaMuHa K (xonecras, cunapom
ManbabcopOuun). Ilpu 3Toil popMe yacTO PErucTpUpPYOTCS BHYTpUUYEPEIIHbIE KPOBOU3IUSHUS
(50 — 75 %), xOXKHBIE TeMOpparuv, KpPOBOTCUYEHHUS W3 MECT WHBEKIUH, MyIMOYHON PaHKUA U
xenynouHo-kuuedynoro Tpakra OKKT) u t.a4. [11, 35, 42, 43, 46].

be3 mpodumnaktuku yacrtota panneit u kinaccuueckou I'pbH cocrasmser 0,25 — 1,7%, no3anaei —
4,4 — 7,2 na 100 000 nHoBopoxxaeHHbIX [43]. B crpanax, rae ButamuH K Ha3HauaeTcsi mapeHTEpalibHO
HETOCPEeACTBEHHO mocie poxkaenus, yactota [I'pbH pasna 0,01% u menee. Yacrota 3aboneBaHus HE
3aBUCHUT OT MOJIa ¥ pachl peOeHKa.

2.2. DTHOJIOTHA U MATOreHe3

buonoruueckast ponbp BuTamMuHa K COCTOMT B aKTUBMPOBAaHUM TaMMa-KapOOKCHIMPOBAHUS
OCTAaTKOB TJIyTaMUHOBOM KuciaoTel B mnpoTrpomOuHe (dakrop II), mpoxonBeptune (daxtop VII),
antureMopuibHoM riodynune B (daxrop 1X) u dakrope Crroapra-Ilpayspa (paxtop X), a Takke B
anTunpoteasax C m S 1uia3mbl, UTPAIOLIMX BaXXHYIO POJib B aHTUCBepThIBarouieil cucreme [31, 51], a
TaKKe ocTeoKanbliMHEe U Apyrux Oenkax. [Ipu HenocraTtke BuTtamuHa K B meueHu MpOUCXOIUT CUHTE3
HeakTuBHBIX (pakTopoB II, VII, IX m X, HecrmocoOHBIX CBS3bIBATH HMOHBI KAJIBIUS U TIOJHOIICHHO
y4acTBOBATh B CBEPTHIBAHUU KPOBH [5].
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B npupone Bcrpewaercst Heckoapko TunoB ButamuHa K. Butamun K1 wnn GuaoXuHOH MIMPOKO
MIPEJICTaBJIEH B IMPOJYKTaX NUTaHUs (3€J€HbIe OBOIIM, PACTUTENIbHBIE MAacja, MOJIOYHbBIE INPOJYKTHI).
Buramun K2 win MEHaxMHOH CUHTE3UPYETCSl KUIIEYHOU MUKPO]IOpOH 1 BcacklBaeTcsa B KpaliHE MasblX
konmmuecTBax. OmHUM W3 myTe mpeobOpazoBanus ButamMmuHoB K1 um K2 B nmemonupoBanHyro dopmy
SBIJIIETCA UX METa0O0JIM3UPUPOBAHKE B KHUILIEYHUKE B MeHaauoH (ButamuH K3). U3 nupkynupytomiero B
KPOBM MEHA/JMOHA 3aT€M BO BHEINEYEHOYHBIX TKAHAX CHHTE3UpYETCS JENOHUpOBaHHAs ¢opma -
MEHaXUHOH-4.

MeHaguoH — CHHTETHYECKHHM BOJOPACTBOPHMBIN aHaIOr BuTaMuHa K, MHOTZIa Ha3bIBacMbIN
ButaMuHoM Ki, B Hacrosiee Bpemsi He wucroisibdyercss ans npoduminaktuku ['pbH B pa3Buthix
3apy0OexHbIX cTpaHax [45]. MenanguoH JeiicTByeT He caMm, a Mpoias MeTadoJUYecKud MyThb
npespamieHuss B nedeHn B ¢umuioxuHoH (K;) m menaxunon (K3), mostomy sddexr ero mnocne
MOCTYIUIEHUS B OPraHU3M pa3BUBAETCs MeAJIeHHO [3].

[lepenoc ButamuHa K depe3 mianeHTy oOrpaHuuYeH, I[IO3TOMY €ro 3amachl B II€UYEHU
HOBOPO’KJIEHHBIX, KaK U KOHIIEHTpAIUs B KPOBU MYIIOBUHBI 04eHb HU3KuE [43, 52]. Kpome Toro, BUTaMuH
K oTHOcuTCs K rpynmne >KMpopacTBOPUMBIX, I03TOMY BCACHIBAHUE €TI0 B KHIIEYHHKE BO3MOKHO TOJIBKO
IIPY HAJIMYUHU COJIEH KETUHBIX KUCIOT. Bo3moxHOCTH AenoHupoBanus ButamuHa K B opranusme o4eHb
HU3KHE, a IepuoJl noiypacnajga BUTaMMH K-3aBUCHMBIX (DaKTOpPOB CBEPTHIBAHUS OYEHb KOPOTKHUH.
BcnenctBue Becero BbllIenepeuUcICHHOrO JePUIUT BUTaMUHA K pH HEJ0CTaTOUHOM €ro MOCTYIUIEHUU
pa3BUBAETCsI OYEHb OBICTPO.

VY 3710pOBBIX HOBOPOXKJIEHHBIX COJEp)KaHUE B IJJa3Me KpoBU BUTaMUH K-3aBHCHMBIX (akTOpoB
cBepTbiBaHus coctaBisieT 30-60% oT ypoBHs B3pocibiX. X KOHIEHTpalusl yBEIUUYUBAECTCA MOCTETIEHHO
U JIOCTUraeT YPOBHsI B3pOCHBIX K 6 Henene >ku3HU. [IpakTUdyecku y BceX 3/I0pPOBBIX JTOHOIIEHHBIX
HOBOPOXKJIEHHBIX B II€pBble INATh JHEW KU3HU OTMEYAeTCsl COIPSDKEHHOE CHUYKEHUE YpPOBHS
MIPOKOATYJISIHTOB, (PM3UOJOTUUECKUX aHTUKOATYISTHTOB U IJIa3MUHOTeHa [4].

