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1. MeToaoJiorust

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

Onucanue MeTOA0B, UCII0JIb30BAHHBIX JIs1 cOOpa/celeKIIUM J0KA3ATe/IbCTB:

J0Ka3aTeNbHOM 0a30il 1 pexkoMeHIauui SBJISAIOTCS MyOnaukanuuy, Bomeqmue B KoxpaHOBCKYIO
oubnuoreky, 6a3pl ganubix MEDLINE u EMBASE no cocrosuuto Ha 1 oktsi0ps 2014 r. I'myOuna
noucka cocrasisiia 60 jer.

MeToabl, HCTIOJIB30BAHHBIE /1JI51 OLIEHKH KAa4eCTBA U CHJIbI I0KA3aTeJIbCTB:
e KoHceHcyc 3KCIEpTOB;

e OreHka 3HaYMMOCTH B COOTBETCTBUH C PEUTUHIOBON CXEMOH (cXema mpuiaraercs)

PeiiTuHroBas cxema VIl OLICHKH CHJIBI PEKOMEHIAUMH npeacTaBiaeHa B Tadauue 1.

Tabmuna 1
YpOBHM I0Ka3aTEIbHOCTH
1++ Mera-aHanu3bl BBICOKOTO KauecTBa, cucreMmarnueckue o63opbl PKU mwnu PKU ¢ ouens
HU3KUM PHUCKOM CHCTEMHBIX OHIMOOK
1+ KauectBennsle Mera-aHanusbl, cuctemarudyeckue o06030ppl PKW ¢ Hu3KkUM puckom
CUCTEMHBIX OIIHOOK
1- Mera-ananussbl, cucremarnyeckue 00630psl PKU ¢ BHICOKMM pUCKOM CHCTEMHBIX OHIHOOK
2++ Cucremarnueckue 0030pbl BHICOKOTO KauyecTBa MCCIIEI0BAaHUM TUIIA CIy4ai-KOHTPOJIb WIH

KOTOPTHBIX I/ICCJ'IGI[OBaHI/Iﬁ
HCCJ’ICI[OB&HI/ISI THIIa CHy‘I&fI-KOHTpOJ'[B HJIM KOT'OPTHBIC UCCIICA0BaHNA BBICOKOI'O Ka4CCTBA
C OYCHb HU3KHM PHCKOM HCK&)K&I—OHI@I\/'I CHCTEMAaTHYECKOM OIIMOKHU

2+ HccenenoBanus Tuma ciydai-KOHTPOJIb WM KOTOPTHBIE UCCIIEI0BAHMS BEICOKOTO Ka4eCTBa
C HU3KUM PUCKOM MCKa)Kalolel CUCTEMAaTHYeCKON OITMOKHI

2- KadecTBeHHBIE MCCIIEOBAaHUS THUIA CIY4aill-KOHTPOJIb WJIM KOTOPTHBIE HMCCIIENOBAaHUA C
BBICOKMM PUCKOM HCKa)Karollled CUCTEMaTUYeCKON OINOKU

3 Heananmntrueckue wuccieqoBaHus, HapuUMep 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 cxeMa OLIEHKH CHJIbI PEKOMEHIALMI NpeAcTaBIeHa B Tadauue 2.

Tabmuma 2
PeitTuHroBasi cxema OIEHKHU CHJIbI PEKOMEH AN

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

JlokazarenpHas 0a3a, cOCTOSIIAs MPEUMYIIECTBEHHO M3 MCCIEIOBAHMM, OIICHEHHBIX KaK
1+, HEMmOCpPeACTBEHHO NPUMEHUMBIX K II€JIEBOM MOMYISIUHA U JAEMOHCTPUPYIOIIUX
OJINHAKOBBIE PE3YIIBTATHI

B JlokazarenpHass  0a3a, BKIIOUAlONmias  HMCCIACAOBAHUS, OICGHEHHBIE  Kak 2+,
HCIIOCPCACTBCHHO ITPUMEHUMBIC K ueneBoﬁ Moyt

U IEMOHCTPUPYIOLIHNE OAUHAKOBEIE PE3YIIBTaThl; IIU

DKCTpaIoIMpOBaHHbBIE JAaHHBIC HCCIIEAOBAHM, OIIEHEHHBIX KaK 1++ nimn 1+

C Jloka3zarenpHas 6a3a, BKIIOUAIOLIAs UCCIIENOBAHUS, OLIEHEHHbIE KaK 2+, HEMOCPEICTBEHHO
MIPUMCHUMBIC K IICJ'IGBOI71 8(e21R"21520085051

U JEMOHCTPHUPYIOIIUE OJUHAKOBBIC PC3YIIbTAThI; NI

DKCTpaIoINpOBaHHbBIE JAaHHBIC UCCIIEAOBAHMI, OIIEHEHHBIX KaK 2-++

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

HNuauxaropsl no6pokavectBeHHoil npakTuku (GoodPracticePoints — GPPs):
pexomeHayemasi J00poKayecTBEHHAs IPAKTHKA 0a3upyeTcs Ha KIMHUYECKOM OIMbITe paboyeil rpymnibl 1o
pa3paboTKe peKOMEHIAIUH.

IKOHOMUYECCKUNA aHAIU3:
aHaJIN3 CTOUMOCTH HE MPOBOIMIICS U IMyOJUKAIMHU 110 (hapMaKOAIKOHOMHUKE HE aHATTM3UPOBAJIUCH.

MeToabl BAIUAM3ALMH PEKOMEHaluii:
e BHemHss sKkciepTHAsA OLICHKA;
e BHYTpeHH:s dKCIIepTHAs OLICHKA.

Onucanue MeTOa BAJIUIN3AIUH PEKOMEH i

HaCTOﬂHH/IC PEKOMCHAAIU B HpeI[BapHTeHI)HOfI BEpCumn ObLIH PEUCH3NPOBAHbI HE3aBUCUMBIMU
IKCTIEPTaMH.

HOJ’Iy‘{CHBI KOMMCHTapHu CO CTOPOHBI Bpaqeﬁ HCOHATOJIOI'OB U3 HECKOJIBKUX PErHOHOB IIEPBOro 1
BTOPOTO JTallOB BbIX@XMBAHUS HOBOPOXKIEHHbIX Jered (rr. MockBa, MockoBckas 005acTb,
Jlenunrpaackas oOmnacte, ApocnaBnb, Skyrck, XabapoBck, CraBponosb, Yensounck, Kpacnonmap) B
OTHOIOCHWH JOCTYITHOCTH, JOXOAYMNBOCTU N BOSMOXHOCTH ITPUMCECHCHUA pCKOMeHZ[aIII/II\/II B HOBCCI[HGBHOﬁ
IIPaKTUKE.

Bce komMMeHTapuu, MOJydeHHBIE OT SKCIEPTOB, aHATH3HPOBAIUCH MpEACEAaTe]IeM W UYICHAMHU
paboyeil rpynibl, BHOCHIINCH U3MEHEHHUS C YIE€TOM PEKOMEHIAIil.

KoncyabTanusi 4 3KcnepTHas OlleHKA

[IpenBaputenbHas Bepcusi ObUla pa3MelieHa Juid oOCyxJeHuss Ha caifte http://neonatology-
nmo.geotar.ru, Jijisi TOro, 4ToObl LIUPOKUM KPYT JIHI] UMEJl BO3MOKHOCTH IPUHATH Y4acTUE B 00CYXKJI€HUU
U COBEPLICHCTBOBAHUN PEKOMEHIAIN.

