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B ctatbe paccMoTpeHbl npobieMbl reMopparn4eckor 60/1e3HU HOBOPOXKAEHHbIX C NO3AHUM Ae6i0TOM. B HacTosilee Bpems
B pogaomax npopuaaKTMKa reMmopparn4ecKor 601e3H1 NpoBOANTCS HE BCEM HOBOPOXXAEHHbIM. [TpOBEeAEH KIIMHUYECKUI aHa-
m3 9 cayd4aeB 60s1e3HN. OrnacHoM 0CO6EHHOCTbIO MO34HEro MPOosiIB/EHNUS reMopparmyeckon 601e3HU (nocsie Mecsita KU3Hu)
AB/ISETCA Pa3BUTUE MaCCHBHbIX BHYTPUYEPENHbIX KPOBOU3IUSIHUI Ha (OHE MOBbILLEHHON KPOBOTOYMBOCTH. [1s1 MO3AHEr0
BO3HMKHOBEHUS reMopparui Beaeacteme gepuumnta BuTaMmHa K xapaktepHo codyeTaHue Tpex paKTopoB: OTCYTCTBUE MPOPU-
JNIaKTUKM reMopparm4ecKom 6071e3HU, rpyaHoe BCKapM/anBaHne pebeHKa v TPaH3UTOPHbIN X01ecTas.

Knro4yeBble cnoBa: HOBOPOXKAEHHbIE, reMopparndecKkasl 601e3Hb, BUTaMuH K, ecTeCTBEHHOE BCKapManBaHUe, TPaH3UTop-

HbIH X0/1ecTas, BHyTpu4epernHoe KpoBOU3/IMAHUE, MTPOTPOMOUHOBbIN MHAEKC.

B npaKTuKe geTcKkoro peaHumaTtonora HeTpaBMaTUYecKue
BHYTPUYEPENHbIE KPOBOUINUAHUS Y AETEN NEepPBbIX Mecs-
LIEB WM3HM BCTpeyaloTcs AO0CTAaTO4HO peako. YCTaHOBMUTb
WUCTUHHYIO MPUYUHY KPOBOUSNUAHUSA HEe BCerga BO3MOXKHO.
BmecTe ¢ TeM M3BECTHO, 4YTO OAHOW W3 MPUYUH PaA3BUTUSA
BHYTPUYEPENHbBIX KPOBOUINUAHUN Yy AeTen NepBbiX Mecs-
LIEB XM3HW ABASETCHA NO3AHAA remopparnyeckas 6onesHb
HoBopoOXAeHHbIX (FTBH). MNpeaBuaeTb pa3BUTUE MNO3AHErO
fnebiota 601e3HN HEBO3MOXKHO, MO3TOMYy npodunaKkTMKa
'BH Ha aTane poannbHOro JoMa Ype3BblHalnHO BarkHa.

MpegwecTtByeT pa3sutnio NBH y HOBOPOXAEHHbLIX, OCO-
6EeHHO TeX, KTO HaxoAMTCA Ha eCTeCTBEHHOM BCKapMIu-
BaHuu1, neduumnT ButammHa K: B renatouuTe Hapyllaetcs
ramma-KapboKcuampoBaHme BUTaMmnH K-3aBUCHMMbIX daK-
TOPOB CBEPTbIBaHUSA KpPOBU. B pe3ynbrate He noaBepras-
lwmecs KapboKCHMIMpoBaHUIO ¢aKTopbl yTpavyMBatoT Cro-
COGHOCTb y4acTBOBaTb B MPOLIECCE CBEPTbIBAHUSA KPOBW.

A.l. Lobanoyv, O.G. Lobanova

4th Sity Clinical Hospital, Izhevsk

MMMyHONOrM4yeckM oHM O0BGHapy*KMBAOTCH B KPOBMW B HOp-
ManbHOM KONMYecTBe, B BMUAE HEKapOOKCUAMPOBAaHHbIX
N HedYHKLMOHMPYIOLWMX MOEKYN, 0603HaYaeMbIX B fiUTe-
patype ab6peBuatypon PIVKA (Protein-Induced by Vitamin
K Absence) [1]. 9T HenonHoLeHHble daKTopbl CBEpThIBaA-
HUS HEe CNOCOOHbI KAa4YeCTBEHHO BNIMATb Ha NpoLEecChl Koa-
rynsunn KpoBM, YTO NPUBOANUT K pa3sutuio NbH. Hanbonee
onacHoe NposiB/ieHMe 3TOW NaToIorMn — BHYTPUYEpPeENnHoe
KPOBOU3NUAHME, BO3HUKatolee Ha ¢oHe obuen KpoBO-
TOYMBOCTU (KOXHBIX remMopparumn, enyaooyHO-KULWEYHbIX
KPOBOTEYEHUN).