JlJis HOBOPOXJAEHHOTO €AMHCTBEHHBIM HCTOYHMKOM BUTamMHHa K SBIsSETCS €ro sK30re€HHOE
MOCTYIUIEHHE: C KEHCKUM MOJIOKOM, UCKYCCTBEHHOM MUTATEIbHON CMEChIO WM B BUJE JIEKAPCTBEHHOIO
npenapata. KonnyectBo Butamuna K, nomyqaemoro peGeHKOM, 3aBUCUT OT XapakTepa BCKapMJIMBaHUSI.
VYposens Butamuna K; B rpyamaom mMosoke cocrasisietT ot 1 1o 10 mkr/a [21, 26], B cpeanem 2-2,5 MKr/in
[22, 33], 9TO CyIIECTBEHHO HM)KE€ YE€M B MCKYCCTBEHHBIX MOJIOYHBIX cMecsX (0K0JI0 50 MKI/J - B CMeCsIX
U1 JOHOUIEHHbIX JeTeit; 60-100 MKr/i - B cMecsx /17151 HeIOHOLIEHHBIX).

Takum 00pa3oM, HOBOPOXACHHBIE JETH B CHIY CBOMX (DU3HOJOTMYECKHX XapaKTEpUCTUK
CBEpThIBAOLIEH CcUCTeMbl U MeTabosn3Ma BUTaMHHA K, MMEIOT MpeapacnoioKEHHOCTh K Pa3BUTHIO
BUTaMUH-K-gepuuurHoro remopparuueckoro cunipoma. Ilpu 3ToOM 3HauuMbBIMH  (aKTOopamuy,
crnocoOcTByrouuMu  pazBututo ['pbH, SBISIOTCS HCKIIOYUTENbHOE TPYIHOE BCKAPMIIMBAHHUE W
OTCYTCTBHE MPO(UIaKTHUIECKOT0 Ha3HaueHus ButamuHa K cpasy nmocne poxaenus [25, 27].

2.3. ®akropsl pucka passutus I'pbH [5, 8, 19, 27, 52]

HckmounTenbHo rpyJHOE BCKapMIIUBaHUE.
OTtcyrcTBUE TPOPMITAKTHYIECKOTO BBeACHH BuTaMrHa K cpasy mocie poxaeHus peOeHka.
XpoHuveckasi THIIOKCHS II0a ¥ ac(hUKCHUS TIPU POKICHHH.
Ponosas tpaBma.
3asepKKa BHYTPUYTPOOHOTO Pa3BUTHA.
Ponpl myTem onepanuu kecapeBa CedeHHst
HenonomeHnHocTs.
[IpumeHeHre aHTUOMOTUKOB IIMPOKOTO CIIEKTPA JICHCTBUS.
. JlnuTenbHOE NapeHTepalbHOE MUTAHUE B YCIOBUSIX HEaleKBAaTHOrO CHaOKeHust BuTaMuHoM K.
. 3a0o0sieBaHMsI U COCTOSIHMSI peOeHKa, CHOCOOCTBYIOUIME HApYyLUIEHUI0 CHHTE3a W BCACBIBAHUS
BuTaMuHa K:
e cuHApPOM  ManbaOcopOuuu  (MyKOBUCLMI03, Juapes C  MaipbabcopOuue  KUpoB,
npogospkaroriasics 6onee 1 nenenn) [8, 14];
® CHHJIPOM KOPOTKOM KMILIKH;
® XOJIEeCTa3.

mSNoNon RN

—_ O

8
Accomuanysi HEOHaTOIO0T OB



12.

13.
14.

[Ipuem mMatepbio BO BpeMsi 0EpEMEHHOCTH JIEKAPCTBEHHBIX CPENICTB:

* AHTHUKOAryJsSHTOB HEMPSAMOTO JeHCTBUS (U3 IPYIIIbl HEOJUKYMapHUHOB, BaphapuH);

* IPOTUBOCYAOPOKHBIX MpernaparoB (6apOouTypatsl, kKapbamazenuH, PEHUTHOH U JIp.);

* 00JBIIKX /103 AaHTUOMOTHKOB IIKPOKOTO CHEKTpa eHCTBUS (0COOEHHO 11e(haToCTIOpUHbI);

* IPOTUBOTYOEPKYJIE3HBIX CPEACTB (M30HUA3U, pUDaMITULIUH);

* HECTEPOMJHBIX MNPOTHUBOBOCIAIUTENIBHBIX CPEICTB HEMOCPEACTBEHHO IMEpel  poAaMHU
(aeTucaNMUIMIIOBAs KUCIOTA, MHIOMETAUH U Ip. TPOMOOLUTapHbIE HHTUOUTOPHI).

[Ipesknamrcus.

3a0oneBanust MatepH (3a00JIeBaHUs IEYEHU U KUIICUHUKA).

Bxnag mnepeuncneHHbIX (aKTOpPOB pHCKa B pa3BUTHE O0JIe3HH OYIET COOTBETCTBEHHO

paznuuatbes B 3aBucumoctu ot ¢popmbl I'pbH (cm. knaccuduxamuio ['pbH).

2.4. KiuHuko-1a00paTopHas XapaKTepUCTHKA

Knununueckas xkapruna ['pbH xapakrepusyercs nosBiieHUEM CIOHTAaHHBIX KPOBOTEUEHUHN JTHO0O0M

JIOKaJIN3alluu:

KpoBoTeuenus u3 emyq09HO-KUIIEYHOTO TPaKTa (MEJIeHa, TeMaTeMEe3HC);

W3 nynoyHoii paHku (B TOM 4MCII€ IPU OTNAJAEHUHN OCTaTKa IYIOBUHBI);

KoxHbie remopparuu (3KXHUMO3bl, IETEXUH);

KpoBOTOUMBOCTB M3 MECT UHBA3UM;

Jlerounsle U HOCOBbIE KPOBOTEUECHMUS;

KpoBousnusinusi B opranbl OproIIHOM MOJIOCTH;

KpoBousznusiuus B HaIOYEUHUKHY;

Ha ¢one pedpuumra Butammna K Moryr mnporpeccupoBaTh I€éMaToMbl B MECTE€ TpPaBMbI
(keamoremaToma, SKXUMO3bI);

Jlia nmo3nHed (GopMbl XapaKTepHbl BHYTPUUYEPEIIHbIE KPOBOUBIIUAHUSA: CYOIypanbHble FreMaTOMBbI
(40%), mapenxumato3nbie (40%), BayTprxkenynoukoBbie (10%) u cybapaxnounansabie (10%)
KpoBOM3IMsHES [56]. Bonee ueM y '/3 mereil 3a HECKOIBKO HENEIb 10 KPOBOMBIMSHHS B MO3T
MOTYT TOSBIATBCA JKXUMO3bl [46]. Kak mpaBuio, BHYTpUUEpENHbIE KPOBOU3JIMSHUSA
PETUCTPUPYIOTCS y ACTEN, HAXOIAIIMUXCS Ha UCKIIFOUUTENIbHO TPYJHOM BCKapMJIMBAHUU.