PaGouas rpynna

JIisi  OKOHYATEeNhHOW pPENaKIMu W KOHTPOJII KadyecTBa PEKOMEHJAIMU ObUTM  MOBTOPHO
MpOaHATM3UPOBAHBI WICHAMH paboyell TPpyIIbl, KOTOPbIC MPHIILIH K 3aKIFOUEHUI0, YTO BCE 3aMEUaHUs U
KOMMEHTapHH JKCIEPTOB MPHHATHI BO BHHUMAaHHUE, PUCK CHUCTEMATHYECKUX OIMMOOK MpU pa3paboTke
PEKOMEH/IalNI CBEICH K MUHUMYMY.
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OcHOBHbIE peKOMeHIalluH

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

2. Onpenenenue, KiaccuGuKanms, ITHOJIOI M, TATOreHe3 H (PaKTOPbI pUCKA

I'emopparuueckast 6oisie3np HoBopoxkaeHHbIX (I'pbH) (kog MKB — P53) wmmu Butramuu-K-
NeQUIUTHBIA TeMOpparMueckuid CHUHAPOM  — TMPUOOpPETEHHOE WJIM BPOXKICHHOE 3a0oJieBaHueE,
MIPOSIBJIAIONIEECS MOBBILIEHHOW KPOBOTOYMBOCTHIO Y HOBOPOKJICHHBIX M JETEH MEPBBIX MECSILEB KU3HU
BCIeACTBUE HepocTaToyHocTH (axtopoB cBepThiBaHusg kposu (II, VIL, IX, X), akTUBHOCTH KOTOPBIX
3aBucuT ot BuTamuHa K [5, 7, 10, 26, 29, 41, 32].

2.1. Kinacenpurkanus I'pbH

1. Pannss ¢popma - CUMOTOMBI HOSIBJISIOTCS B Te€UeHUE 24 4acoB MOCie pokaeHus. Panuss ¢popma
4acTo CBsi3aHa C MPHUEMOM MAaTephblo MpernapaToB, Hapyllarwolux MeTradoau3Mm ButamuHa K. Ota
¢dopma OoJsie3HN HE MOXKET ObITh MpeAyNnpexaeHa MyTeM Ha3HaueHus ButamuHa K mocne pomos.
XapakTepHbl KpoBaBasi pBOTa, JIETOYHOE KPOBOTEUEHHUE, MEJIEHA, KPOBOU3IUSHUE B OPraHbl
OPIOIIHOM MOJIOCTH, HamoYeuHuKH [5, 10, 27, 35, 43, 44, 48].

2. Kaaccnueckasi (popma nposiBIsieTCS KPOBOTOUMBOCTBIO Ha 2-7 cyTku xu3Hu. Hambonee wacto
pa3BUBAETCsl y HOBOPOXICHHBIX MPU HEJOCTATOYHOM IMOCTYIUIEHMHM MOJIOKAa U OTCYTCTBUH
npouIakTUYeCKoro ImpuMeHeHuss ButamuHa K cpa3dy mnocine poxjaeHus. XapakTepHBI
KEITYTOYHO-KHUIIIEUHbIE KPOBOTCUCHHUSI, KOKHBIE TEMOPPAruy, KPOBOTECUCHHS U3 IMYITOYHOU PAaHKH,
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 MOSBICHHUEM CHUMITOMOB B IEpPUOI C 8
nHs 10 6 MmecsiueB xu3Hu [19, 41], X014, Kak npaBuiio, MaHU(ecTalus NPUXOIUTCS Ha BO3PaACT 2-
12 venens 5, 27, 41, 46]. 3aboneBanne BCTpeUaeTCs y I€TEH, HAXOASIINXCS HAa UCKIIIOUUTEITEHOM
TPYJHOM BCKapMJIMBaHUU U HE TMOJYYMBIINX MpoduiaakTuky ButamuaoMm K mocne poxnaenus. B
nmojioBuHe ciydaeB mo3nHss ¢opma ['pbH pasBuBaercs Ha ¢oHe 3a00JieBaHHN M COCTOSHHIA
pebeHKa, criocoOCTBYIOIINX HAPYILIEHUIO CUHTE3a U BcackiBaHUs BUTaMuHa K (xonecras, cunapom
ManbabcopOuun). Ilpu 3Toil popMe 4acTO PEerucTpUpPyOTCS BHYTpUUYEPEIHbIE KPOBOM3IUSHUS
(50 — 75 %), xOXHBIE TeMOpparuy, KpPOBOTECUCHHUS W3 MECT WHBEKIUH, MyIMOYHON PAaHKUA U
xenynouno-kuuieynoro Tpakra OKKT) u t.a4. [11, 35, 42, 43, 46].

be3 mpodumnaktuku yactota panneit u kinaccuueckou ['pbH cocrasmser 0,25 — 1,7%, no3aneit —
4,4 — 7,2 na 100 000 HoBopoxxaeHHbIX [43]. B crpanax, rae ButamuH K Ha3HauaeTcsi mapeHTEpalibHO
HETOCPEeACTBEHHO mocie poxkaenus, yactotra I'pbH pasna 0,01% u menee. Yacrota 3abonieBaHusi HE
3aBUCHUT OT MOJIa M pachl peOeHKa.

2.2. DTHOJIOTHA U MATOreHe3

buonoruueckast ponp BuTamMuHa K COCTOMT B aKTUBMpPOBAHUM TaMMa-KapOOKCHIMPOBAHUS
OCTAaTKOB TJIyTaMHUHOBOM KuciaoTel B mnporpomOuHe (dakrop II), mpoxonBeptune (daxtop VII),
antureMopuibHoM riodynune B (daxrop 1X) u dakrope Crioapra-Ilpayspa (paxtop X), a Takke B
anTunpoteasax C u S 1uia3mbl, UTPAIOUIMX BaXXHYIO POJib B aHTUCBepThIBarouieil cucreme [31, 51], a
TaKKe ocTeoKanbliMHEe U Apyrux Oenkax. [Ipu HenocraTtke ButamuHa K B meueHu MpOUCXOIUT CHUHTE3
HeakTuBHBIX (akTopoB II, VII, IX m X, HecrmocoOHBIX CBS3bIBATh WOHBI KAJIBIUS U TOJHOIICHHO
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 BcacklBaeTcs B KpaliHE MajblX
konmuecTBax. OmHUM W3 myTe mpeobOpazoBanus ButamMmuHoB K1 um K2 B nmemonumpoBanHyro dopmy
SBIJIIETCA UX METa0O0JIM3UPUPOBAHKE B KHUILIEYHUKE B MeHaauoH (ButamuH K3). U3 nupkynupytomiero B
KPOBM MEHA/JMOHA 3aT€M BO BHEINEYEHOYHBIX TKAHAX CHHTE3UpYETCS JIEMOHMpOBaHHas ¢opma -
MEHaXUHOH-4.

MeHaguoH — CHHTETHYECKHHM BOJOPACTBOPHUMBIN aHAIOr BuTaMuHa K, MHOTZIa Ha3bIBacMbIN
ButaMuHOM K3, B Hacrosiee Bpemsi He wucrnoisibdyercss ains npodwminaktuku ['pbH B pa3Buthix
3apy0OexHbIX cTpaHax [45]. MenanguoH JeilcTByeT He caMm, a Mpoias MeTadoJMYecKud MyTh
npespamieHuss B nedeHn B ¢umuioxuHoH (K;) m menaxunon (K3), mostomy sddexr ero mnocne
MOCTYIUIEHUS B OPraHU3M pa3BUBAETCS MeAJIeHHO [3].