3a nepuog ¢ 2004 no 2008 rr. B oTAENEHME pPeaHUMaLmm
KB N2 4 r. MkeBcKa 6blnn rocnutann3npoBaHbl 9 aeten
C HETPABMaTUYECKUMK BHYTPUYEPENHBIMU KPOBOUSNUSAHU-
amu. Bo3pacT naumeHToB coctaBnan ot 1 o 2,5 Mec *Kus-
HU. LLlecTepo aeten rocnntanmManMpoBaHbl M3 JOMa U Tpoe —
13 cTaLMoHapoB ropoja.

Hemorrhagic disease of newborns with late debut

The article describes the problems of hemorrhagic disease of newborns with late debut. Prophylaxis of hemorrhagic disease in maternity
hospital is performed for not all newborns. The clinical analysis of 9 cases of disease is performed. Dangerous feature of late debut
of hemorrhagic disease (after 1st month of living) is the development of massive intracranial hemorrhage on the basis of hemorrhagic
diathesis. Late debut of hemorrhage as a result of vitamin K deficiency is characterized with three factors: absence of hemorrhagic
disease prophylaxis, breast feeding of a child and transitory cholestasis.

Key words: newborns, hemorrhagic disease, vitamin K, breast feeding, transitory cholestasis, intracranial hemorrhage,
protrombin index.



KnuHu4yecKoe Ha6GnogeHue

AHamMHe3

Mpn cbope aHamHe3a OblNO BbIICHEHO, YTO BCe AeTU —
OT NMPaKTUYECKM HOPMasbHO MpOTEKaBLIEN GEPEMEHHOCTH,
CPOYHbIX POAOB, HAaXOAMBLUMECH HA €CTECTBEHHOM BCKapM-
nMBaHMK. B poagome BceM HOBOPOXKAEHHbIM Oblna NpoBeae-
Ha BaKuWHauua ot renatuta B n BLK. Mpodunaktnyeckoe
BBeAEeHWe MeHaauMoHa HaTpusa (BuKacosn) HOBOPOXAEHHbLIM
He npoBoaunocb. Ha 5-7 cyT Bce et OblaM BbINUCaHbI
nomow. B ganbHenuwem 2 pebeHKa 6biv NPUBUTLI OT rena-
TMTa B ABa)Kabl.

KnuHuka peo6lota

Hayano 3aboneBaHUs NpoTeKano NPaKTUYEeCKU OAUMHAKOBO
y Bcex fgeten. 3a 1-2 AHS A0 BO3HWKHOBEHMWS BHYTpUYe-
PEMHOr0 KPOBOMUBNUAHUS Ha KOXKE WK CIM3UCTOM POTOBOWM
NosI0CTU NOSABASSINCb FrEMopparMyeckue afieMeHTol (tabn. 1).
EanHUYHBIE TNYy6OKME IKXMMO3bl AMaMeTpom oT 5 ao 20 mm
06GHapyKMBanUCb pPoAUTENAMM Yalle Ha KOHEYHOCTSX,
pexe — Ha TynoBuuie. MenKne MHOXEeCTBEHHbIE KPOBOM3-
JINSIHWUS Ha CNM3UCTOM POTOBOWM MOMIOCTU BbISBASIUCH YXKe
npu ocMoTpe B peaHumauuu. Y ogHoro 601bHOr0 pebeHKa
6bina o6HapyXKeHa KPoBb B CTyNe U OTMeYanacb AnuTeSb-
Has KPOBOTOYMBOCTb M3 MeCTa MHbEKLUMMU NpU MOBTOPHOWM
BaKLUMHaUMK oT renatuta B. Mpu KoHcynbTaunu XMpyprom
naTosiorMm He BbISIBAEHO.

Y Bcex 60bHbIX BHYTPUYEPENHOE KPOBOU3NUAHWE MaHUde-
CTMPOBaNo BHe3amnHbiM, 60N1€3HEHHbIM, HO HEAIUTENIbHbIM
nnayem. Y 8 geten cpasy nosiBunachb NOCTOSAHHAsA U yrnopHas
pBOTa, B ABYX C/ly4asax — C NPUMEChIO KpoBU. PBOTa He oTme-
Yyanacb TONIbKO y 0AHOro pebeHKa. BHavane et nposiBasnu
nepuoanyeckoe 6GECNOKOMCTBO, HayuMHanM CTOHaTb, OTKa-
3blBaNNCh OT KOPMJIEHMS, 3aTEM CTAaHOBMINCL anaTUyiHbIMU
M 6e3y4acTHbIMU K OKpyXKatolemy. Y 7 [eTel oTMevanucb
TOHWMYeCKKe cygoporn. Hapactana peskas 61eHOCTb KOXKM.
KpaTkoBpemeHHaa cybdebpunbHaa Temnepatypa CMeHSs-
nacb runotepmuen. lMNpakTuyeckn Bce AeTu ObliM 0YeHb
No34HO rOCNUTANN3UPOBaHbl: BPeMs, NMPOBEAEHHOEe [JoMa
OT MOMEHTa BO3SHUKHOBEHUS KPOBOU3NUAHUSA 4O FrOCNMUTaNU-
3alMu1, COCTaBNSAN0 OT OJIHUX CYTOK U 6osee.

