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FTrEMOPPAIT'MYECKUE CUHAOPOMbBI Y HOBOPOXOEHHbIX

E. N. BonuaHckui, M. A. MopryHoBa
Kagbedpa demckux 6onesHel neduampudeckozo ¢hakyrbmema Bonl MY

B nexkumun nsnoxeHsl OCHOBHblE MPUYMHBI MOBbILIEHHOW KPOBOTOYMBOCTM Y HOBOPOXAEHHbIX AeTel U MpUHLMNbI
COOTBETCTBYHOLLEN ne4yebHon TakTuki. BecneacTene He3penocTy cuctemsl remocTasa npu BHYTpUyTpobHOM nHmumpo-
BaHUW, aKYLUEPCKUX OCIIOXHEHMWSIX, reMONn3e y HOBOPOXAEHHbIX Hanbonee 4yacto passuBaeTcs AeduumT dakTopos
NPOTPOMBUHOBOrO KOMMIEKca, HeoHaTarnbHble TpomboLMTONEeHNYeckne Nyprypbl U CUHAPOM AUCCEMUHUPOBAHHOIO BHY-
TucocyamcToro ceepTeiBaHns (OBC).

Knrouessle criosa: HOBOPOXAEHHbIE, KPOBOTOYMBOCTb, KNAacCMUKaLMs, NaTtoreHes, KIMHUKa, neveHue.

HEMORRHAGIC SYNDROMES IN NEWBORNS

E. I. Volchansky, M. A. Morgunova

Abstract. The lecture presents the main causes of bleeding in children and corresponding treatment plan. Due to
immaturity of haemostatic system during pre-natal infection, obstetric complications and haemolysis of the newborns the
most common consequences are prothrombin complex deficiency, neonatal thrombocytopenic purpura, and dissemi-

nated intravascular clotting (DIC) syndrome.

Key words: newborns, haemorrhage, classification, pathogenesis, clinical picture, treatment.

HoBopoXXaeHHble OeTU UMEKOT CKIOHHOCTb K Mo-
BbILLEHHOW KPOBOTOYMBOCTU BCIEACTBUE OCOOEHHO-
cTen cucteMbl remoctasa. lNpumepHo y 16 % HoBO-
POXOEHHbIX  PEerncTpupyoTcs  remopparmyeckue
paccTporcTBa KnuHuyecku, y 40—45 % BbiSBRAOTCA
pacnpocTpaHeHHble remopparun. Hanbonee vactbl-
MU MPUYNHAMKU remMopparnvyeckux CoCTOSAHWUW B re-
puoge HOBOPOXOEHHOCTU SABMSATCSA HapyLeHUs
KoaaynsayuoHHOU CrnocobHOCTU KpoBU U mpombo-
yumapHo20 38eHa remocTasa.

EaovHon knaccudpmkaumm - remopparmyeckoro
CMHOpOMa Yy HOBOPOXAEHHbLIX He CcylecTByeT.
MpegnaraeTtcsa BblAeNATb ABE rpynnbl AeTen ¢ pac-
CTpOMCTBaMM remocTasa [2]: KIMHWYeckn "3gopo-
Bble€" HOBOPOXAEHHbIE, Y KOTOPbIX KPOBOTOYMBOCTb —
€[VHCTBEHHOE OTKIOHEHWE OT HOPMbI, U "BOMbHbIE"
HOBOpPOXAEHHble, KOrga remopparn4yeckum CuH-
OpOM pasBuBaeTca Ha (boHe naTonorMm B poaax
unn nocne poxaeHus. OgHako Tsxenble GOpPMbI
BpOXAEHHOro geduumta akTtopoB MOryT nposie-
naTbecs Kak y "3gopoBbix”, Tak My "G0nbHbIX" HO-
BOPOXOEHHbIX.

dTnonartoreHeTuyeckas KnaCCM(bMKaUMﬂ

(MasypuH A. A., 1971, Ha ocHoBe knaccudukauum
Keay u Uttiley):

I. Koarynonatum (remopparudeckasi 6onesHb
HOBOPOXAEHHbIX; reModunun; remomnonaHsle co-
CTosHMSA: HacneacTBeHHbI gedounumT I, V, VII dak-
TOPOB; BPOXAEHHbIE MNo- 1 adubpuHoreHeMuu;
OBC-cungpom; koaryrmonatum npu 3aboneBaHusix
neyeHun, K1wevHuka, gucbakrepmose).