Jlpyaue nposenenus [ pbH:

[Ipu 3HAUUTENTBHBIX KPOBOTEUEHUSX PA3BUBACTCSI aHEMUS;

TpombouuTONIEHUSI HE XapaKTepHa, OJIHAKO, OHA MOXET BO3HHKATh BTOPUYHO, B pe3yJbTaTe
MAaCCHBHOM KPOBOIIOTEPH;

Hedunut Butamuaa K Moxker conpoBokaaTbcsi TpoMO03aMu, Tak Kak npu K-runmoBuramuHose B
MIEYEHU TaK K€ MPOUCXOAUT HapyllIEeHUEe CUHTE3a aHTUKOoaryIstHToB — npotenHoB C u S [31, 511].

2.5. JIabopaTtopHasi AUATHOCTUKA

Obcneoosanue npu nooospenuu na I pbH exnouaem 6 cebs:

1. OO6mwmit aHaMM3 KPOBU C OMPEICTICHUEM TPOMOOIIUTOB;

2. Koarynorpamma: (QuOpHHOreH, HpPOTPOMHUHOBOE BpeMs (WM NPOTPOMOMHOBBIM HHJIEKC
(IITU) wunmm wmexnayHaponHoe HopMaiu3oBaHHoe oTHoueHue (MHO)), axTuBupoBaHHOE
yacTuyHOe TpoMOormiacTuHoBoe Bpems (AUTB), TpomOGuHOBOE BpeMs.

3. YapTpa3ByKOBOE HCCIIEI0OBAaHUE OPraHOB OPIOIIHOM MOJIOCTH, TOYEK, HAAIOYEYHUKOB;

4. Hetipoconorpadus (HCT).

Ina I'pBH xapaxmepno [5, 10, 27, 43]:

1. Yaiuaenwe npoTpOoMOMHOBOrO BpeMeHH, dYacTo B 4 pasa u Oosee, cHmwkenue [ITU,
noseimenne MHO;

2. VYmmuenne AUTB;
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3. HopmanbHoe TpOMOMHOBOE BpeMsi;
4. Kak npaBuio, HOpMaJbHbIN YpOBEeHb (PUOPUHOTEHA U KOJIMUYECTBA TPOMOOIIUTOB.

[lepBpiMM Tpu remMopparudeckoil ©OO0JIE3HM HOBOPOXKICHHBIX HU3MEHSAIOTCA IOKa3aTelu
IPOTPOMOMHOBBIX TECTOB, a B 00JIee TXKENbIX clyyasx npucoeaunsercs yanuaenue AUTB.

[Ipu ouieHKe KoaryaorpaMmbl HEOOXOIUMO YUUTHIBATh, YTO HOPMATHUBHbIE 3HAUECHHUS ITOKa3aTenei
reMoCTa3a y HOBOPOXK/IEHHBIX U JIeTel MEPBbIX MECALIEB KU3HU OTJIMYAIOTCS OT pePepeHCHBIX 3HAYECHUI
B3POCJIBIX U [TOJIBEP>KEHBI CYIIIECTBEHHBIM U3MEHEHUSM Cpa3y MOCIIE POXKIACHUS.

VY HeNOHOIIEHHBIX JEeTed HMEIOTCd CBOM OCOOEHHOCTM TeMOCTa3a B 3aBHUCHUMOCTH OT
recTallMOHHOIO BO3pacTa, XapaKTepPU3YIOIIHUECs 3HAUUTEIbHBIM Pa3MaxoM 3HAUCHH.

JUis ~ HOBOPOXKJIEHHBIX W  HEJOHOLIEHHBIX JIeTe  XapakTepHa  TMIIOKOAaryJsLHUOHHas
HaIpaBJIIEHHOCTh  IJJA3MEHHO-KOAryJSIMIMOHHOTO ~ 3BEHa  remMocraza Ha  (QOHE  IMOBBILICHUS
BHYTPHCOCYJMCTOTO CBEPTHIBAHUS KPOBU U aKTUBHOCTH Gubpunonuza [9, 16, 17, 37, 38, 39, 40].

AOCOIOTHBIE 3HAUEHUS MTOKa3aTeseil reMocTasa 3aBUCAT OT peareHTa U aHajJu3aTopa, 03TOMY B
KOKJIOMW J1abopaTopuu PEKOMEHIYETCS OIpeAeNaTh COOCTBEHHbIE pedepeHCHbIE 3HAYCHHS IS
HOBOPOYKJICHHBIX U HEJJOHOIIIEHHBIX JETEH B COOTBETCTBUU C MCIOJb3yeMOn MeToauKkou [2, 39, 40].

00630p pedepeHCHBIX 3HaYECHU TEMOCTAa3a JJIsi HOBOPOXKJICHHBIX U HEJJOHOIIEHHBIX JIETEH U3
Pa3IMYHbIX UCTOYHUKOB MH(OPMaLlMU IPEICTABIEH B IPUIJIOKEHUU 1.

[Ipsimbie 1aOOpaTOpHBIE TECTHI, KOTOPHIE MOIJIM Obl OTBEPrHYTh MJIM MOATBEPAUTH B KIMHUYECKOMN
npaxkTuke Aeguuut ButaMuHa K, mpakTuuecku oTCyTCTBYIOT.

Omnpenenenue ButamuHa K He mpeacrtaBiser cob0il TMArHOCTUYECKON IIEHHOCTH BCIICJCTBUE €TI0
HU3KOM KOHLIEHTPALUU Y HOBOPOKJIEHHBIX [42].