Mpu nocTynneHunM B peaHMMaLMOHHOE OTAeneHue 8 peten
HaxoAMNMCb B KparHe TSXeoM COCTOSIHMK. Y Bcex onpeaens-
nacb AeKOMMeHcaUuUs Nero4Hon BEHTUAALMMU, paccTpoicTBa
CUCTEMHOro KpoBOOOGpalleHuns, o4yaroBas U 06LiLeMO3roBas
HEBPONOrMYyecKas CUMNTOMAaTMKa, HapyLWeHUs KoarynsaumoH-
HOro remocTasa. B 6 cnydasax y noctynuslumnx 6bi10 peakoe,
apUTMUYHOE [bIXaHWe WK ero NoaHoe oTcyTcTBMe. B 2 cnyya-
X [AblXxaTe/bHble HapyLleHWs Gblfin TONbKO B BUAE BblPaXKeH-
HOro TaxunHoe (4acToTa AbixaHus — B npeaenax 100/MuH).
Y Bcex nauuMeHTOB OTMevanacb pe3Kas 6/1eQHOCTb KOXu
M CIMBUCTBIX C LIMAHOTUYHbBIM OTTEHKOM, @ TaKXKe KPOBOTOYM-
BOCTb M3 MECT MHbEKLMI. Y 2 aeTen Habntoganmucb NpuaHaKkm
HEBbIPAXKEHHOIO JIEFOYHOI0 W KENyAo4YHOro KPOBOTEYEHMS,
B BUAE reMopparnyeckoro OoTaensieMoro M3 aHAoTpaxeasb-
HOWM TPYOKM U XKenyaoyHoro 3oHaa. Y 8 geten npw nocrynne-
HUW COXPaHANCA NEMKUM ENTYLLHbIM OTTEHOK KOXKU. dedunumnt
ob6bema UMpKyaupytowen Kpoeu coctansan oT 30 go 39%
OT HOpMbl (Hopma OLIK y geten nepBbix MECALEB MU3HU —
85 mi/kr; OUK4,, = Macca Tena/BecoBasd 4Yactb OLK
no reMaToKpuTy B Tabnuue). ApTepranbHoe aaBneHue Kone-
6anock ot 80/40 no 110/72 mm pT. cT. B 7 cnyyasx y aeten
oTMeYanacb TaxmKapamus C ryXoCTblo CEPAEYHbIX TOHOB.

B HeBponornyeckom cratyce y 6 geten Habnwganucb Hapy-
LWUEeHUS LeHTpanbHOW perynaumu AbixaHus. MNaTonorvyeckue

$opMbI AblXxaHWS B BUAE BbIPaXKEHHOro 6paannHo3 Uan anHoa
y 9TWX LeTeln pa3BWUIUCh elle A0 MOMEHTa rocnuranuaauuu
W NPOAOIKaNM NPOrpeccupoBaTb 4O MOMHOM yTpaTbl aBToO-
MaTUYECKOro AblxaHWs. CTBONOBbIE pediIEKChI CO CIM3UCTbLIX
(poroBuubl, FMOTKKU, Tpaxen) He Bbi3biBanncb. OTMeYanachb
pe3Kas CyxOCTb U OTEK C/IU3UCTbIX POTOBOM MONOCTH, CKIIEP.
OTtcytcTBOBan oKynouedanmyeckun pednexc. Bboiasnsncs
GUKCMPOBAHHbIN, ABYCTOPOHHWI, NapanuTUYECKUN MULPU-
a3, audpody3Has MbllleyHaa aToHusA. Y Bcex aeTten 60MbLIon
POAHWYOK Obl BbiGYXaloLWMM, MIOTHLIM Ha OLWyMb, C OTCYT-
cTBMEM Nynbcauuun. OTMeyvanacb peskas rmnoTepMus KOXu
rofioBbl. Y 5 fetei oTMevanucb NpUCTynbl FOPMETOHUM (Nepu-
OAMYECKOE TOHMYECKOE HamMpsKeHWe MblliLl, KOHEeYHOCTeMN
W TynoBula, BO3HUKaloLlee Ha GOHE MbILEYHOMU aTOHWUM
CMOHTAHHO MW MO BAUSIHUEM pasfpaxuTtenew, gnsueecs
He 6onee 10 c). B gaHHOM cnyyae nosiBNeHWE rOPMETOHUM
CBSI3aHO C NOBPEXKAEHMEM CTBOJIA Ha YPOBHE CpeaHero Mos-
ra U mocta BCNefCTBUE TPAHCTEHTOPUANbHOMO BKIUMHEHWUS,
Korga npoucxoauT ¢yHKLMOHaNbHOe pa3oblieHue cTBona
“ nonywapui 6onbloro Mosra. o mepe yrnybneHns Kombl
NPUCTYMNbl FOPMETOHWU MNpeKpallannucb. Takum obpasom,
y Bcex 6 60/bHbIX Oblla KOHCTaTUpOBaHa KoMa 3 cTeneHu
(3anpegenbHasn). Bce 60nbHbIE, NOCTYNUBLUME B OTAENEHUE
peaHMMaLMK B COCTOSSHUMN 3anpefenbHON KOMbI, MOrnénu.

