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1. MeToao10rua

MeToabl, HCNIO/Ib30BAaHHBIE /J1s1 CO0pa/ce/IeKIUU AOKAa3aTe/IbCTB:
IIOMCK B 3JIEKTPOHHBIX 6a3ax JaHHbBIX.

OnucaHue MeTO/ 0B, UCII0/Ib30BaHHBIX AJId CO0pa/ce/IeKIMH AOKa3aTe /IbCTB:

Jl0Ka3aTeJbHOM 06a30M /11 peKOMeHAALUH ABJAITCA NyOoJMKaluy, Boue e B KoXpaHOBCKYIO
oubaroTteky, 6a3bl JanHbix MEDLINE n EMBASE no coctossuuto Ha 1 okTa6psa 2014 r. [iybuHa
IIOUCKA cocTaBJida 60 JieT.

MeToAbl, NUCNIOJ/Ib30BAHHBIE /JI51 OLEHKH Ka4eCTBa U CUJIbI J0KAa3aTe/IbCTB:
e KoHceHcyc akcIiepToB;

e OneHKa 3HAaYMMOCTH B COOTBETCTBHUM C PEUTUHIOBOM CxeMOH (CxeMa NpuJiaraeTcs)

PeliTUHroBas cxema Jjisl OLLleHKM CUJIbI peKOMeHJalui npeacTaBjeHa B Taésuue 1.

Ta6auna 1
YpOBHHU JI0Ka3aTeJIbHOCTH

1++ MeTa-aHa/iM3bl BBICOKOI'O KayecTBa, cucteMaTudyeckue o63opbl PKHU uaum PKHU c
OYeHb HU3KHM PUCKOM CHUCTEMHBIX OLIUOOK

1+ KauecTBeHHble MeTa-aHaJIU3bl, cCUCTeMaTHYeckrue 0630pbl PKU ¢ HU3KUM puckoM
CHCTEMHBIX OLIHMOOK

1- MeTa-aHanu3bl, cucreMaTuyeckue o0630pbl PKHU ¢ BBICOKMM pPUCKOM CHUCTEMHBIX
OILIHOOK

2++ CucremaTudyeckue 00630pbl BBICOKOIO KaudecTBa MCCAE€JOBAaHUK THIA CJaydau-

KOHTPOJIb WJIK KOTOPTHBIX I/ICC.}IELLOBaHI/Iﬁ
I/ICC.HGZLOBaHI/IH THIIA C.Hy‘lal‘;l-KOHTpO.Hb HJIX KOTOPTHBIE HCC/IeA0BAHHUA BbICOKOI'O
Ka4eCTBad C 0OY€Hb HU3KUM PHCKOM HCKaH(aIOH_[eﬁ CHCTEMATHUYECKOU OIIMOKU

2+ UccnenoBanua Tvna ciay4al-KOHTPOJIb WA KOTOPTHBIE UCC/AELOBAaHUA BBICOKOTO
KayecTBa C HU3KMM PHUCKOM MCKaXalled CHCTeMaTU4eCKOU OUIMOKHU

2- KayecTBeHHble  HMCC/I€LOBaHUA TUNA  CJAy4al-KOHTPOJb WM  KOTOPTHBIE
McCJe/I0BaHUs C BBICOKMM PUCKOM MCKaXKalel CMHCTeMaTU4eCKOU OUIMOKHU

3 HeaHasuTuyeckue uccies0BaHUs, HaIpUMep ONUCAHUA OTAEJIbHBIX KJIUHUYECKUX
CJIy4YaeB, CEpUH CIy4yaeB

4 MHeHuHe 3KcIepTa

MeToabl, UCNIO/Ib30BaHHbIE AJ1s1 GOpMYy/IMPOBaHUA peKOMEHAALMM:
KOHCEHCYC 3KCIIepTOB.

PeliTUHroBas cxeMa OLleHKH CHJIbI pEKOMEHJalluii mpecTaBjieHa B Ta6 e 2.

Ta6suna 2
PelTHHIOBasi cCXeMa OLIEHKH CUJIbl peKOMeH Al

A He MeHee oJlHOro MeTa-aHa/IM3a, CUCTeMaTH4YecKoro o63opa uau PKH, olieHeHHOTO
Kak 1++ ¥ HenmocpeJCTBEHHO MPUMEHUMOTO K LieJIEBOM MONMYJISLIMU; WU
JlokasaTesibHasi 6a3a, COCTOsIIas NIPeUMYLeCTBEHHO U3 UCCIeJ0BAaHUH, OLleHEHHBIX
Kak 1+, HeNoCpeACTBEHHO IPUMEHUMBIX K LeJleBOM [MONyJAlUU U
JEeMOHCTPUPYIOLIUX OJAMHAKOBbIE Pe3y/IbTaThl

B AOKaBaTeﬂbHaﬂ 6333, BKJIIOYaAOmad HCCJIE€eJ0BAHHA, OINEHEHHbIE KakK 2++,
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HENoCpeJCTBEHHO IPUMEHUMBIE K 1|eJIeBOW MONYyAAI AU
Y IEMOHCTPUPYIOLLIME OJUHAKOBbIE PE3YJIbTAaThl; UJIH
JKCTpanoJiMpoBaHHbIE JAHHbIE UCCIEeJOBAHUM, OLleHEHHBIX KaK 1++ nuau 1+

C JlokasaTesbHasag 6a3a, BKJYalollasd HCCAeJOBaHHUS, OIlleHeHHble Kak 2+,
HenocpeACTBEHHO MPUMEHUMbIE K 1[eJIeBOH MONYISAIUN

Y IEMOHCTPHUPYIOLIHEe OMHAKOBbIE Pe3y/bTaThbl; UJIU

JKCTpanoJMpoBaHHbIE JAHHbIE UCCIeJOBAHUH, OlleHEHHBIX KaK 2++

D YpoBeHb [0Ka3aTeJbHOCTH 3 WJM 4; WIU SKCTPANOJUPOBAHHbIE JlaHHbIE
Hccae0BaHMM, OlleHeHHbIX KakK 2+

HHauKaTOpbl A00poKayecTBeHHOM NpaKTUKHM (GoodPracticePoints - GPPs):
pekoMeHJyeMasi J10OpoKayecTBEHHAs NMpPaKTUKA 0a3upyeTcsl Ha KJIMHUYECKOM OMNbITe pabouei
I'PYIIIbI 10 pa3paboTKe peKoMeH I,

JKOHOMUYECKHUH aHAIU3:
AQHAJIM3 CTOUMOCTH He MPOBOAUJICA U My6GJIMKALMU 10 papMaKO3IKOHOMUKE He aHAJTU3UPOBAJIUCH.

MeTo bl Ba/IMAM3aL MU PEKOMEHdalMii:
e BHellHAd 3KCIepTHAA OLIeHKa;
e BHyTpeHHAA 3KCllepTHasd OLleHKa.

OnucaHve MeTO/Ja Ba/IMAM3AL U PeKOMeHAal i

Hacrosujue pekoMeHJAnuMu B MpeABapUTeJbHOW BepcUU ObLIM  peLieH3UPOBaHbI
HEe3aBUCUMbBIMH 3KCIIEPTAMH.

[ToslyueHbl KOMMEHTApUU CO CTOPOHbI Bpayel HEOHATOJIOTOB U3 HECKOJbKHWX PEruoHOB
epBOro0 U BTOPOrO 3TANOB BbIXa)XUBAHUsI HOBOPOXKJEHHbIX JAeTed (rr. MockBa, MockoBcKas
ob6JiacTb, JleHuHrpajackass o6siactb, Apocnasiab, AkyTck, XabapoBck, CtaBpomnoJib, YesnssO6UHCK,
KpacHozap) B OTHOILIEHHUM [JOCTYNHOCTH, JOXOAYMBOCTM U BO3MOXXHOCTH I PUMEHEHUs
peKoMeHJal il B MOBCEJHEBHOU MMPAKTHUKE.

Bce kKoMMeHTapuM, MoJydeHHble OT 3KCIEPTOB, aHAJW3WPOBAJMCh MNpejcelaTesieM U
YyJieHaMU paboyei rpyIiibl, BHOCUJIUCh U3MEHEHHS C yYeTOM peKOMeH AU H.

KoHcy/sibTanus U 3KCnepTHasi Ol eHKa

[IpenBapuTesibHast Bepcus Obla pa3MelleHa s o6cyxJeHnus Ha caiTe http://neonatology-
nmo.geotar.ru, Zjis TOro, 4ToObl IHUPOKHUHU KPYT JIKI[ UMeJ BO3MOXXHOCTb NPHUHSATH ydyacTHe B
06CY>KJI€HUHU U COBEPLIEHCTBOBAaHUM PEKOMEH/AAIHH.