B numarnocruke nedpunura ButamuHa K moxer nmomous ompenenenue ypoBHs PIVKA (protein
induced by vitamin K absence or antagonism). Jledunut ButamuHa K compoBOKIaeTcsi MOBBIIICHUEM
ypoBHA aHOMalbHbIX (opMm K-3aBUCHUMBIX (PaKkTOpOB CBEPTHIBAHUS KPOBHU, K KOTOPBIM, OTHOCHTCS
nexkapOokcunupoBanHas popma nporpom6una: PIVKA-II. B pa3nbsix nccienoBanusax mokasaHo, 4To OT
10 1o 52% HOBOPOXKIEHHBIX, HE 3aBUCUMO OT I€CTAllMOHHOTO BO3PACTa, UMEIOT MOBBILIEHHBIH YPOBEHb
PIVKA-II B nynoBunHOM kpoBu. K 3-5 nuro xu3nu Beicokuit yposenb PIVKA-II oOnapyxuBaercs y 50-
60% pereif, HaxONAIIMXCA Ha TPYIHOM BCKapMJIMBAHWUM M HE IMOJIYYHUBIIUX MPO(PUIAKTUYECKOTO
BBeneHus ButamuHa K. B ciiyuae agexBatHoro obecnieuenus pedenka sBuramuaom K, yposens PIVKA-II
CHUXaeTCsl Ko 2-3-i1 Henesne XKU3HH. JIaHHBIN TECT MOXKET TIOMOYb B JTMArHOCTHKE CKPBITOTO JehHUIlnTa

BuTamuHa K, oHaKo, OH HE OTHECEH K OCHOBHBIM JHarHoctudeckuM mapkepam I'pbH na npaxrtuke [27,
28, 34, 58].

NB! ina I'pbH xapakmepHo yod/1uHeHue npompoM6UH08020 8peMeHU HA (hoHe
HOPMAaJ/IbHO20 YPOBHS MPOoM6oyumos u pubpuHozeHa [42]. Juazno3 nodomeepicdaemcs
HOpMau3zayuell npompoM6UH08020 8peMeHU U npeKpaujeHueM KpogomedeHus nocje
egedeHuss sumamuHa K (YpoeeHb dokazameavHocmu A) [44].

2.6. luddepenumnanbHast JUATHOCTHKA

Huddepenunanbayto auarHoctuky I'pbH mpoBomsT ¢ 3aboneBaHusSIMU, MPOSIBISIOLIUMUCS
reMOpPparu4eckuM CHUHAPOMOM Y HOBOPOXKJIEHHBIX, @ TAaKK€ C pAIOM 3a00JieBaHUM, HE CBS3aHHBIX C
HapylIeHHUEM reMoCcTasa:

e Cunapom mnporjoueHHoW KkpoBu. g wuckmouenus kposoredenuss u3 JKKT mnoxazano
npoBesieHue npoOsl AnTa-/layHepa: KpOBSHUCTbIE PBOTHBIE MAacChl WM Kaj pa3BOAST BOJOH U
MOJIy4aroT PO30BBIA PacTBOp, cojaepxkamiuii remoriaobun. [locne nenrpudyrupoBanus 4 mi
HaJ0CcaJouHON )uakoctu cMemmBatoT ¢ 1 ma 1% pactBopa Hatpust runpokcuja. M3menenue
1[BETa >KUJKOCTH (OLIEHKAa 4yepe3 2 MUHYTHI) Ha KOPUYHEBBIM CBUIETENBCTBYET O HAJIMYMU B
Hel reMoryio0nHa A (CBOMCTBEHHOTO MAaTEPUHCKOW KPOBH), a COXPAHEHHUE PO30BOTO IBETA — O
HaJIMYUU TeMOoTrJIo0nHa pedeHKa (111eJI0YHO-PE3UCTEHTHBIHN (PeTanbHbli reMorinoouH) [5];

e BpoxJaeHHbIE KOaryjaonaTuy;
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e TpoMOOIUTONIEHUN/TPOMOOIIUTOTIATHH;

e JluccemuHupoBaHHOe BHyTpHucocyauctoe ceeptoiBanue ([IBC);

e Jlpyrue npuuMHBI KPOBOTEUEHHH (TpaBMbI, 3po3un, nanuiaomsl JKKT, anrnomaros kumieuHuka,
Manb(opManu cocyaoB U Ip.).

3. JIeuenue

['maBHas menb JeUeHUs — MPEKPAaTUTh KPOBOTEUEHHE!

JIroboMy HOBOpOXAEHHOMY C mojao3penueM Ha ['pbH HezamemnuTenbHO NODKEH OBITH BBEICH

BuTamMuH K, He TOXKuAasce 1abopaTopHOTO OATBEPIKICHHS.

Ecnu 3a0oneBanne MmanupecTupoBajIo BHE CTallMOHApa, IOKa3aHa CPOYHAsl FOCIIUTATU3AIIMS.

[Tpr KpPOBOTOUMBOCTH PEKOMEHIOBAHO OJHOBPEMEHHOE BBEJICHHE CBEXKE3aMOPOIKECHHOW IIIa3Mbl

u Menaauona Hatpust Oucynspura ("Bukacon") [5]. OTa pekoMmenganus 00yciaoBieHa TEM, YTO

Menaguon  HaTpusi ~ OMCynb(UT  sBISETCS B HACTOSIIEe  BpEeMs  €AMHCTBEHHBIM

3apeTUCTPUPOBAHHBIM B HAIleHl CTpaHe MpernapaToM Ui JieueHUs BUTaMUH-K-megumutHbIX

KPOBOTEUYEHUH, U €T0 JIEHCTBUE HAYHETCS TOJIBKO depe3 8-24 yaca mocie BBeACHUS (IPUIIOKEHNE

2).