[lepenoc ButammuHa K depe3 mianeHTy oOrpaHuuYeH, I[IO3TOMY €ro 3amackl B II€UYEHU
HOBOPO’KJIEHHBIX, KaK U KOHIIEHTpAIUsl B KPOBU MYIIOBUHBI 04eHb HU3KuE [43, 52]. Kpome Toro, BUTaMuH
K oTHOcuTCs K rpynmne >KMpOpacTBOPUMBIX, I03TOMY BCACHIBAHUE €TI0 B KHIIEYHHKE BO3MOKHO TOJIBKO
IIPY HAJMYKU COJIEH KEeTUHBIX KUCIOT. Bo3mMoxHOCTH AenoHupoBanus ButamuHa K B opranusme o4yeHb
HU3KHE, a IepuoJl noiypacnajga BUTaMMH K-3aBUCHMBIX (DaKTOpPOB CBEPTHIBAHUS OYEHb KOPOTKHUH.
BcnenctBue Becero BbllIenepeuucIeHHOrO epUIUT BUTaMUHAa K pH HEJ0CTaTOUHOM €ro MOCTYIUIEHUU
pa3BUBAETCsI OYEHb OBICTPO.

VY 3710pOBBIX HOBOPOXKJIEHHBIX COJEp)KaHUE B IJJa3Me KpOoBU BUTaMUH K-3aBHCHMBIX (akTOpoB
cBepTbiBaHus coctaBisieT 30-60% oT ypoBHs B3pocibiX. X KOHIEHTpalusi yBEIUUYUBAETCA MOCTETIEHHO
U JIOCTUraeT YPOBHsI B3pOCHBIX K 6 Henene >ku3HU. [IpakTudyecku y BceX 3/I0pPOBBIX JTOHOIIEHHBIX
HOBOPOXKJIEHHBIX B II€pBble NATh JHEW IKU3HU OTMEYAeTCsl COIpPSDKEHHOE CHUYKEHUE YpPOBHS
MPOKOATYJISIHTOB, (PM3UOJOTUUECKUX aHTUKOATYISTHTOB U IJIa3MUHOTeHa [4].

JlJis HOBOPOXKJAEHHOTO €JIMHCTBEHHBIM HMCTOYHMKOM BUTamMuHa K sBIsSeTCS €ro sK30reHHOE
MOCTYIUIEHUE: C KEHCKUM MOJIOKOM, UCKYCCTBEHHOM MUTATEIbHON CMEChIO WM B BUE JIEKAPCTBEHHOIO
npenapata. KonnyectBo Butamuna K, nomygaemoro peGeHKOM, 3aBUCUT OT XapaKkTepa BCKapMIIMBaHUS.
VYposens Butamuna K; B rpyamaom Mosioke cocrasisieT ot 1 mo 10 mkr/a [21, 26], B cpeanem 2-2,5 MKr/in
[22, 33], 9TO CyIIECTBEHHO HIKE€ YE€M B MCKYCCTBEHHBIX MOJIOYHBIX cMecsX (0K0JI0 50 MKI/J - B CMeCsX
U1 NOHOUIEHHbIX JeTeit; 60-100 MKr/i - B cMecsx /17151 HeIOHOLIEHHBIX).

TakuM 00pa3oM, HOBOPOXIEHHbIE AETH B CHIY CBOMX (DU3MOJOTMYECKHX XapaKTEPUCTUK
CBEpTHIBAIOLIEH CHUCTeMbl U MeTabosin3Ma BUTaMHHA K, MMEIOT MpenpacrnoioKE€HHOCTh K Pa3BUTHIO
BUTaMuH-K-gepuuurHoro remopparuueckoro cunipoma. Ilpu 3TOM 3HauuMbBIMH  (aKTOopamuy,
crnocoOcTByrouuMu  pa3zBututo ['pbH, SBISIOTCS HCKIIOYUTENbHOE TpPYyJHOE BCKAPMIIMBAaHUE W
OTCYTCTBHE MpOo(UIIaKTHIECKOro Ha3HaueHus ButamuHa K cpa3y nmocne poxaenus [25, 27].

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

HckmounTenbHo rpyJHOE BCKapMJIUBaHUE.
OtcyrcTBUE TPOPMITAKTHIECKOTO BBeAeHH BuTaMrHa K cpasy mocie poxaeHus peOeHka.
XpoHHUYeCcKasi TMIIOKCUS I1J10/]1a U aC(UKCHSI IPU POKICHUU.
Ponosas tpaBma.
3aziepkKa BHyTPUYTPOOHOTO pa3BUTHSI.
Ponpl myrem onepanuu kecapeBa CeYeHHst
HenonomeHnHocTs.
[IpumeHeHre aHTUOMOTUKOB IIMPOKOTO CIIEKTPA JICHCTBUSI.
. JlnuTenbHOE NapeHTepalbHOE MUTAaHUE B YCIIOBUSIX HEaleKBATHOrO CHaOkeHUst BuTaMuHoM K.
. 3a00yieBaHMsI U COCTOSIHMSI peOEHKa, CHOCOOCTBYIOUIME HApYyUICHUI0 CHHTE3a W BCAChIBAHUS
BuTaMuHa K:
e CcUHApPOM  ManbaOcopOuuu  (MyKOBUCLMIO03, Juapes C  MaiubabcopOuue  KUpoB,
npogospkaroriasics 6osee 1 nenenn) [8, 14];
® CHHJIPOM KOPOTKOM KHILKH;
® XOJIEeCTa3.

e~ A Sl

—_ O
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12.

13.
14.

[Ipuem mMatepbio BO BpeMsi 0EpEMEHHOCTH JIEKAPCTBEHHBIX CPEJICTB:

* AHTHUKOAryJsSHTOB HEMPSAMOTO JeHCTBUSA (U3 TPYIIIbl HEOJUKYMapHUHOB, BaphapuH);

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

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

* IPOTUBOTYOEPKYJIE3HBIX CPEACTB (M30HUA3U, pUaMITULIUH);

* HECTEPOMJHBIX MNPOTUBOBOCIAIUTENIBHBIX CPEICTB HEMOCPEACTBEHHO IHEpel  poAaMHU
(aeTucaNMUMIOBAst KUCIOTA, MHAOMETAUH U Ip. TPOMOOLUTapHbIE HHTUOUTOPHI).

[Ipesknamrcus.

3a0oneBanust MatepH (3a00JIeBaHUs IEUEHU U KUIICUHUKA).

Bxnag mnepeuncneHHbIX (AaKTOpPOB pHCKa B pa3BUTHE O00JIe3HH OYIET COOTBETCTBEHHO

paznuuatbes B 3aBucumoctu ot ¢popmbl I'pbH (em. knaccuduxamnuio ['pbH).