Pa6oyas rpynna

[ OKOHYaTeJbHOW peJaKIMM U KOHTPOJIA KayecTBA pPeKOMeHJAllMU OblJId MOBTOPHO
NpoaHaJM3UPOBaHbl YieHaMM paboyell Tpynnbl, KOTOPble MNPULLIK K 3aK/JYEHUIO, YTO BCe
3aMeYyaHUsI U KOMMEHTApUH 3KCIEPTOB MPHUHATHI BO BHUMaHUE, PUCK CUCTeMAaTHYECKHUX OIIMOGOK
npu pa3paboTKe peKoOMeH/Jaliil CBeZleH K MUHUMYMY.

OCHOBHbIE pEKOMEHAaLUuHU

Cunbl pekoMmeHganuil (A-D), ypoBHU nAokazaTenbCcTB (1++, 1+, 1-, 24+, 2+, 2-, 3, 4) u
MH/JUKATOPbl J0OpOKayeCTBEHHOW MpakKTUKU - goodpracticepoints (GPPs) mpuBogaTca B xone
M3JI0’KEHUSI TEeKCTA peKOMeH/JalHi.
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2. OnpepesieHne, KJiaccupuKamus, 3THOJIOTHS, NaToreHe3 U paKToOpbI pUCKa

['emopparuyeckass 6oJie3Hb HoBopoXJaeHHbIX ('pBbH) (kogq MKB - P53) uiu BUTaMuH-K-
JebULUUTHBIA TeMopparuyecKuii CUHAPOM - NMPUOOpPETEHHOEe WM BPOXJEHHOe 3ab0JieBaHMUE,
NposABJISAIOILeecs MOBbILIEHHON KPOBOTOUYUBOCTbIO ¥ HOBOPOXK/JEHHBIX U JleTel MepBbIX MecAleB
>KM3HHU BCJIE[ICTBHE HEJOCTAaTOYHOCTU ¢pakTopoB cBepThiBaHUsA KpoBHM (I, VII, IX, X), akTUBHOCTH
KOTOpPbIX 3aBUCUT OT BUTamuHa K [5, 7, 10, 26, 29, 41, 32].

2.1. Knaccupukanusa 'pBH

1. PaHHsAA ¢opMa - CUMIITOMBI NOSBJISAITCA B TeueHUe 24 4acoB nocJe poxJaeHus. PaHHas
dopma yacTo cBfizaHa C NPUEMOM MaTepbI0 MpenapaToB, HApyLIAIIUX MeTaboJM3M
BuTamMuHa K. 3ta dopma Oosie3HM He MOXeT ObITb NpeAylpexxJeHa MyTeM Ha3HadeHUs
BuTaMuHa K nocsie pozioB. XapakTepHbl KpoBaBasi pBOTa, JIEFOYHOE KPOBOTEYEHUE, MEJIEHA,
KpPOBOM3JIMSIHUE B OpraHbl OPIOIIHOM MOJIOCTH, Ha/iouyeyHUkKH [5, 10, 27, 35, 43, 44, 48].

2. Knaccuyeckasa ¢popma nposiBiasieTcsl KPOBOTOUYMBOCTbIO Ha 2-7 CyTKHU KU3HHU. Haubosee
4acTO pa3BUBAETCA Y HOBOPOXJAEHHBIX NPU HELOCTAaTOYHOM INOCTYIJIEHMU MOJIOKA M
OTCYTCTBMM NPOPUJAKTUYECKOr0 NpPHMeHeHUs BUTaMMHaA K cpasy nocie poxJeHUs.
XapaKTepHBbI KeJlyZ04HO-KHIlIeuHble KPOBOTEUEHUS], KOKHblEe TeMOpPpParuy, KpoBOTeYeHHUs
Y3 MyNOYHOU paHKH, KPOBOTEYEHHS W3 HOCA M HapyllleHUe CBEPThIBAHHUS KPOBH B MeCTax
VHbeKLUN. BHyTprUyepenHble KpDOBOU3JIUSAHUS MeHee TUIIMYHBI /151 KJIaCCU4eCKONU pOpMBI
I'pBH [5, 10, 27, 35, 43, 44, 48].

3. OTcpoyeHHas WU no3aHAsA ¢opMa xapaKTepU3yeTCs MOsIBJIEHUEM CHMITOMOB B IepUO/]
c 8 1HA 10 6 MecsueB U3HU [19, 41], X0Ts, Kak npaBuJio, MaHUPecTalUsA TPUXOJUTCS HA
Bo3pacT 2-12 Hepenb [5, 27, 41, 46]. 3a6osieBaHrEe BCTpeYaeTcs Yy AeTel, HaXOAsAIMXCS Ha
VCKJIIOYMTEJbHOM TPYJAHOM BCKapMJIMBaHWUM UM He TMOJYYUBIIMX NPOPUIAKTUKY
BuTaMuHOM K mnocne poxzaenus. B nosoBuHe ciyyaeB no3aHaa ¢opma 'pBH pasBuBaeTtcs
Ha poHe 3ab0JieBaHUN U COCTOSHUN pebeHKa, CIOCOOCTBYIOLMX HApYyILIEHUI0 CUHTEe3a U
BcacblBaHHS BUTaMMHa K (Xosiectas, cuHZpoM Manbabcopb6buuu). [Ipu aTo popme yacto
PETUCTPUPYIOTCS BHyTpHUUYepenHble KpoBousausHusa (50 - 75 %), KokHble reMopparuy,
KpPOBOTEUEHUS] M3 MEeCT UHDBEKIUH, MyMOYHOU PaHKU M KeJYAO0UHO-KHILIEYHOro TpaKTa
(KKT)uT.n. [11, 35, 42, 43, 46].

be3 npoduiakTUKU yacToTa paHHed M kjaaccuyeckod ['pBH cocraBaser 0,25 - 1,7%,
nosaHed — 4,4 - 7,2 Ha 100 000 HoBopoxAeHHBbIX [43]. B cTpaHax, rje BuTaMuH K Ha3zHavyaeTcs
[IapeHTepaJbHO HEeNOCpPeACTBEHHO mocje poxzaeHus, 4dactrota ['pbH paBHa 0,01% u MeHee.
YacTtoTa 3aboJsieBaHUS He 3aBUCHUT OT 10J1a U pachl pebeHKa.

2.2.3THOJIOTUA U TIaTOreHe3

Buosiornyeckast posib BUTaMMHa K COCTOUT B aKTUBUPOBAaHUM raMMa-KapbOKCHIUPOBaHUSA
OCTaTKOB TJIyTAMHUHOBOM KHCJOThI B mpoTpoMbuHe (dakTtop II), npokouBeptune (paktop VII),
aHtTureModuabHoM riobyartHe B (pakrop IX) u pakrope Ctroapta-Ilpayapa (daktop X), a Takxke B
aHTUnpoTeasax C u S my1a3Mbl, UTPAOLIMX BaXKHYI0 poJib B aHTUCBepThIBatLlell cucteme [31, 51], a
TaKXe OCTeOKaJbliMHe U Apyrux oOeskax. [Ipy HemoctaTke BUTaMuUHA K B NedyeHW NMPOUCXOAUT
cuHTe3 HeakTHUBHbIX ¢akTopoB II, VII, IX u X, HecnocoOGHbIX CBSI3bIBATb MOHbI KaJbIUS U
IIOJIHOLIEHHO Y4acTBOBAaTh B CBePThIBAHWU KPOBH [5].
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B npupoge BcTpedaeTcss HeckoJbko TUNOB BUTaMuHa K. Butamun K1 wiu usoxuHoH
IIMPOKO MpeJCTaBJeH B NPOAYKTax NUTAHUA (3esieHble OBOILH, paCTUTe/bHble Mac/a, MOJIOYHbIEe
npoaykThl). ButamuH K2 wuiu MeHaxXMHOH CHUHTE3UPYyeTCd KUUIeYHOW MHUKPOPJIOpOd U
BCACbIBAeTCA B KpalHe MaJiblX KosndecTBax. OHUM U3 NyTeu npeobpa3oBaHus BUTaMUHOB K1 u
K2 B penoHunpoBaHHy0 $oOpMy ABJIAETCHA UX MeTabOJM3UPHUPOBAHUE B KHIIEYHUKE B MEHA/IUOH
(ButamuH K3). U3 pupkyaupymolero B KpoBU MeHa/JJMOHA 3aTeM BO BHENEYEHOUYHBIX TKaHAX
CUHTEe3UpyeTCs lellIOHUPOBaHHasA GopMa - MEHaXMHOH-4.

