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PE3IOME

IMpuurHamu noszHeit remopparnyeckoit 6o7e3nn HoBoposkaeHHoro (TBH) siBisiioTcst napeHTepanbHOe MUTaHKE W Takne Tsikesble 3aboe-
BaHMsI, KaK GUMapHast aTpesiisi, BpOsKIEHHbIE MM HAac/eNCTBEHHble 3a00JIeBaHMSI C XOJIECTAa30M, CUHPOM KOPOTKOI KMLIKHM U Jp., @ TaKxKe
MCKJIIOUNTENBHO IPYAHOE BCKAPMIIMBAHKE 1 HAPYILLEeH!s! HLLeBapPeHHst C CUHAPOMOM Manbabcopbuuu. [Tpn sTom neduuur Buramuta K mo-
JKeT Pa3BMBATbCSI HEe TOJbKO MPH BbIPAXXEHHOM CHHAPOME ManbabcopOLui, HO 1 Ha (OHe HapyLUeHHit NHLleBapeHHsl, BbI3BaHHbIX HepaLy-
OHaJIbHbIM MUTaHKEM KOpMsillieil MaTepH, Ui B pe3yJibTaTe BUPYCHbIX MH(EKLUI C MHTeCTUMHAIbHBIM CUHAPOMOM. Y 15 neTeii ¢ nosznHei
I'BH nccnenoBany nunuaorpamMMy Kajia MeToJi0M TOHKOCTIONHHO# Xpomarorpaduu. PesynbTaTbl IMMUAOrpaMMbl CBUZIETENLCTBOBANIM O 110-
BbIIIEHNW COJlepsKaHust MnunoB (B cpenHeM 77,47 MKr/T), MakcMMasbHble 3HaUeHMs! KOJIMUecTBa BbICIIMX KMPHBIX KUCJIOT, X0JlecTeposa
1 $ochoMIUIOB B TMIMAOrPaMMe BCTPEUauCh Y ieTell ¢ Haubosiee BblpakeHHbIMU KITMHUUECKMMHU MTPOSIBIIEHUSIMI KPOBOTOUMBOCTH. Kin-
HUYECKU reMopparnyeckuii CHHpOM MPOSIBISICS KPOBOTOUMBOCTbIO U3 MYMOYHBIX COCYAO0B (66,7 %), sKemy104HO-KUILeYHbIM KPOBOTEYeHH-
eM (28,5%), BHyTpuuepenHbiM KpoBousnusinueM (6,7%). Y Bcex JieTeit MMeJICsl OZIMH UJIM HECKOJIbKO KJIMHUYECKUX CUMITOMOB HapyLIeHMs
niLleBapeHHst: yuallleHne CTyIa, yBenuueHre ero o6bemMa, BOASIHUCTas! Auapest. B oTenbHbIX cyyasix oT™Meuasy Haluuue MpOosKMIIOK KPOBH
B crysnie. OOyueHne KOPMSILLMX MaTepeit MPaBUIbHO COCTABIISTb CBOI PALIMOH, IPUIEPXKUBATbCS PALIMOHAIBHOTO MMUTAHMsI CBULETENbCTBYET
0 TOM, UTO CTPOroe BbIMOJIHEHHe 3TUX PeKOMEeH/aLii [I03BOJIsSIeT CYLeCTBEHHO CHU3UTb BEPOSTHOCTD JeduuuTa ButaMmuHa K B oprannsme
MJIaZieHLa M PUCK pasBUTHs y Hero no3zHeit [BH.

K/TIOUEBBIE CJIOBA: Butamut K, Butamun K-meduuuTHbIN reMopparnueckuii CMHAPOM, Ipy[HOe BCKapMIIMBaHUe, NeTH, MM1aorpaMma
Kasa, NI03/Hsisi reMoppariyeckasi 60J1e3Hb HOBOPOXKIEHHOr0, CHHAPOM MasibabcopOLm.
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ABSTRACT

The causes of late hemorrhagic disease of the newborn (HDN) are parenteral nutrition, severe diseases (e.g., biliary atresia, congenital or
inherited diseases associated with cholestasis, short bowel syndrome), exclusive breastfeeding, and digestive disorders with malabsorption.
Meanwhile, vitamin K deficiency develops in severe malabsorption and digestive disorders resulting from an irrational diet of a nursing mother
or viral infections with the intestinal syndrome.