2.4. KniuHuko-1a00paTopHas XapaKTepUCTHKA

Knununueckas xaptuna ['pbH xapakrepusyercs nosBiieHUEM CIOHTAHHBIX KPOBOTEUEHUN JTHOO0M

JIOKaJIN3alluu:

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

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

KoxHbie remopparuu (3KXUMO3bl, IETEXUH);

KpoBOTOUMBOCTB M3 MECT UHBA3UM;

Jlerounsle U HOCOBbIE KPOBOTEUECHMUS;

KpoBousnusinusi B opranbl OproIIHOM MOJIOCTH;

KpoBousznusiHus B HaINOYEUHUKHY;

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

Jlia nmo3nHen (GopMbl XapaKTepHbl BHYTPUUYEPEIIHbIE KPOBOUBIIUAHUSA: CYOIypalbHble FeMaTOMBbI
(40%), mapenxumato3nbie (40%), BuyTprxkenynoukoBbie (10%) u cybapaxnounansabie (10%)
KpoBOM3IMsHES [56]. Bomee ueM y '/3 mereil 3a HECKOIBKO HENEIb 10 KPOBOMBIMSHHS B MO3T
MOTYT TOSBIATBCA JKXUMO3bl [46]. Kak nmnpaBuio, BHyTpUUEpENHbIE KPOBOU3JIMSHUSA
PETUCTPUPYIOTCS y ACTEN, HAXOIAIIUXCS Ha UCKIIFOUUTENIHO TPYJHOM BCKapMJIMBAHUU.

Jlpyaue nposenenus [ pbH:

[Ipu 3HAUUTENTBHBIX KPOBOTEUEHUSAX PA3BUBACTCSI aHEMUS;

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

Hedunut Butamuna K Moxxer conpoBokaaTbesi TpoMO03aMu, Tak Kak npu K-runmoBuramuHose B
MIEYEeHU TaK K€ MPOUCXOAUT HapyllIeHUEe CUHTE3a aHTUKoaryIstHToB — npotenHoB C u S [31, 51].

2.5. JIabopaTtopHasi AUATHOCTUKA

Obcneoosanue npu nooospenuu na I pbH exnouaem 6 ceos:

1. OO6mwmit aHaMM3 KPOBU C OTPEICTICHUEM TPOMOOIIUTOB;

2. Koarynorpamma: QuOpHHOreH, HpPOTPOMHUHOBOE BpeMs (WM NPOTPOMOMHOBBIM HHJIEKC
(IITU) wunm mexayHaponHoe HopMaiu3oBaHHoe oTHoueHue (MHO)), axTuBupoBaHHOE
yacTuyHOe TpoMOormiactuHoBoe Bpems (AUTB), TpomOGuHOBOE BpeMms.

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

4. Hetipoconorpadus (HCT).

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

1. Yanmuaenwe npoTpoMOMHOBOrO BpeMeHH, 4YacTo B 4 pasa u Oosee, cHmwkenue [ITU,
noseimenne MHO;

2. VYmmuenne AUTB;
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3. HopmanbHOoe TpOMOMHOBOE BpeMsi;
4. Kak npaBuiio, HOpMaJbHbIN YpOBEeHb (PUOPUHOTEHA U KOJIMYECTBA TPOMOOIIUTOB.

[lepBpiMM Tpu remMopparudeckoil ©OO0JIE3HM HOBOPOXKICHHBIX HU3MEHSAIOTCA IOKa3aTelu
IIPOTPOMOMHOBBIX TECTOB, a B 00JIee TXKENBIX clyyasx npucoequnsercs yanuaenue AUTB.

[Ipu olieHKe KoaryaorpaMmbl HEOOXOIUMO YUUTHIBATh, YTO HOPMATHBHbIE 3HAUEHHUS ITOKa3aTenei
reMoCTaza y HOBOPOXKIEHHBIX U JIeTeH MEePBbIX MECALIEB KU3HU OTJIMYAIOTCS OT peepeHCHBIX 3HAYECHUI
B3POCJIBIX U [TOJIBEPKEHBI CYIIIECTBEHHBIM U3MEHEHUSIM Cpa3y MOCIIe POXKICHUS.

VY HeNOHOIIEHHBIX JETed HMEITCd CBOM OCOOEHHOCTM TeMOCTa3a B 3aBHUCHUMOCTH OT
recTallMOHHOIO BO3pacTa, XapaKTepPU3YIOIIHUECs 3HAUUTEIbHBIM Pa3MaxoM 3HAUCHHH.

JUis ~ HOBOPOXKJIEHHBIX W  HEJOHOLIEHHBIX JIeTed  XapakTepHa  THIOKOAaryJslHOHHas
HAIpPaBJIIEHHOCTh  IJJA3MEHHO-KOAryJSIIMOHHOTO  3BEHa  remocra3a Ha  (QOHE  IOBBILICHUS
BHYTPHCOCYJUCTOTO CBEPTHIBAHUS KPOBU U aKTUBHOCTH Gubpunonu3a [9, 16, 17, 37, 38, 39, 40].

AOCOIOTHBIE 3HAYEHUS MTOKa3aTeseil reMocTasa 3aBUCAT OT peareHTa U aHajJu3aTopa, 03TOMY B
KOKJIOW J1abopaTopuul PEKOMEHIYETCS OIpeAeNaTh COOCTBEHHbIE pedepeHCHbIE 3HAYCHHS IS
HOBOPOYKJICHHBIX U HEJIOHOIIIEHHBIX JIETEH B COOTBETCTBUH C MCIOJb3yeMOn MeToaukou [2, 39, 40].

00630p pedepeHCHBIX 3HaYECHU TEMOCTa3a JJIi HOBOPOXKJICHHBIX U HEJJOHOIIEHHBIX JIETEH U3
Pa3IMYHbIX UCTOYHUKOB MH(OpPMaLMU IPEICTABIEH B IPUIIOKEHUU 1.

[Ipsimbie 1ab0paTOpHbIE TECTHI, KOTOPHIE MOIJIM Obl OTBEPrHYTh WJIM MOATBEPAUTH B KIMHUYECKOMN
npaxkTuke Aeguuut ButaMuHa K, mpakTuuecku OTCyTCTBYIOT.

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

B numarnocruke nepunura ButamuHa K moxer nmomous ompenenenue ypoBHsi 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
nexkapbokcunupoBanHas popma nporpom6buna: PIVKA-II. B pa3ubsix nccienoBanusax mokasaHo, 4To OT
10 1o 52% HOBOPOXKIEHHBIX, HE 3aBUCUMO OT I€CTAllMOHHOTO BO3PAcCTa, UMEIOT MOBBILIEHHBIH YPOBEHb
PIVKA-II B nynoBunHO# kpoBu. K 3-5 nnro xu3nu Beicokuit yposenb PIVKA-II oOnapyxuBaercs y 50-
60% perelf, HaxOIAIIMXCA Ha TPYIHOM BCKapMJIMBAHWUM M HE IMOJIYYHUBIIUX MPO(PUIAKTUYECKOTO
BBeneHus ButamuHa K. B ciiyuae agexBatHoro obecnieuenus pebenka suramuaom K, yposens PIVKA-II
CHUXaeTcsl Ko 2-3-if Henesne XU3HH. JIaHHBIN TECT MOXKET TIOMOYb B JIMATHOCTHKE CKPBITOTO JehHUIlnTa

BuTamuHa K, oHaKko, OH HE OTHECEH K OCHOBHBIM JHarHoctudeckuM mapkepam I'pbH na npaxTtuke [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 npompoM6uUH08020 8peMeHU U npeKpaujeHueM KpogomedeHus nocje
eseedeHuss eumamuHa K (Ypoeenb dokazameavHocmu A) [44].