MeHalMOH - CHHTETUYEeCKUM BOLOPACTBOPUMBIY aHa/IOT BUTaMUHA K, MHOTrja Ha3bIBaeMbI1
BUTaMUHOM K3, B HacTosulee BpeMs He UcHoJb3yeTca A npodunaktukd pBH B pasBuUTBhIX
3apyOexHbIX cTpaHax [45]. MeHaguoH JeHCTByeT He caM, a NPOWAsS MeTabOJMUYEeCKHUU NYyTb
npeBpalleHds B nedeHU B GuioxuHoH (Ki) n menaxuHoH (Kz), mostomy addekT ero mocie
IIOCTYIJIEHUs] B OPraHM3M pa3BUBAETCA MeJJIeHHO [3].

[lepeHoc BuTaMuHa K 4yepe3 mnJalleHTy OrpaHM4YeH, NO3TOMY ero 3amachl B Ie€4YeHU
HOBOPOX/I€HHBIX, KaK U KOHLIEHTpaLus B KPOBU MyNOBUHbI 04eHb HU3KUe [43, 52]. Kpome TorO,
BUTaMUH K OTHOCUTCA K rpynne >XHUPOpacTBOPUMBIX, [I03TOMY BCacblBaHWE ero B KHILIEYHHUKe
BO3MOXXHO TOJIbKO IpPH HaJWYUU COJIEW KEJYHBbIX KHUCJIOT. BO3MOXKHOCTH [JeNoOHUpOBaHUA
BUTaMHHa K B opranusMe o4eHb HM3KHe, a IepUOJ MoJypacnasa BUTaMUH K-3aBUCHMMBIX
bakKkTOpOB CBepThbIBAHMA OYEHb KOPOTKUH. BciefscTBue Bcero BhblllenepedyvC/J€HHOTO JePULUT
BUTaMUHa K Ipu HeJ0CTaTOYHOM ero MoCTyIJIeHUU pa3BUBAETCS OYSHb OBICTPO.

Y 370pOBbIX HOBODPOX/EHHBIX COJZEepXKaHue B IJIla3Me KpOBU BUTAaMHUH K-3aBUCUMBIX
dakTopoB cBepThiBaHUA cocTaBiaseT 30-60% oT ypoBHA B3pOC/AbIX. MX KOHLEHTpauus
yBeJIMYMBAETCS NOCTENEHHO U JJOCTUTaeT YPOBHS B3POCJbIX K 6 HeZeJse XU3HU. [IpaKkTHYecKU Y
BCeX 3/0POBBbIX JOHOLIEHHbIX HOBOPOXJEHHbIX B IlepBble NATb JHEH »KU3HU OTMedaeTcs
CONMPSKEHHOe CHWXXeHHWe YPOBHS NPOKOAryJsHTOB, (QU3HOJIOTHYECKUX AHTHUKOAryJssHTOB U
nJia3MUHoreHa [4].

JlJ1s1 HOBOPOXK/JeHHOT'0 eJUHCTBEHHbIM UCTOYHUKOM BUTaMUHa K siB/1sieTcs ero sKk30reHHOe
NOCTyIJIEHUEe: C >KeHCKMM MOJIOKOM, MCKYCCTBEHHOM MUTATeJbHOM CMeCchbld WJIU B BHU/JE
JlekapCcTBeHHoro npemnapara. KosuyectBo BMTaMuHa K, mosydyaeMoro pe6eHKOM, 3aBHUCHUT OT
XapaKTepa BCKapMJIMBaHHUSA. YpoBeHb BUTaMUHa Ki B rpysHoM MoJsioke cocTaBiseT oT 1 go 10
MKr/a [21, 26], B cpegHeM 2-2,5 MKr/na [22, 33], 4TO CyleCTBEHHO HMUXKE YE€M B MCKYCCTBEHHBIX
MOJIOYHBIX cMecsix (0koJio 50 MKr/J1 - B cMecsx AJis IoHOoLeHHbIX AeTel; 60-100 MKr/a - B cMecsix
JUIS1 HEJJOHOILIEHHBIX).

TakuM 06pas3oM, HOBOPOX/eHHblE JeTH B CUJIy CBOUX (QU3UOJIOTUYECKUX XAPAKTEPUCTUK
CBepThIBaWOIleld CHUCTeMbl U MeTabosM3Ma BUTaMMHA K, MMelT mnpeapacnosioKeHHOCTb K
pa3BUTHUI0 BUTaMUH-K-AedUIUTHOrO reMopparuyeckoro cuHjpoma. IIpy 3TOM 3HAYUMBIMU
dakTopamMu, cnoco6bCcTByOIMMU pas3BuTh0 ['pBH, ABAAI0TCA UCK/IIOYHATENBHOE TpyJHOe
BCKapMJIMBaHHWe W OTCYTCTBUE NPOPUIAKTUYECKOTr0 Ha3HauyeHUs1 BUTaMuHa K cpasy mnocie
poxaeHus [25, 27].

2.3. dakTopsl pucka passutud I'pBH [5, 8, 19, 27, 52]

1. Hckaro4uTesbHO IpyAHOE BCKapMJIMBAaHUeE.

OTcyTcTBUe NpodUIAKTUIECKOTO BBeJleHUsl BUTaMKHa K cpa3y nocsie poxaeHus pebeHka.

4. XpoHuYecKasi TMIIOKCHS IJI0Jla U aCOUKCHUS TIPU POXKIEHUU.

5. PopoBast TpaBMa.

6. 3aZep>Ka BHYTPUYTPOOHOTO Pa3BUTHUSI.

7. Poppl myTeM onepayuu KecapeBa ce4YeHUd

6. HenmoHO1IEHHOCTB.

9. IllpuMeHeHHEe aHTUOHWOTUKOB IIMPOKOTO CIIEKTpPA AeUCTBUS.

10. lnuTesbHOE MapeHTepasibHOE MUTAaHWE B YCJOBUAX HeaJeKBAaTHOrO CHAaGXKeHUs
BUTaMUHOM K.

N
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11.

12.

13.

3aboJieBaHUSA U COCTOSIHUS pebeHKa, CIOCOOCTBYIOIME HAPYLIEHUI0 CUHTE3a U BCaCblBaHUS

BUTaMMHa K:

e CHHJPOM MasibabCoOpOIUK (MYKOBUCIUAO03, JHapes C MaJababcopOIel KHUPOB,
npojoJikatolasics 6osiee 1 Henenu) [8, 14];

® CHH/POM KOPOTKOM KHUIIKH;

® X0J/1eCcTas.

[IpreM MaTepblo BO BpeMsl 6epeMeHHOCTH JIeKapCTBEHHBIX CPeJCTB:

* AHTHUKOAryJIHTOB HENPSMOTO AeUCcTBUA (U3 TPyNNbl HEOAUKYMapHUHOB, BapdapuH);

* TIPOTHUBOCYJOPOXKHBIX IpenapaToB (6apouTyparsl, kKapbamMa3enuH, eHUTHUOH U Jp.);

* OOJIBIIMX [JI03 AHTUOMOTHMKOB  UIMPOKOr0  CHeKTpa  JeWcTBUSA  (0CcoOeHHO
nedasocCnOpHrHbI);

* NIpPOTUBOTYOEpPKYJIE3HBIX CPeACTB (M30HUA3U/, pUbaMIIUIMH);

* HECTEepPOUJHBbIX MPOTHUBOBOCHAJUTEJBHBIX CPEJCTB HENOCPeJCTBEHHO Iepej, poAaMHu
(ageTuaCcanMLUI0BasA KUCJI0TA, MHAOMETALUH U JIp. TPOMOOLMTapHbIE UHTUOUTOPHI).

[Ipesaknamiicus.

14.3a6oseBaHus MaTepH (3ab60JieBaHHS NTI€YEHU U KMILIEYHUKA).

BKJla,ZL NnepedyurcJieHHbIX Cl)aKTopOB pHUCKa B pa3BUTHE 60J1e3HU 6y,qu COOTBETCTBEHHO

pasnunvaThbces B 3aBUCMMOCTH oT GpopMbl 'pBH (cM. knaccudukanuuto 'pBH).