Lipidogram of feces was evaluated by thin-layer chromatography in 15 children with late HDN. Lipidogram demonstrated high lipid
content (on average, 77.47 ug/g). Moreover, the maximum levels of higher fatty acids, cholesterol, and phospholipids were detected in
children with the most severe clinical presentations of bleeding. Clinical manifestations of hemorrhagic syndrome included umbilical
cord bleeding (66.7%), gastrointestinal bleeding (28.5%), and intracranial hemorrhage (6.7%). In addition, all children have one or more
clinical symptoms of digestive disorders (i.e., frequent bowel movements, excessive pooping, watery diarrhea). Occasionally, bloody
streaks were reported.

Education of nursing mothers to plan their diet and follow a balanced diet demonstrates that strict adherence to these recommendations
significantly reduces the risks of vitamin K deficiency in newborns and late HDN.
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MNeanatpus

KAnHMYeckaga npakTuka

AKTYAJIBHOCTb

B cTpykType npu4MH KpOBOTOUMBOCTH Y HOBOPOXKAEHHBIX
U JleTeil NepBbIX MECSILIEeB )XU3HW OCHOBHOE MECTO 3aHMMaloT
HapyLlUeHusl CBepTbIBAEMOCTH KPOBM MO KOaryJonaTM4ecko-
my tuny. Cpenyu HMX ualle BCero BCTPEYalOTCs COCTOSIHMS,
pa3BuBaloLyecss u3-3a feduuuta BUTamuHa K, 4ro mpuso-
IOWT K HEeJOCTaTOYHOM aKTMBHOCTWM BWTaMMH K-3aBHCHMMbIX
(akTOpOB CBepTbIBaHMSI KPOBU. [10 KOHEUHOII TOUKe MPUJIO-
)KeHUsl 3THX (PAKTOPOB — Mepexofly MPOTPOMOMHA B TPOM-
OMH OHM OObeNVHEeHbl B TaK Ha3blBaeMblil POTPOMOMHOBBIIA
KoMILIeKc, BKiovatoumii Il pakrop — nporpom6un, VII dak-
TOp — NpPOKOHBepTUH, IX dakTop — aHTUreMoPuibHbIA rI10-
oynmu B, X ¢akrop — ¢akrop Crioapra — Ilpayspa. Kpo-
Me G€JIKOB, y4aCTBYIOLIMX B CBEpTHIBAIOLLEH CHCTEME KPOBH,
K BUTaMMH K-3aBMCHMbIM OTHOCSTCSI Takxe aHTUnpoTeasbl C
u S. TfeMopparuyeckue HapylueHusl, 00yCOBJIeHHble AedpuLH-
TOM BUTaMMHa K, npuHsaTO 0603Ha4aTh Kak BUTaMuH K-3aBu-
CHUMBIii reMopparuieckuii cunziipom (sutamut K-3I'C) nnm Bu-
TamuH K-niepuuuTHbli remopparuueckuii cuaapom. [pu stom,
B COOTBETCTBMM C MeskoyHapOJoHO! CTaTUCTUUECKOi Kilaccu-
¢ukaumeit GonesHeit ¥ npobseM, CBsSI3aHHBIX CO 3I0POBbEM
(10-ro mepecmoTpa), y HOBOPOXIEHHbIX JeTell yKasaHHOe
TNaTOJIOTMYECKOe COCTOSIHME pacCMaTpUBAIOT KaK OTZENbHYIO
Ho3oJorn4eckyto popmy — P53 — remopparuueckyio 605e3Hb
HoBoposkaeHHoro (['BH) [1-8].