[IpaBuna npumenenust 1% pactBopa MenaanoHa HaTpusi OUCYIIb(UT:

— BBoauTcs TONBKO BHYTPUMBIIIEYHO [59];

— CyrouyHas 103a npernapara cCOCTaBIISET:

0/151 HO8opoXcdennbvix - 1-1,5 mr/kr/cyt (0,1-0,15 ma/kr/cyT) [5], HO HE Gosee
4 mr/cyt [59];
onsi demeit 0o 1 eoda - 2-5 mr/cyt [59];

— KparHocTbs BBeZieHUS: BOBMOYKHO KaK OJJTHOKpPATHOE, TaK U 2-3 pa3a B CyTKH [5, 59]

— JlnutenbHOCTH Kypca JieueHus - oT 2-3 et [3, 5, 10] mo 3-4 aneit [59]. [Ipu HeoObxoaumocTu
KypC JIeUeHHUs1 MOKHO MOBTOPUTH Iociie 4-X THEBHOTO nepepbiBa [59];

— IIpoTuBOmOKa3aHUs: THIEPKOATYISAUS, TPOMOOIMOONMS, TeMOJUTHYecKas OO0JIe3Hb
HOBOPOXJIeHHBIX. C OCTOPOXKHOCTBIO - HpH Aeduuure riroko30-6-pocharaeruporeHassl
[59];

— Tokcuueckoe peiicTBue. MeHaanoOH 0OJagacT OKHUCIAIONIMM JIEWCTBHEM Ha (heTaabHbII
reMOTJIOONH, TPUBOJS K TeMOJIM3y, OOpa3oBaHHIO MeTremMorjoOWHa u Tenen [eiHia B
sputporrax. [lo-BUaMMOMY, 3TO CBS3aHO C HApyIICHWEM METadoJM3Ma TIIOTAaTHOHA H
YCHUJIMBAETCSl HEOCTATOYHOW aHTHOKCHIAHTHOM 3aIUTONW y HOBOPOXKIEHHBIX M, OCOOCHHO,
HEJOHOIIEHHbIX neTeit [28, 45, 47]. B cBa3u ¢ 3TuM, Bbicokue 103bl (Oonee 10 Mmr) u
JUTUTEIIbHOE Ha3Ha4YeHHE mpernapata (6osee 3 queit) He pekomenayrores [3, 10];

— HeoOxoqumo wucrosib3oBaTh MeHaAMOH HaTpus OMCYIbGUT TeX MPOU3BOJIUTENEH, KOTOpbIE
paspemialT ero INpUMEHEHHe Yy HOBOpoKJIeHHbIX. Hampumep, mnpemapatr "Bukacon',
npousBeaeHHbn  OOO "Ommapa", corjgacHO OpPUTMHAJIBHOW HHCTPYKUMU K HEMY,
MPOTHBOIIOKA3aH Ui HOBOPOXKJCHHBIX M JeTe 10 | roja, B OTIMYUM OT aHAJOTHYHOTO
npernapara JIpyrux Mpou3BOIUTEICH.

CexxezamopokeHHass 1miua3mMa BBoautrcs B go3e  10-15  wu/kr  [5].  Tpanchysus

CBEXE3aMOPOKEHHOH I1a3Mbl JIOJIKHA ObITh HauaTa B TeyeHue 1 yaca mocie ee pa3sMopaxuBaHUs

Y MIPOJIOJIKAThCS He Ooiee 4 yacos [6].

BMmecTo 1mutazMbl BOBMOKHO MCTOJIb30BaHUE KOHIICHTPHPOBAHHOTO Iperapara MpoTpOMOUHOBOTO

komIuiekca [5, 27]. Ha3nauenume ero [0DKHO OBITh MOHHUTOPHPOBAHO W3-32 PHCKA

TPpoMO0IMO0IMUECKUX OCIOKHEeHu [ 13].

Crnenyetr moMHUTH, uTo corjiacHo [Ipuka3zy Munsnpasa Poccuu ot 2 anpens 2013 r. N 1831 «O6

YIBEP)KIICHHH TPABWJI KIMHHYECKOTO HCIIOJNB30BaHMsI JIOHOPCKOM KpoBM U (WiM) ee

KOMIIOHEHTOB)» HE JIOIYCKAaeTCsl MepelMBaHhe CBEXE3aMOPOKEHHOW IUIa3Mbl BHUPYC (TIATOTEH)

MHAKTUBUPOBAHHOW pEeUUIIMEHTaM JAETCKOro BO3pacTa, HaxoJsimuMmcs Ha Qortorepanuu [6].

CBs3aHO 3TO C TeM, YTO OJHA M3 TEXHOJIOTHUH oOOecreueHusi BUPYCHHAKTHUBAIIMHM IUIa3MbI

BBITIOJTHSETCSL TyTeM JO0aBJICHUs B IUIa3My METHIICHOBOTO CHHET0, KOTOPBIH CBSI3BIBACTCS C
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HYKJIEHHOBBIMHU KHUCJIOTAaMH BHUPYCOB, a 3aT€M aKTUBUPYETCS CBETOM C JUIMHOM BOJH 590 HM ¢
BBIJICJIEHUEM CHHIJIETHOTO KHCIIOPOJa, pa3pyllarollero HyKJIEMHOBBIE KHCIOTHI BuUpyca. [lanee
METHJICHOBBIM CHHUI U3 IUIa3Mbl yaajisercs: abcopoupyromumM (GuiabTpoM. J{JrMHa BOJIHBI CBETA,
aKTUBUPYIOLETO METWJICHOBBIM CHHUNA, HE OYEHb OTJIMYAeTCsl OT JJIMHBI BOJIH CBETa,
ucnosibdyemoro mnpu ¢Gotorepanuu. Torma, TeopeTuuecku, npu (GOTOTEpanmuu €cTh PHUCK
TaNbHEHIIeH aKTHBAIlMM OCTAaTKOB METHJIEHOBOTO CHHETO C OOpa3oBaHHEM aTOMapHOTO
KHCJIOPO/1a U COOTBETCTBYIOIIMMH MOCJEICTBUAMHU YK€ B OpraHu3Me peOEHKa, I03TOMY Ha BpeMsi
TpaHCPy3UM BUPYCUHAKTUBUPOBAHHOM IJIa3Mbl CIIEAYET NPEKPATUTh (POTOTEPATIHUIO.

4. llpopunakruka

VYuutbiBas TOKCUYHOCTh MEHaJMOHA Y HOBOPOXKIEHHBIX, OCOOCHHO, HEJOHOIICHHBIX NeTeH, C
1960-x rooB 3TOT Npenapar He peKOMeHI0BaH Juisd npoduiakTuku u gedenus ['pbH [28, 45].