Y aBoux Oeter npu MNocTynjieHun B peaHumauuio 6blia
KOHCTaTMpoBaHa KoMa 1-2 cTteneHn. OTMeYyanuncb ToHMYe-
CKMWe cyoporu, npexoasiime cumntombl nopaxeHus I, VI,
VIl napbl 4epenHO-MO3roBbIX HEPBOB, TaxunHo3. bonbluon
POAHWYOK 6blN NAOTHbIM, BblGyXaloWMM, HO C COXPaHEHNEM
nynbcaumn. Peakuns 3padykoB Ha CBET, CTBONIOBbIE pedeK-
Cbl CO C/IU3UCTbIX (POroBULLbI, FNOTKK, Tpaxeu), okynoueda-
JINYECKUI pedieKC — OCTaBalnCb COXPaHHbIMU. Y OHOro
60/IbHOIO0 B HEBPOJSIOTMYECKOM CTaTyce — MPU3HAKK yme-
PEHHO BblpaXEHHOW BHYTPUYEPENHON TMNEPTEH3UN.

JlaGopaTopHoe o6cnegoBaHue

B aHanusax nepudepryeckon KpoBu y 60MblINMHCTBA 60/1b-
HbIX OTMEeYanocb 3Ha4YUTENbHOE CHUXKEHWE YPOBHS reMors1o-
6uHa (Tabn. 2). Y Bcex naLuneHToB BPeEMS CBEPTbIBAHUSA KPO-
BM (No MopaBsuuy) 6b110 PE3KO YAJIMHEHO. [TPOTPOMOUHOBbIH
WMHOEKC onpefensics TONbKO Y OAHOr0 60/IbHOrO U Obin
CHWKeH. KonnyectBo TPOMOGOLMTOB 6bIsI0 HOPMasbHbIM MK
NOBbIWEHHbBIM, U UMENO TEHAEHLMIO K elle 60/blieMy NOoBbl-
LWEHUIO B TeYeHUe CyTOK. HopmarnbHble nokasatenu oubpu-
HOreHa oTMevanucb y 4 60/bHbIX, Y OCTallbHbIX GUOPUHOTEH
He onpegensncd. lNpamon 6unMpy6buH ocTaBasicsd MOBbI-
LUEHHbIM Y 8 eTEN, NeYeHOYHble GEPMEHTbI HE3HAYUTENbHO
nosblweHbl — y 1.

[AunarHocTtuka

Y Bcex aeten 6binn BbiiBAEHbI cybapaxHouaalbHble KPOBO-
n3nusaHus. B 8 cnyyaax KpoBOU3NUAHNUS GblIM MAcCUBHbIMM.
[narHocTvika BHYTpUYEPENHbIX KPOBOU3NUSAHWI OCYLLECTBNISA-
flacb Ha OCHOBaHWW @aHaMHe3a, KIIMHUYECKUX AaHHbIX U YNb-
TPa3BYKOBbIX UccnenoBaHui. NpoBeaeHne HEMPOBMU3yasbHbIX
meToaoB mncenepgosaHus (KT, MPT ronoBHoro mosra) y noaa-
BAAOWEro 60MblIMHCTBA NALMEHTOB Obl1I0 HEBO3MOMHO
M3-3a KpamHe TSKEeNoro coctossHns 60MbHbIX. Y 3 nauneHToB
rnocre CTMXaHusi KPOBOTOYMBOCTU, KOrJa He Oblia 3anpesesb-
HO BblpakeHa BHyTpu4yepenHas runepteH3uns (HeobpaTtumbin
OTEK MO3ra), KpOBOU3IUSHME NOATBEPKAANOCH toMbabHOM
NYyHKUKEN (Yepes CYTKK). JIKBOP Yallle BbiTeKan nos HU3KUM
WA HOpPManbHbIM JaBfiEHWEM, KpacHo-6yporo ueTa. [Mpu
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KnuHu4yecKoe Ha6GnogeHue