Jlo BHenpeHus NMPeBEHTMBHOrO BBeeHUs BUTamuHa K ze-
TSM B iepBble yachl knsuu 'bH Berpeuanace y 1,5—2% HoBopo-
JKIIeHHbIX. YKa3aHHble Bblilie NPOpUIaKTUIECK1e MEPONPUSITHS
TMO3BOJIMJIA 3HAUUTe IbHO — npakThiecku B 100 pa3 CHU3NTb ya-
crory 'BH B pannmit HeoHatanbHblit nepuon. B To ke Bpems
nprMeHeHne BuTaMMHa K cpasy mocrne poxzaenus He npeny-
npexpaer passutie Butamun K-3I'C B nocnenytolire Hefenn
¥ MeCSILIbl )KM3HH, YTO ONpeNeNnIo HeoOXOAUMOCTb Bbiziese-
HUSI 9TUX MATOJIOTMYECKUX COCTOSIHMI B OTAENbHYIO TPy
M0J1 Ha3BaHHEM <«IO3[Hsis reMopparnyeckast 60J1e3Hb HOBOPO-
skneHHoro». Hanbosnee uacro passutue nosaHeit 'bBH otmeua-
eTcsl Ha 3—8-11 HeZleNIsIX SKU3HU, XOT4 B psife Ciy4aeB MaHupe-
CTaLMsi MOXKeT NPOM30ITH Aaxe y JeTeil B Bo3pacte 3—6 mec.
[1,9-13]. Knuuuyeckast KapTHHa MPY 3TOM MOKET ObITb MPe-
CTaBJjleHa pasIMuHbIMU reMOpparnuecKUMi MposiBIeHHUsIMU: CO
CTOPOHbI JKeNyAOYHO-KMLIEUHOrO TpaKkTa — IMOsIBJIeHKe Mpo-
KUJIOK KPOBHM B PBOTHBIX Maccax WJIU B CTyJle, pO30BaTasi OKpa-
CKa CTYJIa; KOKHbII reMopparuueckuii CUHAPOM — reMaTOMbl
1 3KXMMO3bl, KDOBOTEUEHHMs] M3 MeCT MHbekuuil. Hapacranue
Jeduuura BUTaMuHa K conpoBoXkaercsi CyLeCTBEHHbIM yBe-
JIMYeHUeM PHUCKA BHYTPHUUEPENHbIX KPOBOU3JMSHUIA, HEPEIKO
MPUBOISILMX K MHBAIMAM3ALMN I cMepTH pebeHka [13-17].
YcraHoBseHo, uto no3zaHss 'BH wacto Bo3HuKaer y nerei,
KOTOpble MMEIOT MCKJIIOUMTENIbHO TpyAHOe BCKapMIIMBaHMUE,
ANUTENIbHOE TapeHTepaibHOe MUTaHKe, OWIMapHY0 aTpe3uio
M Jpyrue 3a00JeBaHKsl, COMPOBOXAIOLIMECS XOJIECTA30M,
CHHZIPOM KODOTKO# KHMLIKH, @ TaKXKe HapylleHHOe KMUILeYHoe
BCacblBaHWe KUPOB TMPU AMapesix pasjlMuHOro MPOMCXOKIe-
HusL. [Ipy 3TOM Lienbio HacTosiLLel MyOIMKaLuK sBisercs: 00-
cykIeHue Tex BapuaHTOB mnosnHeit I'BH, passutue koTopbix
006YCJIOBIEHO HENOCTAaTO4YHbIM YCBOEHHEM BUTaMMuHa K u3-3a
CMHIpOMa ManbabcopOLmy, BbI3BaHHOTO Y pebeHKa HepaLy-
OHaJIbHBIM MIMTaHMeM ero KOpMsILLeil MaTepH.