B pa3Butbix 3apyOexxHBIX cTpaHax NmpoduiakTuyeckoe BBeaeHue BuTamuHa K nmpoBoautcs Bcem
HOBOPOJKJIEHHBIM JIETAM, NPU 3TOM HCIOJIB3YIOTCS IMpernapaThl BuTamuHa K, KOTOpble JHILIEHBI
TOKCHUYECKOTO JIEUCTBUS HA APUTPOLIUTHI HOBOPOKJIEHHBIX, Oosiee 3(h(EeKTUBHBI U MPEANOYTUTETbHbI
JUId TpUMEHEHUs (MOTyT BBOJUTHCS BHYTPUBEHHO, BHYTPUMBIIIEYHO, BHYTpb; JEHCTBUE UX
Ha4yMHAETCs OBICTPO: MOCJIE BHYTPUBEHHO BBEACHHS B TE€UEHHE 4aca, MOCJI€ BHYTPHUMBIIIEYHOTO - B
TedeHre 2-3 uacoB). OgHOKpaTHas NapeHTepalibHas J03a BUTamMuHa K; B mepBble CYTKH >KU3HU
npodUIaAKTUPYET KaK KIACCHYECKYI0, Tak U mo3aHiow Gopmy ['pbH (YpoBens noka3arejbHOCTH A)
[25, 30, 42, 43, 44, 46, 50].

YuuThIBasg OTCYTCTBUE B HACTOSIIEE BPEMs 3aperMCTPUPOBAHHOTO B HAIllel CTpaHe mpernapara
ButamuHa K; anga npoduiaktuku  BuTtaMuH-K-neuuuTHBIE reMopparuyeckoro - CHHApoMa
pEeKOMEeHAyeTCsl BHYTpUMbIIIEYHOEe BBeAeHue 1% pactBopa MeHaauona Hatpus Oucynbuta
(npunoxxenue 3). C 3Toil Lenpko MpenapaT BBOAIT BHYTPUMBIIIEYHO, B IEPBbIE YACHI IOCIIE POKICHMS,
OJHOKpaTHO, n3 pacuera 1 mr/kr (0,1 mu/kr), Ho He 6omnee 0,4 mu [3, 10, 59]. IIpu xupyprudeckux
BMEILIATEIbCTBAX C BO3MOXKHBIM CHJIBHBIM ITapEHXUMATO3HBIM KPOBOTEUEHHEM PEKOMEHAYETCS
npoduiIakTHYECKOe Ha3HAUEHUE B TeueHue 2-3 aHei nepen onepanueii [59].

B npoBeneHHBIX UCClIENOBaHUIX NMpUMEHEHHEe MeHaquoHa Moka3aio cBO0 3()(eKTUBHOCTD IS
npoduinaktuku Kiaccuyeckoil ¢opmbl I'pbH y nonomensbix nereil. Benenme Menanuona
BHYTPUMBIILIEYHO (B TOM YHCIIE€ B J03€ 1 MI) NpUBOAWIO K CyIIeCTBEHHOMY mosbiiieHuto [1TU,
camkenntio AUYTB, IIB, ypoBHs PIVKA-II m 9acTOoTBl KpOBOTE€YEHHMH, IPH ITOM TOKCHYECKUX
BIIMSIHUH 3aperucTpupoBaHo He Obu1o (YpoBens AokazatenbHocTH C) [9, 20, 23, 44].

XoTs mpodunakTuueckoe BBeAeHHME BUTaMMHAa K B Hacrosiee BpeMs pPEKOMEHJI0BAHO BCEM
HOBOPOKJIEHHBIM JIETSIM, BOIIPOC O pPeKUME U 033X BUTaMuHa K 171 HeJOHOIIEHHBIX AeTel Bce ellle
ocTaeTcst OTKpHIThIM [15, 18, 27, 28, 32].

Jlnst  anekBaTHOM HYTPUTHMBHOM TNONJEPKKM M INPEAOTBPALLICHHUS pa3BUTHSA BUTaMUH-K-
NePUIUTHBIA TeMOPPAru4eckoro CHHAPOMA OPHUEHTHUPYIOTCA HAa MOTPEOHOCTh HOBOPOXKICHHBIX M
HEJIOHOIIIEHHBIX eTel B BuTamuue K (tabmmma 1).

Tabmuma 1
CyTtouHasi noTpedHOCTH B BuTaMuHe K y HOBOPO:KIeHHBIX JeTeit
Ilpu HHTEpATLHOM MUTAHUHN Ilpu napeHTepaIbHOM NMUTAHUU
JIoHOIIIEHHBIE U IETH 2 mkr/kr/cyt [33, 36, 53] 200 mxr/cyt [1, 27, 55]
TIEPBBIX MECSIICB
Henonomennsie 8-10 mxr/kr/cyt [27] 10 Mxr/kr/cyt [55]*
4,4-28,0 mxr/kr/cyT [12] 80 mkr/kr/cyr [1, 27]

* PexomenOdyemcs, HO NOKA He BO3MOJCHO, MAK KAK JICUPOPACHBOPUMbIE GUMAMUHBL BBOOSIMCS 8 6Ude npenapama
"Bumanunuo H'". Cmanoapmuas 0oza "Bumanunuoa H" (4 ma/ke/cym) obecnewusaem 00Tvuiue 0036l NOCMYNACHUS
sumamuna K (80 mxe/ke/cym). Tlobounvix Oeticmeuil 6 Hacmosiuee spemsi He 3apecucmpupo8ano, 00HAKO, OMMedaemcsl, Ymo
oma 003a 0Nl HEOOHOUWIEHHbIX Oemell Ype3mepHa, OCODEHHO, ecl COYemaemcss ¢ OONONHUMETbHbLIM NAPeHMePaIbHbIM
ssedenuem sumamuna K 6 nepsvie cymru ocusnu [15, 28].
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[Ipu mpoBeneHUU MNapeHTEPaIbHOIO MUTAHMS MOKAa3aHO Ha3HAYeHHE BUTAMUHHOIO KOMILJIEKCa
"Butamunun H". Conepkanme Butamuna K; B Hem cocraBmser 20 mxkr B 1 mu. Ilpu momHom
MapeHTEPAIIbHOM IHUTAHUM CTAHIAAPTHOW 10301 sBIseTCs 4 MI/KI/CYT AJii HOBOPOXKIEHHBIX C Maccou
Tena meHee 2,5 kr u 10 miu/cytku juist octanbHbix nerei [60]. Ha ¢one mepexona Ha sHTepanbHOE
MUTaHUE /1032 COOTBETCTBEHHO YMEHBIIACTCS.