2.4. KIMHUKO-/1a00paTOpHas XapaKTepUCTHKA

Knunnuyeckass kaptuHa 'pBH xapakTepusyeTcsi NOsIBJIEHHUEM CIIOHTAHHBIX KPOBOTEYEHUH

JII060H JIOKaJIM3alMHU:

KpoBoTeueHus U3 KeJNyL0UHO-KUILIEYHOTO TpaKTa (MeJieHa, reMaTeMe3uc);

M3 nynoyHo! paHKH (B TOM 4McCJie IpU OTNaJeHUU OCTaTKa YTOBUHBI);

Ko>xHble reMopparuu (3KXMMo3bl, IETEXHH);

KpoBOTOUMBOCTb U3 MECT MHBA3UU;

JlerouHble ¥ HOCOBble KDOBOTEYEHMUS;

KpoBousnusHUSA B OpraHbl 6PIOLIHOM M0JIOCTH;

KpoBousnusHUs B HAZTOYEYHUKHY;

Ha ¢one pedunura ButamumHa K Moryt mporpeccupoBaTh reMaTOMbl B MeCTe TPaBMbl
(kedasoremaToMa, 3KXMMO3bI);

Jia no3aHed GopMbl XapaKTepHbl BHYTpUYepelHble KPOBOM3JUSAHHUSA: Cy6JypaJibHble
rematoMbl (40%), mnapeHxumMaTto3Hble (40%), BHyTpuxkenayzoukoBble (10%) w
cybapaxHouzanbHble (10%) kpoBousausaHusa [56]. Bosee yem y 1/3 neTell 3a HeCKOJIbKO
HeJleJib 10 KPOBOM3JIUSIHUS B MO3r MOTYT MNOABAATbBCA 3KxUMO3bl [46]. Kak mpaBuJo,
BHYTpUYepeNHble KPOBOMU3JIUSIHUS PETUCTPUPYIOTCA Yy JieTeld, HaXoAsAIIUXCAd Ha
HCKJIIOYUTEJbHO I'PYAHOM BCKapMJIMBAHUH.

Apyaue nposieaenusi ['pbH:

[Ipy 3HaUUTE/IbHBIX KPOBOTEYEHUAX Pa3BUBAETCS aHEMUS;

TpoM6GouuToneHusi He XapaKTepHa, OJHAKO, OHA MOXET BO3HUKAThb BTOPUYHO, B
pe3y/ibTaTe MacCUBHOUM KPOBOIOTEPH;

Jebuuut BuTamMMHa K MoOXeT conpoBOXJAaTbCsd TpoMb603aMHu, Tak kak npu K-
TMIIOBUTAMHUHO3€ B MEYEHU TaK K€ MPOUCXOJUT HapylLIeHHe CHHTe3a aHTHUKOAryJISHTOB —
npoteuHoB Cu S [31, 51].

2.5.J/1aGopaTopHas AMarHOCTHKa

O6caedosaHue npu nodospenuu Ha I'pBH ekatouaem 6 ce6s:
1. O6wui aHa/IM3 KPOBU C OollpesieJieHHeM TPOMOOLUTOB;
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2. Koarysnorpamma: ¢pubpuHOTEH, IPOTPOMUHOBOE BpeMs (MJIU NPOTPOMOUHOBBIN UHJEKC
(IITU) nnu MexxayHapoZHOe HOpMaJiu3oBaHHOe oTHoleHHe (MHO)), akTUBUpOBaHHOE
yacTU4HOe TpoMbomniacTuHoBoe BpeMs (AYTB), TpombHHOBOE BpeMsl.

3. Y/abTpa3ByKOBOE HUCCJeZJ0BaHUE OPraHOB OPIOLIHON MOJIOCTH, T0YEK, HAATIOUEYHHUKOB;

4. Henpoconorpadus (HCI).

Jas I'pBH xapakmepho [5, 10, 27, 43]:

1. YanvHeHHe NPOTPOMOMHOBOIO BpEMEHHU, 4YacTo B 4 pasa u OoJee, cHmxkeHue [ITH,
noBbiieHue MHO;

2. YanuHeHue AUTB;

3. HopManbHOe TpOMOUHOBOE BpeMS;

4. Kak npaBuJio, HOpMaJIbHbIX ypoBeHb GUOPUHOreHa U KOJINYeCTBA TPOMOOLIUTOB.

[lepBbIMM IpU reMopparvyeckoyd 60JIe3HM HOBOPOXKJEHHbIX M3MEHSIOTCS IOKa3aTesau
IpPOTPOMOUHOBBIX TECTOB, a B 60Jiee TSXKeJIbIX C/lydasax npucoefuHsaeTcd yanuHenve AYTB.

[Ipy oueHke KoaryJorpaMMbl HEOOXOJHWMO YYWUTHIBATh, YTO HOPMAaTHMBHble 3HA4Y€HMU:
NoKasaTeJied reMocCTa3a Y HOBOPOXKJAEHHBIX U JeTel MepBbIX MecCAleB KU3HU OTJUYAITCHd OT
pedepeHCHbIX 3HAYeHUH B3POC/BbIX U MOJBEPKEHBI CYLIeCTBEHHbIM U3MEHEHUSIM Cpa3y IMOcJje
pPOXKJEeHHUS.

Y HenOHOLIEHHBIX JleTeld HUMEeNTCAd CBOU OCOOEHHOCTH reMocTa3a B 3aBUCHUMOCTU OT
reCTallMOHHOI'0 BO3PAaCTa, XapaKTepU3ylecs 3Ha4YUTeJbHbIM pa3MaxoM 3HAaYEeHHUM.

[l HOBODOXJEHHbIX M HEJOHOLIEHHBbIX JleTed XapaKTepHa TIHMIIOKOaryaAldOHHasA
HalpaBJeHHOCTb IJIa3MEHHO-KOAryJsLlMOHHOIO 3BeHa reMocra3a Ha (QOHe TOBbBILIEHUS
BHYTPHCOCYIUCTOI0 CBEPTHIBAHUS KPOBU U aKTUBHOCTU pubpuHoaunza [9, 16,17, 37, 38, 39, 40].

AGcosI0oTHbIe 3HAaueHUsl MoKa3aTesJed reMocrasa 3aBUCAT OT peareHTa U aHaJMU3aTopa,
03TOMYy B KaXJ0H J1abopaTOpUU pPEKOMEHJAYyeTcCs ONpeJesisiTb COOCTBEHHble pedepeHCHble
3HAaYeHHU [JI1 HOBOPOXJEHHBbIX W HEeJOHOLIEHHbIX JeTed B COOTBETCTBUM C MCIIOJIb3yeMOM
MeToAuKOH [2, 39, 40].

0630p pedepeHCHbIX 3HAUEHUI TeMOCTa3a /1J1s1 HOBOPOXK/J€HHbIX U HEJJOHOIIEHHBIX JeTel
Y3 pa3/JIMYHbIX UICTOYHUKOB UHPOPMal WU peCcTaB/eH B IPUI0KEHUH 1.

[IpsiMmble s1abopaTOpHbIE TECThI, KOTOpPble MOTJX Obl OTBEPTrHYTb WM NOATBEPAUTH B
KJIMHUYEeCKOH nMpakTuke AedUUT BUTaMUHa K, IpakTU4YeCcKU OTCYyTCTBYIOT.

Onpepenenve BuTamMuMHa K He mnpeacTtaBssieT co60M JUAarHOCTUYECKOM LIEHHOCTH
BCJIe/ICTBYE €Tr0 HU3KOM KOHIEHTPAaLUU y HOBOPOX/IEHHBIX [42].

B nuarHoctuke Jedunurta BUTamMuMHA K MoxeT moMmoub omnpefesieHue ypoBHs PIVKA
(protein induced by vitamin K absence or antagonism). [lepuuut ButamMmuna K conpoBoxjaeTtcs
NOBbIIIEHHWEM YPOBHSA aHoMaJjibHbIX ¢opM K-3aBUCHUMBIX (aKTOPOB CBepTbIBaHUsI KpOBH, K
KOTOPbIM, OTHOCUTCS JAekapbokcuyupoBaHHass ¢opma nporpombuHa: PIVKA-II. B pasHbix
yccaeloBaHUAX N0Ka3aHo, 4To oT 10 g0 52% HOBOPOX/IeHHBIX, He 3aBUCUMO OT IeCTaljMOHHOIO
BO3pacTa, UMeKT MNoBbIlIeHHbIA ypoBeHb PIVKA-II B nynmoBuHHOW KpoBU. K 3-5 [HI0O XKU3HU
BbICOKHM ypoBeHb PIVKA-II o6HapyxuBaetrca y 50-60% peTel, HaxXxoAALMXCA HA TPYyJHOM
BCKapMJIMBaHMU M He MOJYYMBUIMX NPOQPHUIAKTUYECKOro BBeAeHUs1 BUTaMuMHa K. B ciydae
aJlekBaTHOro obecneyeHus pebenka BuTaMuHoM K, ypoBenb PIVKA-II cuuxaeTcs Ko 2-3-i HeJiese
»KU3HU. JJaHHBIM TeCT MOXeT NOMO0Yb B JJUalHOCTUKE CKPBITOrO AeduuuTta BUTaMuHa K, oHako,
OH He OTHEeCEeH K OCHOBHBIM JIMarHOCTUYeCKUM MapkepaM ['pbH Ha npakTuke [27, 28, 34, 58].