[l. TpombouwnToneHn4eckne nypnypbl (HeoHa-
TanbHas TPOMOOUMTONEHWS: anfioMMMyHHas, TpaH-
CUMMYHHas; cumnTomatunyeckasa: npu OABC, cun-
agpome  BuckoTT-Angpud, cuHgpome  Kasabax-
MepuTT, nNpu BPOXOEHHOM fEnKo3e, BPOXAEHHOM
amerakapuouuTose, BCneacTene npuema Meauvka-
MEHTOB MaTepblo; HacrneacTBeHHasi TpaH3UTOpHas
rmnonnasnsa MerakapuMoLMTapHoOro pocTka u ap.).

[ll. TpomboumTOonaTun (BPOXAEHHbIE MeOuKa-
MEHTO3Hble; HacneacTBeHHble: bepHapa—Cynbe,
maHumaHa, Bunnebpanga v gp.).

IV. Cocyguctble HapylleHus (M30nMpoBaHHbIe
KPOBOU3MUSIHUSA BO BHYTPEHHME opraHbl 6e3 OTKIo-
HEHUSI OT HOPMbl MOKasaTenen KoarynsiuMoHHOro
1 TpomMbBoLUTaAPHOro 3BEHLEB remMocTasa).
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Femopparnyeckas 60ne3Hb HOBOPOXAEHHbIX
(FBH). Nemopparnyeckas 60ne3Hb HOBOPOXAEHHbIX
BrnepBble onucaHa Chartes Townsend B 1894 .
OTOT TEpMUH MepBOHAa4YanbHO OblfT MPUMEHEH Ans
TOro, 4tobbl OTNINYMTBL FreMopparm4eckne CoOCTOSTHUS,
HabnogaemMble TONMbKO B Mepvoge HOBOPOXAEHHO-
CTW, OT remopparM4ecknx COCTOSHUN, MPOAOIDKato-
LLIMXCA BCHO XW3Hb, TAKMX Kak remocpumnmsi.

B HacTosiee Bpems o6Llenpu3HaHo, 4To npu-
ynHom [BH gaBnsetca peduvumt K-ButammHo-
3aBUCKMMbIX (hakTopoB. TepMuH "sumamuH-K-3asu-
CuMble KpogomeydeHus" npegnodTutTenibHee TepMu-
Ha BH anga kpoBoTeYEeHUI, BbI3BAHHbLIX CHUXKEHNEM
nnasmMeHHoOW KoHUeHTpauum BuTamumHa K. Kak us-
BECTHO, BuTaMuMH K yyacTByeT nulb B KOHEYHOM
aTane cuHTesa daktopos I, VII, IX, X — B npeBpa-
LWEeHUN UX NONUMNENTUAHbIX 3aroTOBOK B MOJSTHOLEH-
Hble npokoarynsaHTel. Moatomy npu geduunTe BuU-
TamuHa K B KpOBW LIMPKYNMPYIOT UX HE3aBEpPLUEHHbIE
npeaLwecTBeHHMKN, Ha3biBaemble "PIVKA" (oT aHrn.
Proteins induced by Vitamin K-absence). 3aHnmas
B KOarynsuMoHHOM Kackage MecTa CBOMX Hopmarsb-
HbIX aHanoroB, OHW AENCTBYHOT Kak aHTUKOArynsaHThbI.
Y 605MbHbIX HOBOPOXAEHHbIX U1 OCOBEHHO Y HEOHO-
WweHHbIX ¢ maccon Tena 2 000 r n meHee PIVKA
B Nria3me KpoBM He OBOHapyXuBaloTCs, 4YTO CBUAE-
TenbCTBYyeT O TOM, 4YTO cuHTe3 K-BUTaMnHO3aBu-
CUMBbIX (haKTOPOB HapylleH Yy HUX Ha Gonee paH-
HeMm 3Tane. B cBA3M ¢ 3TuM BbICKka3biBaeTCHa u-
nortesa, 4To AedUUNT yKasaHHbIX hakTopoB 0by-
CIoBneH B OCHOBHOM P YHKLMOHaNbHOM
HEe3penoCTbO NEYEHMW.