ero LEeHTPUPYrnpoBaHnM BbISBASNACh Pe3Kas KCaHTOXPO-
MU1S; NPU MUKPOCKOMMU OBGHapyu1Banncb B 60/bLIOM KOJKU-
4YeCcTBe U3MEHEHHbIE (FEMONM3UPOBAHHbIE) 3PUTPOLUTEIL. [pH
BGUOXMMUYECKOM UCCIEA0BaAHUN TMKBOPA ONpesenfiucb HU3-
KWM YPOBEHDb IIOKO3bl U BbICOKME LMdPbI 6enKa, MOIOYHOM
KUCNOTbI (naKTaTa).

Tepanus

8 feten HaxoAUNUChb Ha UCKYCCTBEHHOW BEHTUISLMU JIEFKUX.
Bcem npoBoaunace Koppekuns OLLK, HapyweHui remocra-
3a M MeTabonmMama, a Take NPOTUBOCYAOPOKHasA U Hew-
ponpoTeKTopHas Tepanusa. KynupoBaHue KpOBOTOYMBOCTH
HayMHanocb ¢ BBeAeHMa 4eped 30HA 10 mr BuKacona,
O[HOKpaTHOW TpaHCcdy3un CBEXE3aMOPOXKEHHOW Maa3Mbl
B o6beMe 15 mi/Kr. C npekpalleHMeM KPOBOTOYMBOCTHU
(06bI4HO 4epe3 10-12 4) npojomKanocb AanbHeunwee
BBeAEeHWE MeHaAMOHa HaTpuA (BHYTPMMBbILWEYHO) A1 CO3-
JaHusa feno no 5 mr/cyT B TedeHne 2—3 aHen. 8 nauueH-
TaM BCMeACTBME pPa3BUTUSA MNOCTreMOpparnM4yecKon aHe-
MUK MPOBOAMUSIOCH NepeiMBaHUe 3PUTPOLMTapHOM Macchl.
B panbHeWwem HU y OAHOro U3 60JIbHbIX KPOBOTOYMBOCTHU
He 6blS10.

Pe3ynbraTtbl ayToncuu

Ha aytoncuu y normblumMx geten Obiin ob6Hapy*KeHbl Mac-
CVBHble cyGapaxHouaanbHble KPOBOUSNUAHUSA; B 2 criyqasx
C HaNM4YMeM KpoBM elle M B cy6aypanbHOM MPOCTPaHCTBE
n B 1 cnydyae — B Xenyao4KoBOMW cucteme mosra. B 2 cny-
Yyasx MO3r 6blJ1 B COCTOSIHMM HEKpo3a. Kpome aToro, y Bcex
NnornbLnx aeTern obHapyxeHbl U3MEHEHUS B MEYEHU, Halle
BCEro B BMAE Hecneundpuyeckoro peaxkTUBHOro renatuta
C BHEKNETOYHbIM X0NeCcTa3oM U HavyanbHbiM GUOPO30M Mop-
TaNbHbIX TPAKTOB.