COBCTBEHHBII OMbIT
[lpoBeneHo u3ydyeHne 4acTOTbl remMopparMueckux Hapy-
LIEHWI cpeau MPUYKMH MOCTYIIEHUS JETei B OTAe/IeHHe MaTo-

noruu HoBopoxzeHHbIx ['BY3 50 «ObnacTHast merckast Kiu-
HUueckast 0OJIbHULIA», @ TaKKe yaenbHbiit Bec Butamud K-3I'C
B CTPYKType JIaHHOI MaToJIoruu. YCTaHOBJIEHO, YTO reMoppa-
TMYeCKMil CHHAPOM SIBJISUICSI NPUYMHONM rocrnuranuaunu 8%
nereit, y 95% Kkoropbix umena Mecto noaauss 'BH. Oco6o
clenyeT OTMETHTb, UTO B MOZABIISIIOLIEM OOJBbLIMHCTBE CITy-
4aeB PasBUTHIO TsLKeJbIX (GOPM reMopparnieckoro CMHApO-
Ma MpeJLecTBOBaIM Masble reMoppartieckue MposiBleHUs!
(KPOBOTOUMBOCTb M3 MYIMOYHOH PaHKM, M3 HOCOBBIX XOZOB,
TMPOSKIJIKM KPOBM B PBOTHBIX M/WJIM KaJOBBbIX MAccax, JIETKoe
00pa3oBaHue «CHHSYKOB»), Ha KOTOpble CBOEBPEMEHHO He 00-
pallany BHUMaHKe, a TaK)Ke SM130/ibl 6ECTIOKOICTBA, KOTOpbIE
OLIMOOYHO ObLIM MPUHSTHI 32 KMLLIEUHble KOJMKK. [Tpy aHanu3e
KJIMHAYECKMX CJy4yaeB ObLIO BbISIBJIEHO, UTO y BCEX MIIal€eH-
ueB ¢ nospHeit 'BH otmevanuch nuchyHKUMM nMuiLeBapeHust
B BUJE BOASHUCTON AMapen U ManabaObcopOLMM, pa3ByUBLIKECS
13-3a HepaLMOHaJIbHOTO MUTaHKs KOpMsiLlieil MaTepy UM Ie-
peHeceHHbIX peOeHKOM BHPYCHBIX MHEKLII C MHTECTHHAIb-
HbIM CMHJIPOMOM.

Jlanee npencraByieHbl pesynbTathl Habmopenuit 15 pe-
Teil, y KOTOPbIX MCCJeNOBaaMd JIMIMAOrpaMMy Kajia MeTo-
ZIOM TOHKOCJIOMHO# Xpomartorpaduu: abCoMOTHOE KOJMYECTBO
OOLLMX JMMHUJIOB U JIMIUAHBIX PPaKLMil BLIUMCISIIOCH NPU GOTO-
3J1EKTPOKOJIOPUMETPUPOBAHUN U COMOCTABJIEHWH 3KCTUHKLMK
C KanMOPOBOUHBIM rpaMKOM, MOJTy4EeHHbIM Ha OCHOBE M3yue-
HUSI KOHTPOJIbHOTO 00pasuia. [lns TexHuueckoro obecriedeHus
¥ CTaHZAPTU3aLMK NPOLIECCA UCTIOTIb30BaU 1abopaTopHoe 060-
pyZzoBaHue 1 1aG0OPaTOPHYIO TEXHUKY Kadenpbl 00LLeil 1 61oop-
ranndeckoit xumun GIrbOY BO AI'MY Munsnpasa Poccun.