MpopyueHTom ButammHa K siBnsetca Gakrepu-
anbHas ¢nopa KuweyHuka. MNMocKomnbKy KULLIEYHUK
Yy HOBOPOXAEHHbIX CTEPUNEH (3aceneHne KuLleYHU-
ka OakTepusiMn MpoOUCXOOUT B TeYeHue nepBbiX
OHEeN X13HW), TO OCHOBHOM UCTOYHUK BUTaMUHA K —
nvwa. pygHoe MOSoKO CoaepXXuT BUuTaMuHa K B KOH-
ueHTpauum 1,5 mr/100 mn, a kopoBbe — 6 mMr/100 M.
B cBA3M € 3TUM B NepBble OHU XN3HU CO3aaeTcs K-
30reHHbIN rmnosButTamMmnHos K, koTopblh HapacTaeT
K 3—5-My OHIO XU3HW.

Pabotamu A. B. Yynposa, J1. 3. bapkaraHa n
KO. E. ManaxoBckoro (1983) gokasaHo, 4To npukna-
OblBaHWe K rpyaun B nepBble 2 Yaca nocrie poxaeHus
npeaynpexaaet pa3sutie 'bH n 6e3 BBeaeHusa Bu-
Kacona, Tak Kak B rpyaHOM MOJIOKE COOEepXUTcA
TpombonnacTtuH. Puck passutusa NBH nosbillaeTcs
Nnpu TOKCUKO3ax OGepeMeHHbIX, Npu 3aboneBaHUsX
MaTepu SHTeponaTuen, >XenyeBblBOAALMX MyTen,
ancbakTepunosax.

Yactota NBH coctasnsaet 1 cnyvanm Ha 200—
400 HOBOPOXKAEHHbIX.

KnuHnyeckas kapTuHa.

Pasnuuaiotr Tpyn  (popmMbl  KPOBOTOUMBOCTMU
Bcrnencteve gedouvumta ButamumHa K: paHHss, Knac-
cuyeckas U rno30HsA. PaHHas dopma BuTaMuH-K-
3aBMCHMbIX KPOBOTEYEHUN XapaKTepuayeTcs MosiB-
NeHneM remopparm4yeckmx CMMNTOMOB B nepBble 24
Yyaca nocne poxaeHusa. Bctpeyaetca peako, Bbi3bl-
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BaeTCHd npMeMoOM MaTepblo npenapartoB, nonagato-
WKMX B MraueHTapHo/deTanbHy0 LMPKYNSauMio Oo
POXOEHUSA U BRMAIOWNX HA HeOHaTarnbHY0 NPoayK-
unto ButamuHa K (6apbutypatel, auetnncanmumno-
Bad KucnoTta, BapdapuwH, HekoTopble Ledanocno-
PWHBI 1 4p.).