B orcyrcTBHEM HCTONb30BaHMS KOMIUIEKCHOTO BUTAMUHHOTO Mpernapara, Ha MPOTSHKEHUH TTOJTHOTO
MapeHTEPAIbHOIO NUTaHMs LieJecoo0pa3Ho npuMeHeHue MeHannoHa HaTpusi Oucynbdura ¢ ydyerom
BO3pacTHOM noTpedHOoCcTH B BuTamuHe K nox kontposiem [TTH.

Cunznpom ManbaOCOpOLIMK M CHHAPOM X0JIECTa3a OTHOCSTCS K OCOOBIM COCTOSIHHSIM, TPEOYIOIUM
notauuu BUuTaMuHa K, Tak kak B 3THX cilydasx Hapylaercs BcackiBaHue ButamuHa K B kumieunuke [14].
[Ipu napenTepasbHOM NUTaHUM BUTaMUH K MOKeT BBOAMTHCS MapeHTEPATbHO B COOTBETCTBUU C
BO3pacTHOM NOTpeOHOCThIO. Ilpu MMOJIHOM SHTEpaTbHOM MUTAHUU EAMHBIX MOJAXOJ0B K JOTaluu
ButaMuHa K a5 naHHBIX NalMeHToB HeT. B 3apy0exHBIX CTpaHax PEKOMEHIYeTCS TOTOJHHUTEIbHOE
BBeZieHMEe BUTamuHa K; BHyTph B n03¢ oT | Mr 1 pa3 B Hememo a0 2,5-5,0 Mr 2 pasza B HEAENIO WU
©XKeJIHEBHO; MapeHTepaibHO BUTaMHH K; nobapnsercs B jo3e 1-5 Mr mpu yxyalieHHM IoKazaresneu
CBEpTbIBaHUSA KpoBU. [l HHAMBHAyaJbHOTO mOA0Opa J03bl M IYTH BBEJIEHUS KOHTPOJIUPYETCS
nporpoMmbuHoBoe Bpems (wu [ITHU, wimu MHO) [24, 27, 49, 54]. Ilockonpky B Hamieil crpaHe
pa3pellieHHbIM Ui JIeTell MepBOro rojaa >KU3HHU SBISETCS TOJBKO PacTBOp Ui BHYTPHUMBIIIEUHOTO
BBeneHUss MeHaauoHa HaTpus Oucyiab(QUT, IO-BUIUMOMY, 11€J1IeCOO0pa3HO €ro Ha3Hau€HUE B JAHHBIX
Ipymnax nanueHToB B g03e 1 Mmr/kr (He 6osee 4 Mr) sl HOBOPOXKACHHBIX WM 2-5 Mr jis aetei 1-12
MecsueB | pa3 B Heaemro nox koHTposieM IITH.

JUis TOBBbIMIEHHsS] KOHLEHTpanuu BuTamMuHa K B IpyIHOM MOJIOKE KOPMSIIUM >KEHIIMHAM
HEOOXOJIMMO PpPEKOMEHJOBAaTh IMPOIAYKThI, Oorarbie BuTamMuHOM K; (mpuiokenue 4), a TaKke
MOJIMBUTAMUHHBIE KOMILJIEKCHI, coJiepkamue BuTaMuH K;, T.K. cyrounoe norpebnenue marepbro 2,5-5,0
MI (PUIUIOXMHOHA NPHUBOJUT K 3HAYUTEIBHOMY IOBBIIICHUIO KOHIEHTpauuu BuUTamuHa K B rpyaHom
MoJoke (B 20 pa3) u mia3me HOBOpokIeHHOTO (YpoBeHb aoka3zateibHocTu D) [10, 28, 48].

5. Jaabueiimee Benenue (GPPs)

e HoBOpOXIEHHBIN ¢ TEeMOpparnyecKoi 00JIE3HBIO MOCIE CTAOMIU3AIMHN COCTOSIHUS M TTPEKPAICHUS
KpOBOTEUEHUSl JIOJDKEH ObITh IEpEeBEEH Ha BTOPOM ASTal BBIXAKMBAHUSA JJs JaJbHEHIIEro
o0creoBaHus U JICYEHHUS.

e Bakuunauus (npotus renatuta B u tyOepkynesa) nersm ¢ I'pbH B neproie HOBOpokI€HHOCTH HE
PEKOMEHAYETCS.

e HoBopoxnennsie, mnepenecmine ['pbH, mnomnexar crangapTHOM — JHMCHAHCEpU3aUMHU  Ha
aMOyJIaTOPHOM JTarle.

e [lpumep GOpMyTUPOBKH KIMHUYECKOTO AUarHosa: «l emoppazuyeckas 00je3Hb HOBOPOICOEHHO2O,
K1accuyeckas ghopma, Hceiry0ouHo-KuuleuHoe kpogomeuerue (P53)».

6. Ilporuos

e [lpu OTCYTCTBUHU JIETOYHOIO KPOBOTEUEHUS U BHYTPHUUEPENHBIX KPOBOM3JIUSHUN, KaK MPaBUIIO,
OJIarompUsATHBIN [5].

e [lpu HanMuuMM BHYTPUYEPEIHOTO KPOBOMBIUSHUS IPOTHO3 OMpeleisieTcs JoKaau3auuen u
BBIPAKEHHOCTHIO KPOBOU3IIHUSIHUSL.

e CwmeptHocTs npu mno3aHed I'pbH B ciyuae pa3BuTHUs BHYTPUYEPENHBIX KPOBOU3IIHSHUMA
cocraBiser 15 — 20 %, a HeOmaronpusiTHble OTAAJEHHBIE MOCIEACTBUS (IBUraTENIbHBIA U
MHTEJUIEKTYalbHbIN epuuut) otmevarores y 20 — 50 % [56, 57].