2.6. luddepenumnanbHast JUATHOCTHKA

Huddepenunanbayto auarHoctuky I'pbH mpoBomsT ¢ 3aboneBaHUsSIMU, MPOSIBISIOLIUMUCS
reMOpparu4eckuM CHUHAPOMOM Y HOBOPOXKJIEHHBIX, @ TAaKK€ C pAIOM 3a00JieBaHUM, HE CBS3aHHBIX C
HapylIeHHEM reMoCcTasa:

e Cunapom mnporjoueHHoW KkpoBu. g wuckmoueHus kposoredenuss u3 JKKT mnoxazano
npoBesieHue npoOsl AnTa-/layHepa: KpOBSHUCTbIE PBOTHBIE MAacChl WM Kaj pa3BOAIT BOJOU U
MOJIy4aroT PO30BBIA pacTBOp, cojaepxamiuii remoriaobun. [locme nenrpudyrupoBanus 4 mi
HaJ0CaJouHON kuakoctu 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 TeMOTrJIo0nHa pedeHKa (11eJI0YHO-PE3UCTEHTHBIHN (PeTaabHbIi reMorinoouH) [5];

e BpoxJaeHHbIE KOaryjaonaTuy;
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e TpoMOOIUTONIEHUU/TPOMOOIIUTOTIATH Y

e JluccemuHupoBaHHoe BHyTpHucocyauctoe ceepteiBanue ([IBC);

e Jlpyrue nmpuurHBI KPOBOTEUCHHH (TpaBMbI, 3po3uu, nanuiaomsl JKKT, anrnomaros kumeuHuka,
Manb(opManuu cocyaoB U Ip.).

3. Jleuenue

['maBHas nenb JeUeHUs — MPEKPATUTh KPOBOTEUEHHE!

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

BuTamMuH K, He TOKumasce 1abopaTopHOTO OATBEPIKICHHS.

Ecnu 3a0oneBanne MmanuecTupoBajIo BHE CTallMOHApa, OKa3aHa CPOYHAsl FOCIUTAIU3AIIMSL.

[Tpr KpPOBOTOUMBOCTH PEKOMEHIOBAHO OJHOBPEMEHHOE BBEJICHHE CBEXE3aMOPOIKCHHOW IIIa3Mbl

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

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

3apEeTUCTPUPOBAHHBIM B HAIlleHl CTpaHe MpernapaToM Ui JieYeHUs BUTaMUH-K-megumuTHbIX

KPOBOTEUEHUH, U €r0 JIEHCTBUE HAYHETCS TOJIBKO 4Yepe3 8-24 yaca mocsie BBeACHUS (IPUIIOKEHNE

2).

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

— BBoauTcs TONBKO BHYTPUMBIIIEYHO [59];

— CyrouHas 103a npernapara COCTaBJISET:

01151 Hogopoarcoennwvix - 1-1,5 mr/kr/cyt (0,1-0,15 ma/kr/cyT) [5], HO HE Gosee
4 mr/cyt [59];
ons demeit 0o 1 eoda - 2-5 mr/cyt [59];

— KparHocTb 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 HeobxoaumocTu
KypC JIeUeHHUs1 MOKHO MOBTOPUTH Iociie 4-X THEBHOTO nepepbiBa [59];

— IIpoTuBOmOKa3aHUs: THIEPKOATYISAIUSA, TPOMOOIMOONMS, TeMOJUTHYecKas OO0JIe3Hb
HOBOPOXJIeHHBIX. C OCTOPOXKHOCTBIO - HpH Aeduuurte riroko30-6-pocharaeruiporeHaspl
[59];

— Tokcuueckoe peiicTBue. MeHaanoOH O0OJagacT OKHUCIAIONIMM JIEWCTBHEM Ha (heTaabHbII
reMOTJIOONH, TPUBOJS K TeMOJIM3y, OOpa3oBaHWIO MeTreMorjoOMHa u Tenen [eiiHia B
sputporurax. Ilo-BUaMMOMY, 3TO CBS3aHO C HApYIICHHEM METadoJM3Ma TIIOTAaTHOHA H
YCHUJIMBAETCSl HEOCTATOYHOW aHTHOKCHIAHTHOM 3aIUTONW y HOBOPOXKIEHHBIX M, OCOOCHHO,
HEJOHOIIEHHbIX neTeil [28, 45, 47]. B cBa3u ¢ 3TuM, Bbicokue 103bl (Oonee 10 Mmr) u
JUTMTENIbHOE Ha3Ha4YeHHE mpernapata (6osee 3 queit) He pekomenayrores [3, 10];

— Heo0Oxoqumo wucrosib3oBaTh MeHaaMOH HaTpus OMCYIbOUT TeX MPOU3BOJIUTENEH, KOTOpbIE
paspemaloT ero INpUMEHEHHe Yy HOBOpokJIeHHbIX. Hampumep, mnpemapatr "Bukacon",
npousBeaeHHbli OO0 "Ommapa", corjacHO OpPUTMHAJIBHOW HHCTPYKUMU K HEMY,
MPOTHBOIIOKA3aH Ui HOBOPOXKJICHHBIX M JeTe 10 | roja, B OTIMYUHM OT aHAJOTHYHOTO
npernapara IpYyrux Mpou3BOTUTEICH.

CexxezamopokeHHass 1miua3mMa BBoauTrcas B go3e  10-15  wmu/kr  [5].  Tpanchysus

CBEXKE3aMOPOKEHHOH I1a3Mbl JIOJKHA ObITh HauaTa B TeyeHue 1 yaca mocie ee pa3sMopaxuBaHUs

Y MIPOJIOJIKAThCS He Ooiee 4 yacos [6].

BMecTo 1mutazMbl BOBMOKHO MCTOJIb30BaHNE KOHIICHTPHPOBAHHOTO Iperapara MpoTpOMOUHOBOTO

komruiekca [5, 27]. Ha3nauenume ero [m0DKHO OBITh MOHHUTOPHPOBAHO W3-32 PHCKA

TPpOoMO0IMO0IMUECKUX OCIOKHEeHu [ 13].

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

YIBEP)KIICHHH TPABWJI KIMHHYECKOTO HCIIOJNB30BAaHMS JIOHOPCKOH KpoBM W (Wim) ee

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

MHAKTUBUPOBAHHONW pELUIMEHTaM JAETCKOro BO3pacTa, HaxoJsimuMmcs Ha Qortorepanuu [6].

CBs3aHO 3TO C TeM, YTO OJHA M3 TEXHOJIOTUH oOecreueHusi BUPYCHHAKTHUBAIIMHM IUIa3MbI

BBITIOJTHAETCSL TyTeM JO0aBJICHUS] B IUIa3My METHJICHOBOTO CHHEr0, KOTOPBIH CBSI3BIBACTCS C
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HYKJIEHHOBBIMHU KHUCJIOTAaMHM BHUPYCOB, a 3aT€M aKTUBUPYETCS CBETOM C JUIMHOM BOJH 590 HM ¢
BBIJICJIEHUEM CHHIJIETHOTO KHCIIOpOJa, pa3pyllarollero HyKJIEMHOBBIE KHUCIOTHI BUpyca. [lanee
METHJICHOBBIM CHHUI U3 IU1a3Mbl yaaisercss abcopoupyromumM (GuiabTpoM. J{JIrMHa BOJIHBI CBETA,
aKTUBUPYIOLIETO METWJICHOBBIM CHHUNA, HE OYE€Hb OTJIMYAeTCsl OT JJIMHBI BOJIH CBETa,
ucnoyibdyemoro mnpu ¢Gotorepanuu. Torma, TeopeTuuecku, npu (GOTOTEpanmuu €cTh PHUCK
TaTbHEHIIeH aKTHBAIlMM OCTAaTKOB METHJIEHOBOTO CHHETO C OOpa3oBaHHEM aTOMapHOTO
KHCJIOPO/1a U COOTBETCTBYIOIIMMH MOCJEICTBUAMHU YK€ B OpraHu3Me peOeHKa, IO3TOMY Ha BpeMsi
TpaHCQy3UM BUPYCUHAKTUBUPOBAHHOM IJIa3Mbl CIIEAYET NPEKPATUTh (POTOTEPATIHUIO.