Cpenuuit BO3pacT BOSHUKHOBEHHSI FeMOpParnieckoro CuH-
Apoma y 06creoBaHHbIX MalreHToB coctaBui 15,1+11 aueit.
Cpennuit cpok recraumn — 39,8+1,5 Hen. OueHka o 1ukasne
Arnrap — 8/9-9/9 6annos. Mop¢podyHKLNOHaNbHAsE 3pENOCTb
no uikane bonnapa coorBerctBoBana cpoky recraunu. Cpen-
Hsg Macca Tesla npu poxkiaeHun coctasuna 3437+760 r, npu
nocrymiednud B OIIH — 3015+829r (B cpenHeM — MUHYC
140,6 r/kr k 15 cyT xu3nu). Xouercs oOpaTMTh BHUMaHME
Ha TO, uT0 4 pebeHKa Mosyyanu ist AOKOpMa MOJIOUHbIE CMECH
Ha OCHOBE KOPOBBEro MOJIOKA C OOJbIINM COLEpsKaHUeM BH-
TaMKHa K, 0ZIHaKo 3TO He SIBUJIOCh IOCTaTOUHBIM OOCTOSITENb-
CTBOM A7 npo¢unakTiky Butammt K-3I'C.

[lpu mocrynneHn Bce mnokasarenu oOliero M OMOXUMHU-
YeCKOro aHajaM30B KpOBM ObuiM B npenenax ¢puavonoruye-
CKOi HoOpMbl. B Koarymorpammax BbisIBJIEHbl M3MeHEHHs],
xapakrepHole ans ButamuH K-3I'C: yanuHenue aKkTMBMpO-
BaHHOTO YaCTUYHOro TpomboruiacTuHoBOro Bpemenu (AUYTB)
1o 81,5 ¢, nporpombuHosoro Bpemenu (1B) — no 49,5 c, yse-
JIMYeHre MeXIyHapOAHOrO HOPMAaM30BAHHOTO OTHOLLIEHMS
(MHO) no 3,26; cHuskenue npotpombuHosoro nnaekca (ITH)
10 40,3%. AKTMBHOCTb BMTaMMH-K-3aBHCHMMBIX (PaKTOPOB
CBEpPTbIBaHMsI KPOBH TaKKe Oblyia CYLLECTBEHHO CHiskeHa: Il —
19,6% aktuBHoctH, VII — 39,05%, IX — 12,5%, X — 12,05%,
TOrAa Kak akTMBHOCTb APYriX GaKTOPOB CBEPTbIBaHMsI He Oblyia
M3MeHeHa.

Knvanyecku remopparnueckuii CHHAPOM 4allle IpOsIBIIsII-
Cs1 OZJHMM M3 NePeUYNCIIeHHbIX CUMITTOMOB MJIU MX COYETaHUeM:
KPOBOTOYMBOCTb 13 MYMOYHBIX COCYI0B Habmonanace y 66,7%
JeTeil, )KeJlyAoUHO-KUILIeYHOe KpoBOoTeueHne — y 28,5%, y on-
Horo myaznexua (6,7 %) ObII0 BHYTPUYEPETHOE KPOBOUBTIUSIHHE.
Y Bcex nieTeit UMeICsl OfIMH UM HECKOJIbKO KIIMHUYECKMUX CUM-
NTOMOB HapyLleHH sl TULLeBapeHUst: yyallleH1e CTya, yBesnue-
HKe ero 00'bema, BOASIHUCTAs! iapesi, B OTAEJIbHBIX CIyuasx —
HaJIM4Ke NPOKWIOK KPOBU B CTyse. Y HeTeil OTMeuasny Takxke
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CHWXKeHWe mpubaBKM Maccel Tena. [lpy aHanMse MMILEBOro
IHEBHMKA KOPMSILLMX MaTepeil BbIsSIBJIEHO U30bITOYHOE MOTpe-
GneHue 6eska KOPOBbETO MOJIOKA 1/WUJIH MPOJYKTOB, UMEIOLLIMX
B COCTaBe CTabMIN3aTOPbl, KOHCEPBAHTbI, UCKYCCTBEHHbIE apO-
MaTHU3aTopbl U T. .