06cyKaeHue

B xoae npoBeaeHUs KNMHUYeCcKoro HabntaeHms 6bi10 oTme-
4eHo, YTO BCEX AETEN, MOCTYMMBLLMX B OTAENEHWE PeaHNMaLIUK
C reHepann30BaHHOW KPOBOTOYMBOCTbIO, 06beAMHAET psj
06LWMX PAKTOPOB M KIMHUYECKMX OCOBEHHOCTEN, XapaKTep-
HbIX AN BO3HWKHOBEHMA nosaHero aebtota NbH. OcHoBHOM
dakTop — otcytcTBME npodunaktnkm BH. Yactota pas-
BMTWUA no3aHero aebtota NBH 6e3 npodunakTMKM BUTaMU-
HOM K, no HeKoTopbiM AaHHbIM, cocTaBnseTr 5-20 cny4yaeB
Ha 100 TbIC. HOBOPOXAEHHbIX [2]. HUKoMy 13 9 getew, nocty-
NMBWKX B OTAENEHWE peaHMMaLMK C reHepanu30BaHHOM
KPOBOTOYMBOCTbIO, B POAAOME HE MNpoBOAUNM Npodunak-
TKy 'BH BBegeHuemM MeHaauoHa HaTpus. Btopon dak-
TOp — rpyaHoe BCKapmauBaHue. Bce Habniogaemble getu
OblIM JOHOLWEHHbIMW, HAXOAWIUCH UCKNIOYUTENbHO Ha rpya-
HOM BCKapM/uBaHuU. B GM3MONOrMYECKMX YCIOBUSAX BUTa-
MUH K (K1 nan GUnnoxnHoH) noctynaet B opraHn3m pebeHKa
C MuLLew (rpyaHoe MOJIOKO) M AOMNONHUTENbHO CUHTE3UPYETCA
B KULUEYHMKe B Buae BuTamunHa K, nnm meHaxmHoHa. Ho cvh-
Te3 BUTamMunHa K, B KULLEYHWUKE NPOUCXOANT MPENUMYLLECTBEHHO
Bacteroides fragilis n HekotopblM Escherichia coli — dnopon,
KOoTopasi 3acensieTcs npu MCKYCCTBEHHOM BCKapMJIMBaHWUM.
Mpn ecTecTBEHHOM BCKapM/IMBaHUKU KULIEYHUK 3acenseTcs
Bifidobacterium, Lactobacillus v Clostridium — dnopo#,
NMPaKTU4EeCKN HEeCrnoCOO6HON CHUHTEe3WpoBaTb BUTaMUH K,
[3]. Tpetun daktop — HABAEHUS TPaAH3UTOPHOrO XOsecTa-
3a. OHM oTMevanucb B 8 cnydyasx. EcTecTBEHHbIM BUTa-
MuUH K BcacbiBaeTcsi B TOHKOW KWLWKE Mpu o6s3aTtenibHOM
HalMiuM B HEWN XKeNyYn U Xupa. YMEHbLUEHUE TOKa XKenyu

NPMBOAMUT K ManbabCopOLIMK KUPOB M KUMPOPACTBOPUMbIX
BMTaMUWHOB, yBennyuBasa eule 60nbwnin agepuunT BUTAMU-
Ha K. HoBopoO)KAeHHble M3-3a HE3PENOCTU IKCKPETOPHOM
PYHKLMKN NevyeHn 0co6eHHO NpeapacnonoXeHbl K Xxonectasy
[4]. Y 8 n3 9 geten, NOCTYyNUBLUUX B peaHMMaLIMio B Bo3pac-
Te cTapwe 1 mecsiua XU3HK, ypOBEHb NPAMOro 6unMpybuHa
ele ocTaBasica NoBbilWEHHbIM (0T 12 Ao 27 mMMonb/n), 4TO
CBWAETENLCTBYET O TPAH3UTOPHOMN, PYHKLIMOHAIbHON M 3KC-
KPETOPHOW HeJOCTaTO4YHOCTU NEYEHMU.