4. llpopunakruka

YuutbiBas TOKCUYHOCTh MEHaJMOHA Y HOBOPOXKJIEHHBIX, OCOOCHHO, HEJOHOIIECHHBIX NeTeH, ¢
1960-x rooB 3TOT Npenapar He peKOMeHI0BaH Juisd npoduiakTuku u gedenus ['pbH [28, 45].

B pa3Butbix 3apyOexHBIX cTpaHax NmpoduiakTuyeckoe BBeaeHue BuTamuHa K mpoBoautcs Bcem
HOBOPOJKJIEHHBIM JIETAM, NpPU 3TOM HCIOJIB3YIOTCS IMpernapaThl BuTamuHa K, KOTOpble JHILIEHBI
TOKCHUYECKOT0 JIEUCTBUS HA APUTPOLIUTHI HOBOPOKJIEHHBIX, Oosiee 3(h(PEeKTUBHBI U MPEANOYTUTETbHbI
Ul TpUMEHEHUs (MOTyT BBOJUTHCS BHYTPUBEHHO, BHYTPUMBIIIEYHO, BHYTpb; JEHCTBUE UX
Ha4yMHAETCs ObICTPO: MOCJIE BHYTPUBEHHO BBEACHHS B TE€UYEHUE 4Yaca, MOCJI€ BHYTPHUMBIIIEYHOTO - B
TeyeHue 2-3 uacoB). OgHOKpaTHas NapeHTepalibHas J03a BUTamMuHa K; B mepBble CYTKH >KU3HU
npodUIaKTUPYET KaK KIACCHYECKYI0, Tak U mo3aHiow hopmy ['pbH (YpoBens n1oka3arejbHocTH A)
[25, 30, 42, 43, 44, 46, 50].

VYuuTbIBas OTCYTCTBUE B HACTOSIIEE BPEMs 3aperMCTPUPOBAHHOTO B HAlllel CTpaHe Mpernapara
ButamuHa K; ana npoduiaktuku  ButamMuH-K-neuuuTHBIE reMopparuyeckoro - CUHApoMa
peKOMEeHAyeTCsl BHYTpUMbIIIEUHOEe BBeAeHue 1% pactBopa MeHaguona Hatpusi Oucynbuta
(npunoxxenue 3). C 3Toil 1enbIo MpenapaT BBOAIT BHYTPUMBILIEYHO, B IEPBbIE YACHI IOCIIE POKICHMUS,
OJIHOKpaTHO, u3 pacuera 1 mr/kr (0,1 mu/kr), Ho He 6omnee 0,4 mu [3, 10, 59]. IIpu xupyprudeckux
BMEILIATEIbCTBAX C BO3MOXKHBIM CHJIBHBIM TapEHXUMATO3HBIM KpPOBOTEUEHHEM PEKOMEHAYETCS
npoduiIakTHYECKOe Ha3HAUEHUE B TeueHue 2-3 aHei nepen onepanueii [59].

B npoBeneHHBIX UCCIIENOBaHUIX NMpUMEHEHHEe MeHaquoHa Moka3ajio cBO0 3()(EeKTUBHOCTD IS
npoduinaktuku Kiaccuueckoil ¢opmbl I'pbH y nonomensbix nereil. Benenume Menanuona
BHYTPUMBIILIEYHO (B TOM YHCJIE€ B J03€ 1 MI) NpUBOIWIO K CyllecTBEHHOMY moBbiiieHuto I1TU,
camwkenntio AUYTB, IIB, ypoBHs PIVKA-II m yacToThl KpOBOTE€YEHHMH, NPH ITOM TOKCHYECKUX
BIIMSIHUH 3aperucTpupoBaHo He Obu10 (YpoBens Aoka3zatenbHocTu C) [9, 20, 23, 44].

XoTs mpo¢uiakTHueckoe BBeAeHHE BUTaMHMHAa K B Hacrosiimee BpeMs pPEKOMEHJI0BAHO BCEM
HOBOPOKJIEHHBIM JIETSIM, BOIIPOC O peKUME U J03ax BUTaMuHa K 171 HeJOHOIIEHHBIX JAeTell Bce ellle
ocTaeTcst OTKpHIThIM [15, 18, 27, 28, 32].

Jnst  anekBaTHOM HYTPUTHMBHOM TNONJEPKKM M INPEAOTBPALLECHHS pa3BUTHUSA BUTaMuH-K-
NePUIUTHBIA TeMOPPAru4eckoro CHHAPOMA OPUEHTHUPYIOTCS HAa MOTPEOHOCTh HOBOPOXKICHHBIX M
HEJIOHOIIIEHHBIX JeTel B BuTamuue K (tabmmma 1).

Tabmuma 1
CyTouHasi noTpedHOCTH B BUTaMuHe K y HOBOPOKIEeHHBIX JeTeil
IIpu >HTEpATLHOM MUTAHUHI Ilpu napeHTepaIbHOM NUTAHUU
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]

* PexomenOyemcs, HO NOKA He BO3MOJCHO, MAK KAK JICUPOPACHBOPUMbIE GUMAMUHBL BBOOSMCS 8 6ude npenapama
"Bumanunuo H'". Cmanoapmnas 0oza "Bumanunuoa H" (4 ma/ke/cym) obecnewusaem 60Tvuiue 0036l NOCMYNICHUS
sumamuna K (80 mre/ke/cym). [lobounvix Oeticmeuil 6 Hacmosiuee spemsi He 3apecucmpupo8ano, 0OHAKO, OMMedaemcsl, Ymo
oma 003a 0151 HEOOHOUIEHHbIX Oemell upe3mepHa, 0CODEHHO, ecl COYemaemcss ¢ OONONHUMETbHbBIM NAPeHMEePaIbHbIM
ssedenuem sumamuna K 6 nepsvie cymru ocusnu [15, 28].
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[Ipu mpoBeneHuU MNapeHTEPaIbHOIO NMUTAHMS MOKAa3aHO Ha3HAYeHHE BUTAMUHHOIO KOMILJIEKCa
"Butamunun H". Conepkanme Butamuna K; B Hem cocrtaBmser 20 mxr B 1 mu. Ilpu momnom
MapeHTEPAIIbHOM IHUTAHUM CTAaHIAAPTHOW 10301 sIBIseTCS 4 MI/KI/CYT AJii HOBOPOXKIEHHBIX C Maccou
Tena meHee 2,5 kr u 10 miu/cytku Uit octanbHbeix nerei [60]. Ha ¢one mepexona Ha sHTepanbHOE
MUTaHHUE /1032 COOTBETCTBEHHO YMEHBIIACTCS.

B orcyrcTBHEM HCONIb30BaHMS KOMIUIEKCHOTO BUTAMUHHOTO Mpernapara, Ha MPOTSHKEHUH ITOJTHOTO
MapeHTEePAIbHOTO NUTaHMs LieJecooOpa3Ho nmpuMeHeHue MeHanuoHa HaTpusi Oucynbdura ¢ yyerom
BO3pacTHOM noTpeOHOoCcTH B BuTamuHe K nox kontposiem [TTH.