NB! /ias I'pbH xapakmepHo yd/1uHeHUe npompomM6uUHO8020 8peMeHU HA (hoHe
HOPMa/IbHO20 YPOBHS Mpom6oyumos u pubpuHozeHa [42). JluazcHo3 noomeepicdaemcs
HOpMau3zayuell npompoMG6UH08020 8peMeHU U NpeKpaujeHUeM KpogomedeHus nocjie
ggedeHus1 sumamuHa K (YposeHv dokazameavHocmu A) [44].
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2.6. ludpepeHnuaibHasA JUATHOCTUKA

Auddepenyuanbuyto fuarHoctuky ['pbH npoBogsAT ¢ 3a60/1eBaHUSMHU, TPOSIBASIOLUMUCS
reMopparu4ecKkrM CHHJPOMOM y HOBOPOX/JE€HHBIX, a TAKXe C psAJ0M 3a00/1eBaHUM, He CBA3aHHBIX
C HapylleHMeM reMocTasa:

e CUHJpPOM MNpOrJioueHHOW KpoBH. [y uckitouyeHus: kpoBoTedyeHus u3 JKKT mokasaHo
npoBezieHue Mpobnl AnTa-/layHepa: KpOBAHUCTbIEe PBOTHbIE MAacChl UM KaJl pPa3BOAAT
BOJOW U TMOJYy4YalOT pPO30BbIM pacTBOp, cojepxamuid remoryao6uH. [locae
LeHTpUPyrupoBaHUA 4 MJ HaZJ0CaZO0YHOU XUJKOCTU cMeliuBawT ¢ 1 mu 1% pacTtBopa
HaTpus TUApPOKcUJA. Vi3aMeHeHMe ILBeTa >XUJKOCTH (OLleHKa 4epe3 2 MHUHYThI) Ha
KOPHUYHEBBbI CBUJETEJbCTBYET O HaJMYUM B Hell reMmorsiobmHa A (CBOMCTBEHHOTO
MaTepUHCKOM KPOBM), a COXpaHEHHe PO30BOro IBeTa - O HaJU4YUU TeMOIJI00MHa
pebeHKa (11e/I04HO-pPe3UCTEHTHbIN ¢peTalbHbIM reMorjo6uH) [5];

BpoxaeHHble KoaryJonaTuy;

TpoMbouUTONIEHUH/TPOMOOLIUTONATHH;

JlucceMrnHYMpOBaHHOe BHyTpHUcocynucToe cBepTbiBaHue (/[BC);

Jlpyrue npU4YMHBl KpoBOTedyeHUU (TpaBMbl, 3po3uH, nanuaombl KKT, aHrmomaros
KHULIeYHUKA, MaJbpOopMaLMu COCY/I0B U JIp.).

3. J/leueHue

e [1aBHad 1e/b JIeYeHUA — IPEKPATUTh KPOBOTeYeHHe!

e Jlto60My HOBOpPOXKJEHHOMYy C mnojio3peHHeM Ha ['pBH HesaMeasuTe/NbHO AO/KEH OBITh
BBeJleH BUTaMUH K, He 10Ku/1asiCb J1aBOPaTOPHOTO MOATBEP K/ EHUS.

e Eciu 3abosieBaHMe MaHUdecTUpOBaJO BHe  CTAalMOHApa, I[OKa3aHa CpoOYHas
rOCIUTATU3ALHS.

e [Ipy KpPOBOTOYMBOCTH PEKOMEHA0BAHO OJHOBPEMEHHOE BBeJEeHHE CBEXe3aMOPOKEHHOU
mja3Mbl M MeHaguoHa HaTpus Oucyabduta ('Bukacon") [5]. 3Ta pekoMmeHJanus
obycsoBJieHa TeM, YTO MeHaZijMOH HaTpus OUCYJbOUT SABJSAETCA B HACTOsllee BpeMs
€/JUHCTBEHHbIM 3aperdcTPpUpOBaHHbIM B Halllell cTpaHe mpenapaToM /s JiedeHHUs
BUTaMUH-K-1eDUIIUTHBIX KPOBOTEYEHUH, U €ro JlelCTBUe HAauyHeTcs TOJbKO 4epe3 8-24
yaca nocsie BBeJleHus (IpuioxkeHue 2).

e [IpaBusa npuMeHeHus 1% pacTBopa MeHaiMoHa HATpUA OGUCYIbPUT:

— BBoAUTCA TONIBKO BHYTPUMBILIEYHO [59];

— CyTo4Hag A03a npenapaTta COCTaBJISIET:

0415 Ho80poxcdeHHbIX - 1-1,5 mr/kr/cyT (0,1-0,15 mu/kr/cyT) [5], HO He GoJiee
4 mr/cyT [59];
0.5 demeli do 1 eoda - 2-5 mr/cyT [59];

— KpaTHoCTb BBe/ieHHsI: BO3MOXKHO KaK OJITHOKpPATHOe, TaK U 2-3 pasa B CyTKH [5, 59]

— JliuTeNnbHOCTh Kypca JiedeHus - oT 2-3 paHed [3, 5, 10] mo 3-4 pueit [59]. Ilpu
HE06XO0JUMOCTH KYpC JIeUeHUsI MOXKHO MOBTOPUTD MoOcJe 4-X AHEeBHOTO nepephiBa [59];

— [IlpoTuBONOKAa3aHUsA: TUIEPKOATYJIALUSA, TPOMOOIMOOIHUsS, TeMOJUTHUUYECKass 60Jie3Hb
HOBOPOX/I€HHBIX. C OCTOPOKHOCTBIO - npu Aedpuuure IJII0K030-6-
docharaeruporeHassl [59];

— Toxkcuueckoe aelicTBUe. MeHaJJUOH 00J1a/IaeT OKUC/SIOIIUM AeUCTBUEM HA deTa/bHbIN
reMorys06MH, NIpUBOAS K reMoJinM3y, 00pa3oBaHUI0 MeTreMorJjiobrHa u TeJsern, ['eliHija B
spuTponuTax. [lo-BUAUMOMY, 3TO CBSI3aHO C HApylIeHHeM MeTaboJiM3Ma IJIITaTUOHA U
YCUJIMBAeTCSl HEAO0CTAaTOYHOW aHTUOKCHAAHTHOW 3alUTOM y HOBOPOXAEHHbIX W,
0COOEHHO, HeJJOHOLIEeHHBIX JeTel [28, 45, 47]. B cBaA3u ¢ 3TUM, BbICOKME J103bl (6oJsiee 10
MT) Y JJINTeJIbHOEe Ha3HaueHue npenaparta (6osiee 3 aHel) He pekoMeHaytoTcs [3, 10];
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— Heob6xonumo ucnosib30BaTh MeHaJJMOH HAaTpus OUCYJbPUT Tex MNPOU3BOJUTEJIEH,
KOTOpble pa3pellaldT ero MNpUMeHeHWe Yy HOBOpOXKJeHHbIX. Hampumep, mnpemapart
"Bukacon", npousBegeHHbii 000 "Jsapa”, corsiacHo OpUTMHAJbHOM UHCTPYKIUU K
HeMy, NpPOTHUBOIIOKa3aH [/l HOBOPOXJEHHBbIX U JeTed Ao 1 rojga, B OTJIMYHAM OT
aHaJIOTMYHOr0 NpenapaTa Jpyrux Npou3BoAUTEeN.

e (CBexe3aMoOpoxeHHas Ia3mMa BBoauTca B jpgo3e 10-15 wma/kr [5]. Tpanchysusa
CBEXXe3aMOpOKEHHOM IJIa3Mbl J0JbKHA ObITh HayaTa B TedyeHHMe 1 dyaca mnocie ee
pasMoOpa)KMBaHUA Y NPOJOJKAThCS He 6oJiee 4 4acoB [6].

e BMecTo 1ma3Mbl BO3MOXHO HCIOJIb30BaHWE  KOHILLEHTPUPOBAHHOIO  Ipenapara
NpOTPOMOUHOBOTO KoMILIekca [5, 27]. HasHayueHUe ero A0/KHO ObITb MOHUTOPUPOBAHO
M3-3a pUCKa TPOM603MOOJINYECKUX OCJT0XKHEHUH [13].