OTnenbHO M3yyanu pe3ysbTaTbl UCCIENOBAaHMS JIMIHAZO-
rpamMMbl KaJia C LieJIblO BbIsIBJIEHNMS! CTETIeHU HapyLLeHusl BCacChl-
BaHMS1 KUPOB U, CJIeZIOBATENIbHO, SKMPOPACTBOPUMBIX BUTAMMU-
HOB, K KOTOpbIM OTHOCHTCS BuTamnH K. CozepskaHne o01mx
JIMIIUAOB B KaJle COCTABIISUIO B cpefHeM 77,47 MKT/T IIpy 3Ha-
YUTEeNbHOM pasMaxe 3HaueHuit — 25—143,9 Mkr/r y kaxkaoro
naluveHTa. YCTaHOBJIEHO, YTO MaKCUMMasbHble MOTEPH >KUpPa
KOppen1poBay ¢ Hanbosiee BbIPaKEHHON KJIMHMKOM remop-
parMyeckoro CMHAPOMa M HauOONbIIMMK MATOJIOTMYECKUMH
M3MEHeHMsIMK B Koarynorpamme. Ilpu u3yueHnyu cooTHoOLLe-
HUSI IMMUAHBIX PpaKLMii B Kajie OTMEUeHO, UTO MaKCUMaJlbHble
3HaueHMs1 KOJIMUeCTBa BbICLUMX SKUPHBIX KHUCTIOT, XOJIECTEpPO-
na u $ocHONUNUIOB B JIMNUAOTPAMME UMeJIM MECTO Y JieTeil
¢ HanbOosee BbIPaXKEHHO KIMHUKO KPOBOTOUYMBOCTH.

C marepsiMM MPOBOAWINCH Geceibl O MPaBUILHOM MHTa-
HUM KOpMSLLel JKeHLLMHbI, IPOBOAMIACh KOPPEKLMs paLMoHa
nuTanus. [1pr 3TOM yCTaHOBINEHO, UTO K 5-My JHIO C MOMEH-
Ta HOPMalu3aUuuu MUTAHKUSI MaTepu y JeTeil KynupoBalkuCh
HapylleHusl nNuileBapeHusi. BceM nauueHTam NpoBOAMIN
JledeHHe TeMOpparnueckoro CHHAPOMA, HasHadash MeHa-
IMOH HaTpusi O6ucynbGUT B 103e 1 MI/Kr BHYTPHUMBILLIEYHO,
a B 3 cyyyasx IOMOJIHUTEIbHO BHYTPUBEHHO BBOJAMJIM CBe-
skezamoposkeHHyto nnasmy (C3I1) B nose 15 mu/kr. [locne
HAYaToro JieYeHHs! aKTUBHOCTb (akTOPOB MPOTPOMOUHOBO-
ro KOMIUIEKCAa BOCCTAaHOBMUJIACh B MePBblit ke feHb 10 50%
HOPMbI, FeMOpparuyeckuii CMHAPOM Obl Kym1poBaH. Y Bcex
neteit K 4—5 CyT JleueHHs] COCTOSIHME MOJIHOCTbIO HOPMaJIu-
30BasOCh.

K/MHUYECKOE HAB/IOJEHUE

B kauecTBe mpuMepa NpUBOAMM KJIMHMYECKOe Habmone-
HUe, NoJuepKUBaroLLiee poJib HapyLIEeHWi MUILEBAPEeHNs C CHH-
ApOMOM MababcopOLmK sKMPOB B pasBuTvy nosaHei [BH.

JloHollleHHas feBouKa MOCTynuna B oTAeneHde Ha 21-e
CYTKM KM3HU. B Bo3pacTte 15 CyT KM3HM MaTb BIiepBble OTMe-
TH7A B CTye pebeHKa NPOKMIIKM KPOBH, B MOCNIEAYIOLLNE THH
TIPOKMIJIKA KPOBU B CTYyJIe OTMEUEHbI elle OJIMH Pas.