13
Accomuanys HEOHaTOIO0T OB



7. Meauko-1opuanyecKue acneKTbl

e (OOs3aTenpbHO MOJy4YEHUE OT 3aKOHHOTO Ipe/ICTaBUTENsl peOeHKa corjiacusi Ha MEIWLUHCKHE
BMeEILIATENIbCTBA (B TOM YHCIIE Ha MPOPHIaKTUYECKOE BBe[eHre BUTaMuHa K).

e B cnyyae oTkaza poxauTeneid OT NpOPUIAKTHYECKUX Mep, cienyeT 3aduKCHUpoBaTh 3TO B
MH(OPMHUPOBAHHOM COTJIACHHU.

e B MemuIMHCKON JOKYMEHTAIMH JIOJDKHBI OBITh YKa3aHBI J103a BBEIEHHOTO BHUTaMHUHA K, myTh n
JlaTa BBEICHUS Ipernapara.

e Ecnu mnocne poxnaeHus peOeHKy He BBedeH ButamMuH K, a B mocnenyromeM pa3BUIIOCH
KpPOBOTEUEHHE, 3TO MOKET ObITh IOBOJIOM JUIsI Cy/1Ie0HOTO HCKa.

8. IlepcnekTUBBI
[Tocne peructpauuu B Poccum mnpenapara ButamubHa K;, KimHudeckne pekoMeHIauuu IO

npoUIAKTUKE U JIEYEHUIO BUTaMUH-K-1epUIUTHOrO reMopparuueckoro CHHApoMa y JETeH JIOJKHBI
OBITh IEPECMOTPEHBI.
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Nuctpykiun  x  mpenapary "Bukacon" mpousBoguTeneil, KOTOpbIE pa3pemialT — ero
MIPUMEHEHHE Y HOBOPOKICHHBIX.

NHucrpyknus k npenapary Butanunun H.
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[Ipunoxenue 1

Tab6nua 1

PedepencHblie 3HaYeHUS NOKA3aTe el reMOCTa3a y TOHOIICHHbIX JeTel
B 3aBHCHMOCTH OT BO3PAacTa U B3POCJIbIX, 10 JaHHBIM Pa3HbIX HCTOYHUKOB [16, 17, 37, 39]

Tab6nua 2

PedepencHble 3HaUeHNs OKAa3aTeeil reMOCTa3a Y HeJIOHOIIEHHBIX JieTei,
30-36 Heneab recraluy, B 3aBUCMMOCTH OT BO3PacTa, M0 JAHHBIM Pa3HbIX HCTOYHHMKOB [17, 38]

Tabmuma 3

Pedepencunbie 3Hauenusi nporpomounoBoro unjaexkca no Keuky (I'TH)

Y HOBOPOKIEHHBIX [7]

Henonomennsie 30-36 Hex. JloHOIIEHHbIE 3HaueHus, Kak y B3pOCIbIX,
JTOCTUTAIOTCS K
I1TH, % 46 (35-115) 72 (50-95) 1-4 Henensm
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[Ipunoxenue 2

Jleuenne I'pbH
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[Ipunoxenue 3
poduiaakruka 'pbH
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[Tpunoxenue 4

Conepxanue Butamuna K1 B numeBbix nmpoaykrax (Mkr/100 r) [15]
IIpoaykTsl Coaepikanue
Jlucmoswie osouju
Ilerpymika cbipast 1640,0
CBekJ1a JIMCTbsl, 3€JIEHbIE, BAPEHbBIE 484.,0
HInuuat cBeXxUiA 483,0
JIyk 3eneHblil, epo U JTyKOBUIIA 207,3
Caunar, chIpble 3€JIEHbIE JUCThS 174,0
bpokkosn 101,0
Kamnycra cbipast GenokodanHast 60,0
Kamnycra upernas 16,0
Ilpouue osowju
['opox 3eseHsblii KOHCEPBUPOBAHHBIN 21,4
Orypubl CBEXHUE 16,4
MopkoBb 13,2
[TomMuops! KpacHbI€ 7,9
["opox npoOieHblit BapeHblil 5,0
[Tepen cnaakuii 4,9-7.4
dacoJsp BapeHas 3,5
Penuc ceipoii 2,2
Kaprodenb oTBapeHHbIi 2,1
Pacmumenwvnoe macno
OIMBKOBOE Maciio 48.5
Maco coeBoe yisi casiaToB (THAPOTEHE3UPOBAHHOE) 25,0
Maciio pacTUTENbHOE MOJACOJHEYHOE 5,1
Msaco, nmuua, konoacet
prmsita 4,0
bapanuna nocruas 3,8
['oBsiiHa NOCTHAs TylIeHas! 1,6
Cocucka roBsHKbs 1,6
Monounsie npodykmot
Macio cojieHoe CIMBOYHOE 7,0
CHUBKH 1eJIbHbBIE 3.3
Chlp yennep, mBeHapcKuii 2,4
VorypT HU3KO# XKHPHOCTH 0,2
Mouioko 1%-Hoil )KupHOCTH 0,08
Hiyo
Ao BapeHoe 0.4
Puvioa, mopenpodykmul
Tyner, KoHCEpBUPOBAHHBIN 0€3 T00ABICHHS Macia 0,3
Jlococh KOITUeHBIN 0,15
Xned u myunvie uzoenus
X1e0 Oenblit 32
[Teuenbe OBCSIHOE 00E3KUPEHHOE 1,0
X7e0 pykaHol, MOHM)KEHHON KaJIOPUMHOCTH 0,4
MakapoHb1 0,1
bnrwoa u3 kpyn
I'peuneBas kpyna, IpUroTOBJICHHAS 1,9
OBcsiHas Kaia ObICTPOTO IPUTOTOBJICHHUS 0,5
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Puc Oenprit 0,0
Dpykmol
YepHocnuB 59,5
CruBsl 6,4
['pyma 4,5
H3roM 0e3 KocTOoUeK 3,5
AOGpUKOCHI 3,4
SIonoku 2,2
bananbr 0,5
Hz00061
E>xeBuxa 19,8
UYepHuka 19,3
Opexu, cemeuxu
ToIKBEHHBIE CEMEUKH 47,3
Opexu Kenbio 34,5
Opexu, hyaayx 14,1
Opexu rpenkue 2,8
IloaconaeuHNKa CEMEUKH 2,8
Apaxuc 0,0
Hanumxu
Kaxkao, cyxoif mopomiok 6e3 caxapa 1,9
Yaii 0,0
Kongemul, caxap, meo
MOJIOYHBIH IIOKOJIAT 9,2
Kapawmenp 2,0
3edup, mapmenasn, Mea, caxap 0,0
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