M3 KIMHUYECKMX OCOBEHHOCTEN, XapaKTepHbIX AN Nno3f-
Hero ae6iTa BH, cnegyetr oTMETUTb: BO-NepBbiX, pa3Bu-
TME MACCUBHbIX BHYTPUYEPEMNHbIX KPOBOU3NUSAHUI B COYe-
TaHWUW C KOXHbIMWU remopparMsimMu U KpPOBOTOYMBOCTbLIO
U3 KeNnyao4yHO-KMLEYHOro TpakTa. Bo-BTOpbIX — OTCYTCTBME
y Habnogaemblx AeTter B Hadane 3abofieBaHUA TAXKeNown
naTtosiorMm C BbICOKMM pUCKOM pasButusa [BC-cuHapoma.
lMpaKTM4yeckn HakaHyHe pas3BuTUSa nosaHen NBH Bce pgetn
OblI OCMOTPEHbI Y4aCTKOBbIMU Neanatpamu. B-TpeTbux —
NMO3JHIO0 rocnuTanmM3aumio aTuX AeTen B OTAeNeHMe peaHu-
Maumu. NpuymMHOM NO3aHEN rocnuTanmMsaumm Habniogaemblx
[eTen cTano 70 06CTOATENbCTBO, YTO MOBbILLEHWE BHYTpUYe-
PENHOro AaBfiEHUSA y AeTen NepBbIX MECALEB XW3HU MpPO-
TeKaeT 60nee Mea/IEHHO B CBS3M C TEM, YTO Yepen pebeHKa
(oo 3apalleHnsa YepenHbiX WBOB M 3aKPbITUA POAHWYKOB)
OCTaeTCqd BPEMEHHO NoAaT/MBbIM W npucnocabnmMBaeTcs
K BO3HWKLWIKMM ycnoBusam. [pu nonagaHum KpoBW B MNOAO-
60/104€4HOe NPOCTPAHCTBO MO3ra yrpoxaemas cumntoma-
TMKa OTCpOYEeHa Ha HEKOTOpoe BpeMs, MO3TOMY poauTENU
C/IULLIKOM MO3AHO 06paTUINCL 3a MEAULIMHCKOM MOMOLLbHO.
B-yeTBEPTbIX — U3MeHeHWs B nepudbepuyecKorn KpoBwM
N NUKBOpPE. 3TU U3MEHEHUS ABNAIOTCA MPUCNOCOBUTENbHbI-
MW peaKkuusMM CaHOreHeTMYeCcKoM HarnpaBneHHOCTU. OHu
Bbl3BaHbl KPOBbIO, U3NMBLLENCA B NoA060/104EYHOE MNPO-
CTPaHCTBO, U NPoAyKTaMu ee pacnafa. [oatomy y Habnoaa-
€eMblIX JeTel BO3HMKaNO peaKTUBHOE MNOBbIWEHWE TeMMepa-
Typbl Tena, 0oTMeYanncb U3MeHeHUs nepudepmnyeckon KpoBu
B BMAE NIEMKOLMTO3a W cABura nermKouuTapHon dopmyibl
BneBO. [locTynneHne camon KpoBKU M NPOJYKTOB ee pacnaja
B JIMKBOPHOE MPOCTPAHCTBO BbI3blBaNO PEaKTUBHO Bblpa-
YKEHHbIN NIEOLUTO3 U TMNEePnPOTENHPAXUIO. ITU USMEHEHNS
TaKXe HOCAT 3allUTHYIO (CaHOreHEeTMYEeCKy) HanpaBieH-
HOCTb M MCYe3aloT N0 Mepe OYMLLIEHUSA JIMKBOPA OT KPOBM
K KoHUy 2-3 Hep. lpoayKTbl pacnaja KpoBu obGnagatoT
BbIPa*XEHHOM TOKCUMYHOCTbIO (OKCUreMOrn06UH, CEPOTOHMH,
OUNUPYOUH W Ap.) U AOMOJHUTENbHO BbI3bIBAKOT PE3KYo
LuepebpanbHylo MWeMUIo, NpuBoas K MHbapKTy mosra. U,
HaKoOHeL, elle 0aHOM 0co6eHHOCTbIo Nno3aHern bH aBnaeTcs
rMnoKoarynsumMoHHas HanpaBneHHOCTb Pe3ynbTaToB AOCTYn-
HbIX TECTOB OLIEHKM remocTasa v Ux ctabunmsaumns Ha GoHe
BBefeHns ButamuHa K (Bukacon).

OcHoBoW nabopatopHon agnarHoctukm BH aBnsetcs onpege-
JleHMe NPOTPOMOMHOBOIr0 BPEMEHU M MHAEKCA, OTPAXKaoLMX
CYMMapHO YPOBEHb (TPEX M3 YeTblpex) 3aBUCUMbIX OT BUTa-
MuHa K dakTopos ceepTbiBanus (lI, VI, X) (tabn. 3). Npu NBH
coeprkaHne TPoMOGOLMTOB U TPOMOBMHOBOE BPEMS AOJIKHbI
ObiTb HOpManbHbiMK [5]. Y 8 Habnojaembix LeTen npo-
TPOMOMHOBbBIV MHAEKC He onpeaensncs, a 'y 1 6bln CHUXKEH.
Hu B 0IHOM M3 HaGMIOAEHUIN HE BbISBNEHO CHUMXEHWUS Yncna
TPOMOOLMTOB, HAaNpPOTUB, B OTBET Ha JJIUTENIbHOE KpoBOoTeYe-
HWe B 7 chyvyasx pa3BuICa KOMMEHCATOPHbI TPOMOOLMTO3.
3T0 06CTOATENBCTBO UCKIOYAET BOBIEYEHHOCTb TPOMOOLIU-
TOB B MaTONIOMMYECKUE peaKkuuu notpebneHus, CBA3aHHble
¢ ABC-cuHapomoM. [Mpu OTCYTCTBUM KITMHUYECKUX MPU3HAKOB
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Mpodurnaktrka NBH B pogaome Brukaconom

B HacToslee BpeMs He NpOBOAUTCS

Bospact

1-3 mec, Yallle Ha 2 mec

[pyaHoe BCKapmnuBaHue

HepocTatouHOCTb CMHTE3A B KMLLEYHWUKEe BUTaMuHa K, dnopoi, 3acensemon
npv JaHHOM BUAE BCKapMIMBaHUA

Xonectas

KpoBoTo4ynBOCTb

C He#oCTaTOYHbIM NMOCTYMIEHNEM XeN4YU BCacbiBaHUE KMPOPACTBOPUMOrO
BUTaMuHa K, 3amenniaerca

«BecnpuYmHHbIE» IKXMMO3bI AnaMeTpom 5—-20 MM, ry6oKKe, He pefKo —
€MHUYHbIE, HA KOHEYHOCTSX, TY/IOBULLE; MENKUE KPOBOU3NIUAHUSA Ha CIM3UCTOM
pTa; CTyN C NPOXMIKaMU KPOBU; KPOBOTOYUBOCTb U3 MECT UHBEKLIMI