e (CusieyeT IOMHHUTH, YTO corsiacHo [Ipukasy Mun3sapasa Poccuu ot 2 anpesisg 2013 r. N 183H
«06 yTBepX/JleHUU MpPaBUJ KJIMHUYECKOI0 HCIOJIb30BaHUA JOHOPCKOU KpPOBU U (KWIM) ee
KOMIIOHEHTOB» He /[IOIyCKaeTCs IlepeJMBaHUe CBeXe3aMOPOXXeHHOU IJIa3Mbl BUPYC
(maToreH) VHAaKTUBUPOBAaHHOW peLUIIMEHTaM [eTCKOro BO3pacTa, HaxOoAAIIMMCHA Ha
dotoTepanuu [6]. CBSI3aHO 3TO C TEM, YTO OJiIHA U3 TEXHOJIOTUH obecrneyeHUs
BUPYCUHAKTHBALMMU IJIa3Mbl BBINOJIHAETCA NMyTeM JA00aBJieHHUS B IJIa3My MeTHUJIEHOBOTO
CUHEro, KOTOpbIM CBfI3bIBAeTCS C HYKJEWHOBBIMM KHUCJOTAaMH BHPYCOB, a 3aTeM
aKTUBHUpPYeTCS CBETOM C AJMHON BOJIH 590 HM C Bbl/ieJIeHHUEM CUHIJIETHOTO KHUCJI0POJAa,
paspyllalero HyKJleuHOBble KHUCJOThI BUpYyca. /lajiee MeTUI€HOBBIA CUHUU U3 IJIa3Mbl
yaanserca abcopbupyroudMm QuabTpoM. JlJiMHA BOJIHBI CBeTa, AaKTUBHUPYIOIUIETO
METHWJIEHOBBI CUHUH, He OYeHb OTJMYAEeTCs OT JJIUHbI BOJIH CBETA, MCII0Jb3yeMOTo NpH
dotoTepanuu. Torga, TeopeTudyeckd, npud ¢GOTOTEpanrMU eCTb PUCK JajibHeHller
aKTHUBALMM OCTAaTKOB METUJIEHOBOI'O CHHEro ¢ 06pa3oBaHMEM aTOMApHOTO KHCJ0poJa U
COOTBETCTBYIOLUMU MOCJAEeACTBUSAMU YKe B OpraHu3Me peOEHKa, MO03TOMY Ha BpeMs
TpaHCcy3UM BUPYCUHAKTHBUPOBAHHOM IJIa3Mbl CJieyeT NIpeKpaTUTh GOTOTEpaNHIo.

4. llpoduiakTUKaA

Y4uThIBasi TOKCUYHOCTb MeHa/ilMoHa Y HOBOPOXK/AEHHbIX, 0COOEHHO, HEJJOHOLLIEHHBIX JIETEH,
€ 1960-x roJ1oB 3TOT NpenapaT He peKOMeH/I0BaH /s poduaakTUku U JedeHusi [pbH [28, 45].

B pa3BUTHIX 3apyOeXHbIX CTpaHaX NPoPUIAKTHIECKOE BBeJleHUe BUTaMUHa K npoBoauTcsa
BCEM HOBOPOX/JEHHBIM JeTAM, IIPU 3TOM MUCIOJBb3YIOTCA IpenapaTrbl BUTaMUHa Ki, KoTopsle
JIMIIIEHbl TOKCUYECKOTO JeMCTBUS HA 3PUTPOLUTHI HOBOPOXAEHHBbIX, O6osiee 3pPEKTUBHBI U
NpeANoYTUTENbHbl [Ji1 NpUMeHeHUs1 (MOTyT BBOJAMTBHCS BHYTPUBEHHO, BHYTPHUMBIIIEYHO,
BHYTpb; [IeICTBME UX HAuMHAaeTCd ObICTPO: MOCJe BHYTPUBEHHO BBEeJEHUs B TeYeHHUe 4aca,
1ocje BHYTPHUMBIIIEYHOrO - B TeyeHUe 2-3 4acoB). OfHOKpaTHas MapeHTepasbHas Jo03a
BUTaMMHa Ki B mepBble CyTKH KU3HU NPOPUIAKTUPYET KaK KJIACCUUECKYI0, TaK U MO3AHIO0
¢opmy I'pbH (YpoBeHs gokasatenbHoctu A) [25, 30, 42, 43, 44, 46, 50].

Y4yuTbIBasi OTCYyTCTBUE B HACTOsllee BpeMs 3aperdCTPUMPOBAHHOTO B Halled CTpaHe
npenapata BuTaMuHa Ki, g npodunakThuku BUTaMUH-K-ZebUIUTHBIN reMopparuyeckoro
CUHJpPOMA pPeKOMeHJyeTCd BHYyTpUMBbILIeYHOe BBeZeHUe 1% pacTtBopa MeHaavoHa HaTpud
oucynbduta (npusoxenue 3). C 3TOH 1esibl0 MpenapaT BBOJASIT BHYTPUMBIIIEYHO, B MEPBbIE
4achl MOCJIe POXJEHUs], OJHOKpaTHO, u3 pacuyeta 1 mr/kr (0,1 mi/kr), Ho He 6osee 0,4 ma [3,
10, 59]. [lpu xUpypruyecKkux BMeNIaTeJbCTBAaX C BO3MOXXHbIM CHJIbHBIM MapeHXUMATO3HbIM
KpPOBOTEUEHUEM peKOMeHAyeTcsl NpoduIaKTUIeCKOe Ha3HAuYeHUe B TeueHUe 2-3 JHEW mepej,
oneparuei [59].

B npoBe/ieHHbIX UCC/Ie[J0BaHUSX IpUMeHeHHe MeHa/iMoHa MoKa3aJio CBo 3¢ PeKTUBHOCTD
[l npodUIaKTUKHU Kiaccudeckoil ¢opmbl 'pBH y noHouenHbix feTell. BBenenrve MeHajuoHa
BHYTPUMBIIIEYHO (B TOM YHCJie B 03e 1 MI') MPUBOJUJIO K CyllleCTBeHHOMY NoBbIeHHo [1TH,
camkenuro AYTB, IIB, ypoBua PIVKA-II u yacToThl KpOBOTEYEeHUM, IPU 3TOM TOKCUYECKHUX
BJIMSIHUU 3aperucTprUpoBaHo He 66110 (YpoBeHb Aoka3aTeabHOCTH C) [9, 20, 23, 44].
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XoTs npoduIaKTHYECKOE BBeJleHHe BUTaMUHa K B HacTos1ee BpeMsi peKOMeH/I0BaHO BCEM
HOBOPOX/JI€HHBbIM JIeTSIM, BONPOC O peXUMe U J03axX BUTaMHHA K A/ HeJJOHOIIEHHBIX JeTel
BCe ellle 0cTaeTcsl OTKphIThIM [15, 18, 27, 28, 32].

i afileKBaTHOM HYTPUTHBHOM MOAJEPXKH W NMpeAOoTBpallleHUs pa3BUTHUSA BUTaMUH-K-
JedULUTHBIA reMopparu4ecKkoro CUHApOMa OPHUEHTHUPYIOTCS Ha NOTPEe6HOCTh
HOBOPOX/J€HHbIX U HEJJOHOLIEHHBIX JleTel B BUTaMuHe K (Tabsiuna 1).

Ta6suna 1
CyTo4yHass N1OTPeGHOCTh B BUTaMHUHe K y HOBOPOXKAEeHHbIX JeTel
IIpy 3HTEpa/IbHOM IUTAHUHU IIpu napeHTEpa/IbHOM NUTAHUM
JloHOLlIeHHbIE U JeTU 2 mkr/kr/cyt [33, 36, 53] 200 mkr/cyT [1, 27, 55]
NepBbIX MeCS1IEB
HepnoHoueHHsble 8-10 Mkr/kr/cyT [27] 10 mkr/kr/cyT [55]*
4,4-28,0 Mmkr/kr/cyT [12] 80 Mkr/kr/cyT [1, 27]

* PekomeHdyemcs, HO NOKA He B803MOMCHO, MAK KAK HCUPOpACmMeEopuMmble 8UMAMUHbI 8800amcs 8 sude npenapama
"Bumaaunud H". Cmaxdapmnuas do3a "Bumasaunuda H" (4 ma/ke/cym) obecheuusaem 60 '/buivue 003bl NOCMyn/aeHus
sumamuHa K (80 mke/ke/cym). [lo6ouHbix detlicmeuli 8 Hacmosiujee 8peMsl He 3ape2ucmpupo8aHo, 00HAKo, ommevaemcs,
umo asma do3a 045 HeJOHOWEHHbIXx demell upe3mepHd, OCO6EHHO, ecAu coyemaemcss C OONOJHUMENAbHbIM
napeHmepaJ/ibHbiM 8gedeHuem sumamuHa K 6 nepsvle cymku sxcusHu [15, 28].

[Ipy mnpoBefeHUM MapeHTepaJbHOrO0 NUTAHUS IOKA3aHO Ha3HAauYeHWEe BUTAMHHHOTIO
koMmmiekca "Butanunua H". Comepkanue ButamuHa Ki B HeM cocTtaBssieTr 20 MKr B 1 mu. [lpu
IOJIHOM TMapeHTepaJbHOM MUTAaHUM CTAaHAAPTHOM [030M sABAseTcd 4 MJI/Kr/cyT pAjas
HOBOPOX/JJ€HHBIX ¢ Maccoil Tesia MeHee 2,5 kr 1 10 MJ1/cyTKuU A/ ocTanbHbIxX AeTei [60]. Ha done
nepexo/ia Ha 3HTepaJbHOE MMTAaHUE 032 COOTBETCTBEHHO YMEHbIIAeTCS.