Ponunacy Ha 39-i1 Hezene recraumn. Macca npu poxze-
Hu — 3050 1, poct — 50 cM. BeckapmiMBaHue ¢ poskIeHus
ecrectBeHHoe. Macca npu nocrymnenun — 3120 r, BbisiBIe-
Ha runepounmpyOunemus Il crenenu. ToaKOXHO >KMPOBOI
CJI0/1 CyLIeCTBEHHO McTolleH Beszie. CTyN CHIIbHO OOBOZIHEH,
kenTblit. Kanosble Macchl KaiunieoOpasHble, 6e3 kposu. [Tnta-
HKe MaTepy HepauyoHabHoe. [Tntanne pebeHka JoMa He KOH-
TPOJMPOBajOCh. B Konporpamme MHOrO HEeHTPasnbHbIX KUPOB.
Pebenky HasHaueHa ¢oTOTEpanysi, KOHTPOIMPYEMOE IpyIHOE
KopMlenue. JlaHbl pekoMeHAaunu no nutaHuio marepu. [ocne
B3THS1 KOAryJorpamMMbl BO3HMKJIa OTCPOY€HHAasi KPOBOTOUM-
BOCTb M3 MeCTa B35ITHsl KPOBH, OOLIMpPHAsl reMaTtoMa B TKaHU
nsieya ¥ npezriedbst.

Vccnenosanue Koarynorpammbl [OKasano  CyLIeCTBEH-
HOe CHM>KeHMe aKTMBHOCTU BUTaMMH K-3aBHCHMBIX (pakTOpOB
(I, VIL X, X), yammmnennre AYTB u I1B npu HopmasnbHOM ypoBHE
TnoKasaresieil KOHeUHO Koarynsiimu (CM. TabnuLly) U nepBUY-
HOTO (COCYIMCTO-TPOMOOLUTAPHOTO) FeMOCTa3a.

C yuyeTOM aHamHe3a M pe3yNbTaToOB KJIMHWKO-Jabopa-
TOPHbIX [aHHbIX ObUIM [JUarHOCTMpoBaHbl Mo3aHss ['BH,

Ta6bnuua. Peaynstathl MCCnegoBaHUs NiasMeHHOro
remocrasa
Table. Serum hemostasis parameters
Yepes 1 cyT (nocne BBe-
T RS Npu nocry- | REHUA C3 n meHaauoHa
HaTpuA 6ucynbguTta)
Koarynorpammbi NNeHun 94 h later (aft
Hemostatic At IOHISHALEE (after
e e administration of FFP
p and menadione sodium
bisulfate)
AYTB, ¢/ APTT, sec 1711 59,8
MpoTpom6uHoBoE
Bpems, ¢ 105,4 1,7
Prothrombin time, sec
MHO / INR 8,9 1,0
MpoTtpom6un no Keuky, %
Prothrombin Quick, % 25 1066
Tpomﬁu_uos_ue Bpems, ¢ 23,0 35,3
Thrombin time, sec
d_)uﬁ_puuoreu, r/n 19 28
Fibrinogen, g/I
IX chakTop, % / Factor IX, % 1,4 -
Il chakrop, % / Factor Il, % 2,8 -
VIl thakTop, % / Factor VII, % 12,8 -
X chakrop, % / Factor X, % 1,6 -

pasBuBLIAsiCS HAa (OHe HapyLIeHWil NulleBapeHusl C CHH-
ApPOMOM ManbabcopOLMK KUPOB, M HapylleHHe MUTaHKs
(6enKkoBO-3HepreTHYeCcKasl HEeNOCTAaTOUHOCTb JIerKasi, CMe-
waHHoro rexesa). Ha ¢one nposenenHoro neuenust (C3I1
OZIHOKPAaTHO, MEHafMOH Hatpust Oucynbdut 1 p/cyT BHy-
TPUMBbILIEUHO, KypC — 3 [HS) OTMEUYeHO KYNUpPOBaHUE re-
MoOpparuieckoro cuHapoma. Hopmanusaums nuranust mare-
PM MOCTENEHHO NpUBesia K HOpMasu3alUun CTyna y pebeHka.
B nuranue pebenka Gbiia no6aBeHa afanTHpOBaHHAs CMeCh
C ee MOCTENeHHOM OTMEHOM M0 Mepe HOpPMaIu3aLuu MCUX0-
JIOTMYECKOTr0 COCTOsIHMSI MaTepi. PeOeHOK BbIMKCaH C BbI3NO0-
pOBJIEHHEM.