Cunnpom ManbaOCOpOLIMU M CHHAPOM X0JIECTa3a OTHOCSTCS K OCOOBIM COCTOSIHHSIM, TPEOYIOIUM
notauuu BUTaMuHa K, Tak kak B 3THX cilydasx Hapylaercs BcacbiBaHue ButamuHa K B kumieunuke [14].
[Ipu napenTepasbHOM NUTaHUM BUTaMUH K MOKeT BBOAMTHCS MAapEHTEPATbHO B COOTBETCTBUHU C
BO3pacTHOM NOTpeOHOCThIO. [lpu MMOJIHOM SHTEpaTbHOM MUTAHUU EAMHBIX MOJAXOJ0B K JOTaluu
ButaMuHa K 115 naHHBIX NalMeHToB HeT. B 3apy0exHBIX CTpaHax PEKOMEHIYeTCs NOTOJHHUTEIbHOE
BBeZieHUEe BUTamuHa K; BHyTph B n03e oT | Mr 1 pa3 B Hememo a0 2,5-5,0 Mr 2 pasza B HEAENIO WIH
©XKEeJIHEBHO; MapeHTepaibHO BUTaMHH K; nobapnsercs B Jo3e 1-5 Mr mpu yxXyalieHHM IoKazareneu
CBEpTbIBaHUSA KpoBU. [l HHAMBHAyaJbHOTO mOA0Opa 1036l M IYTH BBEJIEHUS KOHTPOJIUPYETCS
nporpoMbuHoBoe Bpemsi (wu [ITHU, wmu MHO) [24, 27, 49, 54]. Ilockonpky B Hamieil crpaHe
pa3pellieHHbIM Ui JIeTell MepBOro roja >KU3HHU SBISETCS TOJBKO PacTBOp Ui BHYTPUMBIIIEUHOTO
BBeZIcHUST MeHaauoHa HaTpusi OMCyab(UT, TO-BHAUMOMY, I€I€CO00pa3HO €ro Ha3HAYeHUE B JIaHHBIX
rpymnnax nanueHToB B g03e 1 Mr/kr (He 6osee 4 Mr) Juisi HOBOPOXKACHHBIX WM 2-5 Mr ais aetei 1-12
MecsneB | pa3 B Heaemo nox konTposieM IITH.

JUis TOBBINIEHUS] KOHLEHTpaluuu BuTamMuHa K B IpyIHOM MOJIOKE KOPMSIIUM >KEHIIMHAM
HEOOXOJIMMO PpPEKOMEHJOBATh IMPOJAYKThI, Oorarbie BuTamuHOM K; (mpuioxkenue 4), a TaKxke
MOJIMBUTAMUHHBIE KOMILJIEKCHI, cojJiepkamue BuTaMuH K;, T.K. cyrounoe norpebnenue marepero 2,5-5,0
MI' (PUJUIOXMHOHA MPHUBOJUT K 3HAYUTEIBHOMY IOBBIIICHUIO KOHIEHTpauuu BuTamuHa K B rpyaHom
MoJoke (B 20 pa3) u mia3me HOBOpokaeHHOTO (YpoBeHb aoka3ateibHocTu D) [10, 28, 48].

5. JaabHeiimee Benenue (GPPs)

e HoBOpOXIEHHBIN ¢ TEMOpparnyecKoi O0JIE3HBIO MOCIE CTAOMIU3AINHN COCTOSIHUS M TIPEKPaIICHUS
KpPOBOTEUEHHUsI JOJDKEH OBITh IEepPEBE/IEH Ha BTOPOW ATal BBIXKUBAHHUS MJIs JAIBHEHIIETO
o0cieoBaHus U JICYEHHUS.

e Bakuunanus (nmpotus renatuta B u tyOepkynesa) aersm ¢ I'pbH B neproie HOBOpokI€HHOCTH HE
PEKOMEHAYETCS.

e HoBopoxnennsie, mnepeHecmine ['pbH, mnomnexar crangapTHOM — JHMCHAHCEpU3aUMHU  Ha
amMOyJIaTOPHOM JTarle.

e [lpumep GOpMyTUPOBKH KIMHUYECKOTO AuarHosa: «I emoppazuyeckas 00Ne3Hb HOBOPOICOEHHO2O,
K1accuyeckas hopma, Hceiry0ouHo-KuuleuHoe kpogomeuernue (P53)».

6. Ilporuos

e [lpu OTCYTCTBUHU JIETOYHOI'O KPOBOTEUEHUS U BHYTPHUUEPENHBIX KPOBOU3JIMSHUN, KaK MPABUIIO,
OJIaronpUsATHBIN [5].

e [lpu HanMuuM BHYTPUYEPEITHOTO KPOBOMBIUSHUS IPOTHO3 OIpelessieTcs JIoKaau3auuen u
BBIPAKEHHOCTHIO KPOBOUBIIHUSHUSL.

e CmeptHocThs npu mno3aHed I'pbBH B ciyuae pa3BuTus BHYTPUYEPENHBIX KpPOBOU3IIHMSIHUMA
cocraBisger 15 — 20 %, a HeOmaronpusiTHble OTAAJEHHBIE MOCIEACTBUS (JBUraTEIbHBIA U
MHTEJUIEKTYalbHbIN epuuut) otmevarores y 20 — 50 % [56, 57].
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7. Meauko-1IopuanYecKue acneKTbl

e (OOs3aTenpbHO MOJy4YEHUE OT 3aKOHHOTO IIpe/ICTaBUTENsl peOeHKa corjiacusi Ha MEIULIUHCKHE
BMeEILIATENIbCTBA (B TOM YHCIIE Ha MPOopHIaKTUYECKOe BBeJeHre BUTaMuHa K).

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

e B MemuIMHCKON JOKYMEHTAIMH JIOJDKHBI OBITh YKa3aHBl J103a BBEIEHHOTO BUTaMHUHA K, myTh n
JiaTa BBEICHHUS Ipenapara.

e Ecnu mnocne poxnaeHus peOeHKy He BBedeH ButamMuH K, a B mocnenyromeM pa3BUIIOCH
KPOBOTEUEHHE, 3TO MOKET ObITh IOBOJOM JUISI CY/1I€OHOTO HCKa.

8. IlepcniekTUBBI
[Tocne peructpaumu B Poccum mnpenapara ButamubHa K;, KimnHudeckne pekomMeHIauuu IO

npoUIAKTUKE U JIEYEHUIO BUTaMUH-K-1epUIUTHOrO reMopparuueckoro CUHApoMa y JETeH JIOJKHBI
OBITh IEPECMOTPEHBI.
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NHucrpykuus k npenapary Butanunun H.
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[Ipunoxenue 1

Tab6nuua 1

PedepencHblie 3HaYeHUS NTOKA3aTe el reMOCTa3a y JTOHOIIECHHbIX JeTel
B 3aBHCHMOCTH OT BO3PAacTa U B3POCJIbIX, 10 JaHHBIM Pa3HbIX HCTOYHUKOB [16, 17, 37, 39]

IlokazaTesnb ABTOp 30 muH 1 cyTkH 3 cyTKH 5 cyTkH 30 cyTku 90 cyTkH Bapocibie
Mitsiakos 155

I1B, c G, 2009 (13,4-19,0)
Andrew M, 13 12,4 11,8 11,8 12,4
1987, 1988 (10,1-15,9) (9,5-15,3) (9,3-14,3) (9.3-14,3) (10,8-13,9)
Monagle P., 15,6 14,9 131 13,0
2006 (14,4-16,4) | (13,5-16,4) (11,5-15,3) (11,5-14,5)
Mitsiakos 42