(Npv BaKunHauuu, 3abope KPoBM Ha aHanuabl). Hepes 1—-2 aHS OT NosiBAEHMS
3KXMMO30B BbICOKUI PUCK BO3HUKHOBEHUS BHYTPUYEPENHOIO KPOBOU3NUAHUSA

MpoTpom6rHOBOE Bpemsi (Hopma 13-16 ¢)
1 NPOTPOMOBUHOBbLIN MHAEKC (Hopma 80—-100%)

Pe3Koe yBenmyeHne NpoTpOMOGMHOBOIO BPEMEHU U PE3KOE CHUMKEHWE
NPOTPOMOMHOBOr0 MHAEKCA

AKTMBMPOBaHHOE YacTUYHOE TPOMGOMIAcTMHOBOE
Bpems (Hopma 45-60 c)

YBenunyexue

Tpom6oLmTbl (HopMma 150-400 ThiC.)

Hopma unu nosbllweHne

dubpuHoreH (Hopma 1,5-3,0 r/n)

Hopma (npu knaccudeckow FBH). Mpu no3gHen popme MOXKET He onpeaensTbes
M3-3@ HU3KON 6ENKOBO-CUHTETUYECKON PYHKLIMM NEYEHN MPU PA3BUTUM
KPUTUYECKOrO COCTOSAHMS, BAUSIHWUS TMMOBOIEMUM, TMMOKCEMUK, aLlMa03a

MpeKpaLleHne KPOBOTOYUBOCTH M HOPManU3aLms
MPOTPOMGHUHOBOr0O BPEMEHMW M MPOTPOMEUHOBOIO
MHAEKca nocne BBefeHns BuTammnHa K

Bukacon

HopmanbHble nokasaTenim NpoTpoMGMHOBOr0 BPEMEHH U NPOTPOMGUHOBOIO
MHAEKCca onpenensiotes Yepes 6-8 Y, a NosiHoe npeKpalleHne KPoBOTOYMBOCTH
oTmevaeTcs Yepe3d 10-12 4

JNevebHasi no3a — 1,0 mr/Kr, BBoaWUTCS 1 pa3 B CyTKU B Te4eHne 2—3 fHen
noapsaa, Ho He 6onee. HYalle Bcero B/mM — cuyutaeTtcs, 4to apdeKT pa3BuBaeTcs
yepes 2—-3 4, pexke BHYTpMBEHHO (addeKT Yyepe3 30 mMuH). Mpu npueme per os
MOXHO NoNy4nTb 3ddeKT Yepes 12-24 4. MakcumanbHasa pa3oBas Ao3a —

10 mr. B ycnoBusx runokoarynsiLunumn KpoBu NpeanoytTuTeneH 1nbo BHYTPUBEHHbIN,
160 nepopanbHbIn NyTU BBEAEHUS, IKCTPEHHO — BHYTPUBEHHbIV

CBexe3aMopoXeHHas nnasma

TpaHcohy3us ob6a3aTenbHa, Tak Kak No3BoJSeT 6bICTPO M c6anaHCUPOBaHHO
BOCMO/HWTL HefocTalowWwme baKTopbl CBEPTLIBAHUS KPOBU, HUBENWUPYS TEM
camblM OTCPOYEeHHOE BO3eNcTBMe Bukacona

MpepoTBpalleHe BHYTPUYEPEnHOro KPOBOUSIUAHNS

Ha ctagnv nosasneHna aKXMMo30B HEO6XoAuMa CpoYHasa rocnuTanmusaLms
W nevyeHne B yCNoBUAX peaHUMaLUMOHHOIo oTAeNeHna

[OBC-cuHapoma y 6onee nonoBuHbl 60/bHbIX NPKU NOCTyne-
HUKM GUBPUHOreH He onpegensncs. ITo0 06yCNOBAEHO PSAOM
NMPUYMH, TaKMUX KaK CHUXKEHWE BENIKOBO-CUHTETUYECKOMN PYHK-
LMW NEeYEHU NPU Pa3BUTUN KPUTUHECKOTO COCTOSIHUS, BNIUS-
HWEe TMNOBONEMUU, TMNOKCUMK, aumnaosa. Npu Knaccuyeckon
dopme NBH, BO3HKKalOLLEN Y HOBOPOXKAEHHbIX B POAUIBHOM
[loMe, B OT/InYMe OT ee no3aHen GopMbl, HE BO3HUKAET BHY-
TPUYEPENHbIX KPOBOU3NUAHUI, TaKOM OCTPOTbI M AEKOMMNEH-
caunn BUTaNbHbIX GYHKLWA.
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