B oTCyTCTBUM HCNOJIb30BaHUS KOMIIJIEKCHOTO BUTAMUHHOTO MpenapaTa, Ha NpOTsXKeHUH
NOJIHOTO NapeHTepaJibHOTO MUTAaHUsA LejiecooOpasHO MpuMeHeHUWe MeHaJUOHA HaTpuUs
oucynbduTa C y4eTOM BO3pacTHOU noTpedbHOCTH B BUTaMuHe K nog kontposiem [1TH.

CuHApOM MasbabcopbLUUKM U CHUHAPOM XOJiecTa3a OTHOCATCH K OCOObIM COCTOSIHUAM,
TpeOyIOLUM 0Tallui BUTaMUHa K, Tak Kak B 3THX c/y4yasx HapyllaeTcsl BcacblBaHUe BUTaMuHa K
B KulleyHuKe [14]. [Ipu napeHTepaJbHOM NUTAaHUU BUTAaMUH K MOKeT BBOJUTHCS NapeHTepalbHO
B COOTBETCTBUU C BO3PACTHOM NOTPeOHOCThIO. [IpM NMOJIHOM 3HTEpaJbHOM MUTAHUU €JUHBIX
NOJXOJ0B K JOoTaluud BUTaMMHa K [/ JaHHBIX NallMeHTOB HeT. B 3apyOexHbIX CcTpaHax
peKOMeH/lyeTcs JI0MOJHUTe/IbHOE BBeZleHue BUTaMUMHa K1 BHYTphb B 103e oT 1 Mr 1 pa3 B HeJjeJio
Jo 2,5-5,0 Mr 2 pasa B HeJjeJ0 WM eXXeJJHEBHO; NapeHTepaJbHO BUTaMUH K1 no6aBiisieTcs B j03e
1-5 Mr npu yxy/lleHUH NIoKa3aTeJsieil CBepThiBaHUsl KpPOBU. /11 UHAUBUAYATBHOTO 0J60pa [103bl
Y IIyTH BBeJIEHUS1 KOHTpoJIMpyeTcs npoTpoM6uHoBoe BpeMs (uau [ITH, unu MHO) [24, 27, 49, 54].
[lockonbKy B Hallell cTpaHe pas3pelleHHBbIM /il JleTel MepBOro roja >KU3HU SIBJISETCSA TOJbKO
pacTBOp [/ BHYTPUMBILIEYHOTO BBeJleHUs MeHaJjMoHa HaTpus OUCYJbPUT, MO-BUAUMOMY,
1|e1eC000pa3HO ero Ha3HauyeHue B JaHHBIX Fpynnax nmagueHToB B Jo3e 1 mr/kr (He 6oJiee 4 mr)
JIJIsI HOBOPOXXK/A€HHBIX UJIU 2-5 Mr Jiuis feTer 1-12 MecsueB 1 pa3 B Heiesito oJi KoHTpoJieM [1TH.

/Il NOBBIIEHUS] KOHLlEHTpaLUM BUTaMMHA K B rpyZJHOM MOJIOKE KOPMSIIMM >KEeHIHMHaM
Heo6X0 MO pEKOMEH/I0BaTh MPOAYKTHI, GoraTble BUTaMUHOM K;p (mpusoxkeHue 4), a Takxe
NOJIMBUTAMUHHbIE KOMILJIEKCHI, coZiepKaljie BUTaMUH Ki, T.K. CyTouHOe mOoTpeb/ieHue MaTepbio
2,5-5,0 Mr ¢puII0XMHOHA IPUBOAUT K 3HAUUTEJIbHOMY MOBBIIIEHUIO KOHIeHTpal U1 BUTaMrHa K B
rpyZHOM MoJioke (B 20 pa3) v nyiasMme HOBOpoXJeHHoro (YpoBeHb Joka3saTesabHocTH D) [10, 28,
48].

5. lanbHelee BeaeHnue (GPPs)
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e HoOBOpPOXJEHHBIM C TreMopparu4eckou O00JIe3HBIO IOCJe CTAaOMJIMU3aLUU COCTOSHUA U
IpeKpalleHUsl KPOBOTeUYeHUs JOJKEH OBbITh NepeBe/ieH Ha BTOPOM 3Tall BbIXaXXUBaHUA JJIs
JlaJibHel1ero oocie;0BaHUA U JIeYeHUS.

e BakuunHauusa (nmpotuB rematuta B M TyGepkysnesa) petam c¢ [pbBH B nepuoge
HOBOPOX/J€HHOCTH HEe peKOMEeH1yeTCs.

e HoBopoxnaenHole, nepeHecuine ['pbH, nogyexar cTaHgapTHOM [AUcCHaHCepU3aldM Ha
aMOyJIaTOPHOM 3Tare.

e [l[pumep  QOpPMy/JMpPOBKM  KJMHHUYECKOTO  JuarHosa: «lemoppazuveckas  60/1€3Hb
HOBOPOX#CJeHHO20, KAaaccu4eckas gopma, xce1ydoyHo-KuueyHoe kpogomeveHue (P53)».

6. IIporuos

e [Ipy OTCYTCTBUM JIETOUHOI'O KPOBOTEUEHHsS W BHYTPHUUYEPENHbIX KPOBOU3JIUSIHHH, KaK
IpaBuUJIO, 6J1arONPUATHBIN [5].

e [Ipu Ha/IMYUU BHYTPUUEPETHOTO KPOBOM3JIUSIHUS IIPOTHO3 OMNpe/esseTcs JoKaau3aluuen u
BbIPAXXEHHOCTbIO KPOBOU3JIUSHUS.

e CMmepTHocTb mpu mno3gHed 'pBH B ciaydae pa3BUTHS BHYTPUYEPENHBIX KPOBOU3JIUSIHUN
coctaBJisieT 15 - 20 %, a HebaronpusATHble OTZAAJIEHHbIE NOCJAE/CTBUS (JBUraTENbHbIN U
MHTeJJIEKTyalbHblH edunut) orMmevarotca y 20 - 50 % [56, 57].

7. MeauKo-1OpUANYECKHE aCleKThI

e (O0Os3aTesJIbHO TMOJIydeHHWE OT 3aKOHHOTO TMpeACTaBUTesis pebeHKa Ccoryiacus Ha
MeJUIMHCKHEe BMellaTeJbCTBA (B TOM 4YMC/e Ha MPodUIAaKTUIYECKOEe BBeJleHHe BUTAaMHUHA
K).

e B csydae oTkasza poauTesiell oT NpoPUIAKTHYECKHUX Mep, cleayeT 3aPpUKCUPOBATH 3TO B
MHPOPMUPOBAHHOM COTJIACHU.

e B MeAMIMHCKOUN JOKYMEHTAllMU JIO0PKHbI ObITh YKa3aHbl /03a BBeJEHHOTro BUTaMuHa K,
IyTh U JiaTa BBeJleHHUs Mpenapara.

e Eciu mocse poxaeHuss peGeHKYy He BBeZleH BUTaMHUH K, a B mocijeaywoieM pa3BUJIOCH
KPOBOTEYEHHUE, ITO MOXKET OBITh MOBOJOM /ISl CY/Ie6HOTO HCKa.

8. [lepcnneKTUBBI
[locsne peructpanuu B Poccun npenaparta ButamuHa Ki, KiimHuyeckrue pekoMeHJanuu mno

npoQUIaKTUKe M JIeYeHUI BUTAMHUH-K-lepUIMTHOrO reMopparu4eckoro CHUHJpoMa y JeTel
JLOJDKHBI OBITh IEPECMOTPEHBI.
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[Ipunoxenue 1

Ta6suna 1

PedepeHcHble 3HaYeHHs TOKa3aTe/Ied reMoCTa3a y JOHOLIEHHbIX AeTel
B 3aBUCHMMOCTHY OT BO3pacTa U B3pPOCJ/IbIX, 10 JaHHBbIM pa3HbIX UCTOYHMUKOB [16, 17, 37, 39]

[lokasaTens ApTOp 30 MuH 1 cyTkH 3 cyTkH 5 cyTkH 30 cyTku 90 cyTKH Bapocnble
Mitsiakos 15,5

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 13,1 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 37,1 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 33,2
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 25,1 25,0
1987, 1988 (18,7-28,3) (17,0-29,2) | (194-29,2) | (20,5-29,7) (19,7-30,3)
Monagle P., 171 16,6
2006 (16,3-17,6) (16,2-17,2)

dubpuHoreH, | Mitsiakos 1,85

r/mun G, 2009 (0,65-3,24)
Andrew M., 2,8 31 2,7 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)

[IpuMeyaHue: IpecTaB/IeHbl cpeiHee 3HaYeHHe (95% AoBepUTeILHEIH HHTEpBA)
Ta6suna 2