SAK/IOYEHUE

[lpodunakruueckoe BBefeHre BuTaMMHa K HoBOpoxkzeH-
HbIM JIETSIM B MepBble 4acbl KMU3HU MO3BOJISIET C BbICOKO
3¢ deKTUBHOCTbIO NpeaynpeanTb passutue 'BH B panuuii
HeOHATaJIbHbI/ NepHO]], OHAKO He NpenynpeskjaeT pa3BuTye
sutamuH K-3I'C B nocnenymolime Hefenu W MecsiLibl JKU3HU.
[To HawMM HaGMIOAEHUSIM YCTaHOBIIEHO, YTO Ae(PULUT BUTa-
muHa K y milageHLa MoxkeT pa3BUBaTbCsl He TOJIbKO MPHU Bbl-
paskeHHOM CHMHIpOMe ManbabcopOLyy, HO U Ha ¢oHe Hapy-
LIeHWi NHILeBapeHusl U yCBOeHHsl BUTaMMHa K, BbI3BaHHbIX
HepaLMOHalbHbIM MUTAHKEM KOpMslliefi MaTepy UM B pe-
3y/bTaTe BUPYCHbIX MHPEKLMIl ¢ MHTEeCTHHAIbHBIM CHHIPO-
mMoM. Ocobyio TpeBory Bbi3bIBaeT TOT (HaKT, YTO €CJu Y 1e-
Teil ¢ TsKesoi maronorueit (6unuapHast atpesus, CHHAPOM
KOPOTKOI1 KMILIKHM, 3a00€BaHusl C XOJIeCTa30M M Ip.) BUTa-
MuH K 06513aTesIbHO BXOAUT B KOMIIEKCHYIO Tepanuio, TO y fie-
Tell, HaXOMSLLMXCSl UCKIIIOUUTETIbHO Ha IPYAHOM BCKapMJIMBa-
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MNeanatpus

KAnHMYeckaga npakTuka

HUM WM UMEIOLIMX JUCPYHKLMN KUILEYHUKA C HapyLleHneM
BCACbIBAHUSI KMPOB, 3TH PUCKU He y4UTbIBalOTCS. Haun onbit
006yueHust KOPMSILLMX MaTepeii MPaBUJIbHO COCTABIISITh paLy-
OH, TIPUJIEP>KUBATBCS PALMOHATIbHOTO MUTAHUSI U KOHTPOJIH-
poBaTb €ro CBUIETENbCTBYET O TOM, UTO CTPOrOe BbIMOJIHE-
HUe 9THX PEKOMEHMALMii MO3BOJISIeT CYIECTBEHHO CHU3UTb
BepOsITHOCTb AeduunTa BuTamnHa K B opraHusme miazneH-
Ua 1 puck pasBuTusi y Hero noszpHeit ['BH [18]. Kpome 3rto-
ro, BaXHbIM 3BEHOM B NpenyNpeskIeH!N Pa3BUTHSI TSDKEJbIX
dopM remMopparMyecKkux HapylleHuii sBisieTcsl paHHee Bbl-
siBJIeHWe TaKMX MasblX KJIMHUYECKMX MpOSIBIIEHMIt, KaK Kpo-
BOTOYMBOCTb M3 MYNOYHON PAaHKU W/MJIM U3 HOCOBBIX XOZIOB,
TMPO>KUJIKM KPOBY B PBOTHBIX M/MJIM KaJlOBbIX MAaccax, Jierkoe
00pa3oBaHue «CHHSUKOB» U JIp., YTO MO3BOJISIET CBOEBPEMEH-
HO BepuUUMPOBATb WX MPUUMHBI M Ha3HAUYMTb aJleKBaTHOe
JleyeHue.
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