AYTB, c G., 2009 (30-57)
Andrew M,, 42,9 42,6 40,4 371 33,5
1987, 1988 (31,3-54,5) (25,4-59,8) (25,6-55,2) | (24,1-50,1) (26,6-40,3)
Monagle P., 38,7 36,3 39,3 332
2006 (34,3-44,8) | (29,5-42,2) (35,1-46,3) (28,6-38,2)
Mitsiakos 1,23

MHO G, 2009 (1,01-1,60)
Monagle P., 1,26 1,2 1,00 1,00
2006 (1,15-1,35) | (1,05-1,35) (0,86-1,22) (0,8-1,2)

TB,c Andrew M, 23,5 23,1 24,3 251 25,0
1987, 1988 (18,7-28,3) (17,0-29,2) | (19.4-29,2) | (20,5-29,7) (19,7-30,3)
Monagle P., 171 16,6
2006 (16,3-17,6) (16,2-17,2)

dubpuHorey, | Mitsiakos 1,85

r/mun G, 2009 (0,65-3,24)
Andrew M, 2,8 3,1 2,4 2,78
1987, 1988 (1,7-4,0) (1,6-4,6) (1,6-3,8) (1,1-3,8) (1,56-4,00)
Monagle P., 2,8 33 242 31
2006 (1,92-3,74) | (2,03-4,01) (0,82-3,83) (1,9-4,3)

[IpuMeyaHHe: NpeficTaB/IeHEbl cpefiHee 3HadeHHe (95% JoBepUTeILHBIH HHTEPBAI)
Tabmuma 2

PedepencHble 3HaUeHNs OKAa3aTeeil reMOCTa3a Y HeJJOHOIIEHHbIX JleTei,
30-36 Heneab recraluy, B 3aBUCMMOCTH OT BO3PacTa, M0 JAHHBIM Pa3HbIX HCTOYHHUKOB [17, 38]

[lokazaTens ABTOpD 30 muH 1 cyTkH 5 CyTKH 30 cyTrH 90 cyTKH
Mitsiakos G., 2010 16,4
B, c (13,3-21,4)
Andrew M., 1988 13 11,8 12,3 13
(10,6-16,2) (10,0-13,6) (10,0-14,6) (10,6-16,2)
Mitsiakos G., 2010 51
AYTB, c (34,2-102,9)
Andrew M., 1988 53,6 50,5 44,7 39,5
(27,5-79,4) (26,9-74,1) (26,9-62,5) (28,3-50,7)
MHO Mitsiakos G., 2010 1,32
(1,02-1,85)
TB,c Andrew M., 1988 24,8 24,1 24,4 251
(19,2-30,4) (18,8-24,4) (18,8-29,9) (19,4-30,8)
dubpuHoren, Mitsiakos G., 2010 1,83
r/MI (0,64-4,78)
Andrew M., 1988 2,43 2,8 2,5 2,46
(1,5-3,7) (1,6-4,2) (1,5-4,1) (1,5-3,5)
[IpuMeyaHue: npecTaBIeHb] cpefHee 3HaueHHe (95% JoBepHTeAbLHBIH HHTEPBAI)
Tabmuma 3

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

Y HOBOPOKIECHHBIX [7]

Henonomennsie 30-36 Hex. JloHOIIEHHbIE 3HaueHus, Kak y B3pOCIbIX,
JTOCTUTAIOTCS K
I1TH, % 46 (35-115) 72 (50-95) 1-4 Henensim
18
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[Ipunoxenue 2

Jleuenne I'pbH

Jledenne BHTAaMHH-K-1e PHIHTHOr0 reMOppard4ecKoro
CHHApOMA Y JeTel NepBLIX MECcHIEB KAIHH

N
- N

HezaMeInTeNLHO! Caesxe3aMOpoKeHHas [1a3Ma:
BayTpHMEImesno 1% pacrsop Menannona * craggapraas gosa: 10-15 sur/kr;
HATpHA GucynshuTa -+

* [IpH THOOBOIEMHYECKOM Iroke: 20 mu/kr.
Tpancdysus mIasMel T01xHA OETE HaYaTa B
TedenHe 1 yaca nocle pasMOPOKHBAHHA H
IponomKaTsea He Donee 4 9acos

* N8 HOBOPOX ICHHBIX:
0,1-0,15 mn/xr/eyT (HO He Oonmee 0,4 Mmn/cyT);
* nnua nered 1-12 mecsanes: 0,2-0,5 mn/eyT;
| paz B neHs, B TeueHue 3-x IHEH
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[Ipunoxenue 3
IIpopunakruka I'pbH

Mpodunakraka BuTaMAd-K-1epHIHTHOTO reMOpparu9ecKoro CHHIpoOMa y
AeTeil NepBLIX MeCHLIED KHIHK

— * T

Hopopomxiennbie Ges HopopomieHHbBIE, KOTOPBIM
reMoanTHYecKol Go/tesHH® Hosopoxpennsie ¢

Z [OKA3AHA ONEPALHS C BOZMOKHEIM
reMoaHTHYecKoil Gosleannio
CHIBHBIM IAPEHXHMATOIHEIM
‘ KpPOBOTE4eHHE
BHYTPHMEIIIEYHO v
THHHOE NPHMEHEHHE
1% pactsop s v BHYTPHMBIIIEYHO

1% pacTteopa

Menanuona HaTpHa OHCYNbHTA
Menanuona HaTpHA OucynshuTa

1% pactBO
0,1 mn/sr * lp/eyT 1P iy

MenannoHa HaTpHA OHCYNBOHTA

(no He Gonee 0,4 MT/cyT) D OO 0,1 m'sr * Ip/oyT
Sk [OPHMEHEHHE - 110 JKUIHCHHEIM i
p (mo He Gonee 0,4 mu/cyT)
TOKA3AHKAM

B TedeHHe 2-3 gHeli 10 onepanHH

v

JeTn nepBhIX MecsiIEB XH3IHH C X0JIECTAI0M HIH
CHHAPOMOM Manbabcopbunn

/

HA SHTEPANLHOM MHTAHHH Ha NapeHTEPATEHOM THTAHHH
BHYTpHMEIIeTHO | % pacTBOp Burammug H
Menamuona HaTpHA OHcyIsdHTA * IUIS HOBOPOXIEHHEIN C Maccol MeHee
* g HoeopoxaeHasn: 0,1 mn/kr/cyT (Ho He Gonee 0,4 Mn/cyT); 2,5 kr - 4 Mmi/rrfeyT
* nng nereit 1-12 mecanes: 0,2-0,5 ma/cyT; * 1718 ocTanbHEIX gereit - 10 micyT
1 pa3 B Henemro nog KoHTpoaeM [ITH

*- MOJCEM PACCMAMPUsambea 3-kpamuoe esedenue (I1p/cym) & cayuae HATUYUA 2EMOPPAZUYECKO20 CUHOPOMA ¥ demeli NEPablX MECAYES HCUTHU,
UMEIWUX AKMOPEL PUCKA RO PAZEUMIID 2EMOPPAZINECKOl DORE3HU.
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[Tpunoxenue 4

Conepxanue Butamuna K1 B numeBbix nmpoaykrax (Mkr/100 r) [15]
IIpoaykTsl Coaepixkanue
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 cojieHo€e CIMBOYHOE 7,0
CHUBKH 1eJIbHbBIE 33
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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