Pedepencublie 3HaueHNsl MOKa3aTeJieil reMOCTa3a y HeIOHOIIEHHBIX 1eTel,
30-36 Henesb recTaiii, B 3aBHCHUMOCTH OT BO3PacCTa, MO JaHHBIM Pa3HbIX HCTOYHUKOB [17, 38]

[lokazaTens ABTOD 30 MuH 1 cyTku 5 cyTH 30 cyTkH 90 cyTkH
Mitsiakos G., 2010 16,4
IIB, 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)
dubpuHoreH, Mitsiakos G., 2010 1,83
r/Mn (0,64-4,78)
Andrew M., 1988 243 2.5 246
(1,5-3,7) (1,6-4,2) (1,5-4,1) (1,5-3,5)
[lpuMeyaHMe: IpeJCTABIEHE CpeiHee 3Ha4eHHe (95% LoBepHTebLHBIH HHTePBAT)
Tabnuna 3

PedepeHcHbIe 3HaUeHHS NPOTPOMOUHOBOro HHAeKca no Ksuky (IITH)

HOBOPOXKAEHHBIX [7]

HeponomeHHble 30-36 Hep, JloHOIIIeHHbIe 3Ha4yeHHs, KaK Y B3pOCJbIX,
JOCTUTralTCA K
[1TH, % 46 (35-115) 72 (50-95) 1-4 Hefe1IM
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[Ipusioxxenue 2

Jleuenue I'pBH

Jegenne BHTaMHII-K—I{quHIIHTHOI‘D reMopparH4eckoro
CHHApOMA ¥ merei NEPBBIX MECHILIEB JKHIHH

AN
(" N

HezaMeNaHuTeILHO! Cpexe3aMOpOKEeHHAS MIIAa3Ma:
BHyTpEMEIIedHo 1% pacrBop Menanuona * crapgapraas gosa: 10-15 mum/kr;

HatpHs bucynsdura + * [pH THIOBOIEMHYecKoM moke: 20 mu/kr.
* 718 HOBOPOX ICHHBIX: Tpancthy3ns nnazmel JomxHa OLITE HAYATA B
0,1-0,15 ma/kr/cyT (Ho He Gonee 0,4 M/cyT); TedeHHe | gaca nocie pasMOpaKHBaHHA H
* na nered 1-12 mecanes: 0,2-0,5 mn/eyT; npojomkaTees He Donee 4 yacos

| pa3 B neHs, B TedcHHE 3-X THEH

[Ipunoxenue 3
IIpopunakruka 'pBH

HpopurakTura sBuTaMan-K-geduuuTHOr0 reMopparn4eckoro cuHapoma y
meTeil mepBhIX MECHIER HH3HH

— ¢ T

Hopopoxaenaeie Ge3 HoBOpO#ICHRELE ¢ HosoposkaeHHbIE, KOTOPBIM
. *
FeMOIHTH4 eCKOH G0/1e3HH P e NOKA3AHA ONEPANHA € BOIMOMKHBIM
reMOIHTHY €CKOH G0/Ie3HEI0
CHIABHBIM NAPCHXHMATOIHEIM
‘ KpPOBOTE4EHHE
BHYTPHMBILIETHO *
g PYTHHHOE NIPHMEHEHHE
1% pacteop BHYTPHMEIIIETHO

1% pacTeOpa

MenannoHa HaTpHa GHCYNBDHTa
Menannona HaTpHA GHCYIRDHTA

1% pactBOp
0,1 mn/er * lp/cyT

MenannoHa HaTpHA GHCYNBDHTA

(Ho He Gonee 0,4 mn/cyT) TIPOTHBOMOKAIAH0 0,1 Mu/er * 1pfeyT
Ry —— NPHMEHEHHE - 110 KHIHEHHEIM ’ 6 0.4 mr/
R (20 He Gonee 0.4 Mu/cyT)

B TeuenHe 2-3 aHeH J0 OneparHm

A 4

JeTH neppeIx MecANen KHIHH ¢ X0IECTAZ0M HIH
CHHIpOMOM MAILaGcopOoEN

/

Ha SHTEPAITBHOM NHTAHHH HA NAPEHTEPATLHOM THTAHHH
BHYTpHMEINIeTHO 1% pacTBOp Buramanug H
Menanvona HaTpHA OHCYIBE(HTA * I8 HOBOPOMIEHHEIX ¢ Maccoii MeHee
* nna HoeopoxaeHHEIX: 0,1 Mu/kr/cyT (Ho He 6onee 0.4 Mmu/cyT); 2,5 kr - 4 M/Kr/CYT
* nna geredt 1-12 mecanes: 0,2-0,5 Mn/eyT; * 1A ocTaneHEIX gereli - 10 Ma/fcyT

1 pa3 B Hememo noa koHTponeM [ITH

*_ Moxcem paccmampusambea 3-kpamuoe esedenue (I1p/ocym) 8 cinyuae HATUYNA 2EMOPPASUNECKO20 CHHOPOMA ¥ demeti NePEbIX MECAYE8 HCUIHU,
UMEIWUY HaKmopsl PUCKad RO PA3SUMNIID 2EMOPPAzuieckol DoRe3HI.
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[Ipunoxenuve 4

Copepxanue ButamMmuHa K1 B nuineBbix npoaykrax (Mkr/100 r) [15]

IIpoAYKTBI \ CoaeprxaHue
Jlucmossle osowju
IleTpyuika ceipas 1640,0
CBeKJIa JIUCThS, 3eJIeHble, BapeHble 484,0
HInuHaT cBEXUU 483,0
JIyk 3eJ1eHbIH, IEPO U JIYKOBUILA 207,3
CaJ1aT, chIpble 3eJ1eHble JIMCThS 174,0
BpoKKoJn 101,0
Kanycra ceipas 6es10Kk04aHHas 60,0
Kanycra 1iBeTHas 16,0
IIpouyue osowyu
['opox 3es1eHbI KOHCEPBUPOBAHHbIU 21,4
Orypubl cBeXHE 16,4
MopKkoBb 13,2
IloMu0pbl KpacHble 7,9
['opox Apo6JieHbli BapeHbIH 5,0
[lepen cragkum 4,9-7,4
dacosib BapeHas 3,5
Penuc ceipou 2,2
KapTodesb oTBapeHHbII 2,1
PacmumesvHoe macao
OJIMBKOBOE MacJio 48,5
MacJio coeBoe AJis1 caniaToB (TUAPOreHe3UPOBAHHOE) 25,0
Macsio pacTuTe/IbHOE NI0/ICOJTHEYHOE 5,1
Msco, nmuya, Koa6acwl
Lpimigara 4.0
bapaHuHa noctHas 3,8
['oBsAAMHA IOCTHAsA TylleHas 1,6
CocucKa roBsKbs 1,6
Mos104HbIEe npodyKmbl
MacJio cosieHOe CJIMBOYHOE 7,0
CJIMBKH 1LleJIbHbIE 3,3
CoIp yegiep, LIBEULIAPCKUMN 2,4
HMorypT HU3KOM )KUPHOCTH 0,2
MouJtoko 1%-HOoM KUPHOCTH 0,08
Aiiyo
Ao BapeHoe ‘ 0,4
Pw16a, mopenpodyKmul
TyHel, KOHCEPBUPOBaHHbIH 6€3 J06aBJeHUs Macja 0,3
Jlococh Kom4eHbIn 0,15
Xn1e6 u myuHbwle uzdenus
Xn1e6 6ebIi 3,2
[leueHbe OBCSIHOE 06€3KUPEHHOE 1,0
Xs1e6 p>kaHOU, NOHUKEHHOU KaJIOPUHUHOCTHU 0,4
MaxkapoHBbI 0,1

baiwda u3 kpyn
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['pedyHeBas Kpyna, IpUroToBJeHHas 1,9
OBcsiHas Kallla 6bICTPOro NPUTrOTOBJIEHUS 0,5
Puc 6esblii 0,0
PpyKkmol
YepHoCUB 59,5
CJIUBBI 6,4
['pymia 4,5
M310M 6€e3 KOCTOUYEK 3,5
ABpPHKOCHI 3,4
f1610KkH 2,2
BaHaHBbI 0,5
HAzo0wb1
ExxeBuKa 19,8
YepHuka 19,3
Opexu, cemeuku
ThIKBEHHbIE CEMEUYKU 47,3
Opexu Kelllblo 34,5
Opexu, PyHAYK 14,1
Opexu rpenkue 2,8
[TogconHeyHUKA CeEMEYKU 2,8
Apaxuc 0,0
Hanumku
Kakao, cyxoi mopouiok 6e3 caxapa 1,9
Yan 0,0
Kongpemwi, caxap, med
MoJ10YHBIH IOKOJIA/, 9,2
Kapamesb 2,0
3edup, Mapmesiaj, MeJ, caxap 0,0
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