Knaccuyeckne BuUTaMuH-K-3aBuCHMMbIE KpOBO-
TeyeHnsa pasBuBalroTca Hambonee vacto mexagy 2
N 7 OHAMM XM3HW. XapaKTepHbl MOAKOXHbIE KPOBO-
N3NUAHNS (SKXMMO3bI, METEXMN), KPOBOTEYEHUSA MO-
cne UMpKYMUN3UN, U3 MECT BEHEMYHKLUUNA, Xenyaoou-
HO-KMLLEYHOro TpakTa (MerneHa, kpoBaBas pBOTa),
MyMOYHON paHKK, HOCa, CNIN3NCTON NONOCTU pTa; re-
MaTypusi. BO3MOXHbI KpOBOM3NMUSAHMSA B Hagnoyeud-
HWKW, COMPOBOXAAKOLLUMECHA TSHKENbIM KOMMancom,
ObILWKONW, LmMaHo30M. KedanoremaTombl U BHYTpU-
YyepernHble KPOBOMINUAHMS MMEKT TEHOEHUMIO K yBe-
nunyennio. KpoBoTeveHnss BbICTPO MPUBOAAT K pas-
BUTUIO aHEMUU.

MeneHa — KuULIEYHOE KPOBOTEYEHME, OMarHo-
CTUpyeTCs MO HanuumMilo CTyna 4epHoro upeTta (Mme-
KOHUIA — TEMHO-3€eHOro uBeTa), KOTopbii, B OTNM-
yne OT MEKOHUS, OKPYXXEeH Ha nerneHke KpacHbIM
obopgkom. Hepegko MerneHa conpoBOXOaeTcs Kpo-
BaBow pBoTon (hematemesis). Kak npasuno, ku-
LUeYHOEe KpPOBOTEYEHME OOHOKpaTHOE UM MoBTOpSI-
eTca B TeyeHne JHsA, HeobunbHoe. Pexe 6biBatoT
Tskenble (opMbl MeNeHbl C MOYTU HeMpepbIBHLIM
BblJENIEHMEM KPOBW M3 3aHEro npoxoda, ynopHow
KpOBSIHUCTOW pBOTON (remocbunbHasa dopma mene-
Hel Mo A. ®. Typy). B atux cnyyasx otmedatoTcs
npu3Haku nocTremopparmdeckon aHemuun. lMpn He-
CBOEBPEMEHHOM OKa3aHWM MOMOLLM peBEHOK MOXET
NOrMbHYTb OT LUOKA, KOTOPbIN pa3BuBaeTCs y HOBO-
pOXAEHHbIX npu ocTpon kposonoTepe (10—-15 % ot
obbema umpkynupyowen kposu — OLIK). Hopma
OLK y HoBopoxaeHHbIX coctaenser 85-95 mn/kr
Macchl Tena. Y ageten ¢ MeneHon MOXET pasBUTLCA
rmneponnnpybnHemmns n3-3a NOBbLILLEHHOrO pacnaga
3PUTPOLINTOB B KULLEYHUKE.

MeneHy y geten 1-ro gHsl XM3HM HeoBXoanmo
anddepeHunpoBatb ¢ CUMHAPOMOM "3arnaTtbiBaHWs
KpoBu" MaTepu, KoTopasi MOXeT monactb npu npo-
XoxgeHun pebeHka nNo pogoBbIM MyTAM, NpwU Tpe-
LWMHaxX Ha cockax y matepu. Pasnuuatb KpoBb pe-
OeHka n matepu B CTyrne U pBOTE MOXHO C MOMO-
woto Tecta AnTta. lNpu obunbHON nnu peungmsm-
PYWOLLEN MefleHe, KPOBOTEYEHUUM W3 3agHero
npoxoda, HeobxoaMMO MCKMIOYUTL aHOPEKTamnbHYH
TpaBMy, SI3BEHHO-HEKPOTUYECKUA IHTEPOKONUT, aH-
rmomarto3 kuwevHuka. [MporHo3 npu HEeOCHOXHEH-
HOM TEYEHUN remopparmyeckor 6ones3Hn HOBOPOX-
OEHHbIX 6NaronpusiTHbIN.

Mo3gHas ¢opma BUTaMUH-K-3aBMCUMBIX KpPO-
BOTEYEHU pa3BMBAETCH Yy HOBOPOXAEHHLIX B BO3-
pacTte 2 Hegenb — 6 MecsaueB Nocne PoXaeHNsa B ac-
coumaumm ¢ HedoCTaTOYHbIM MOCTYNNEHMEM BUTa-
MuHa K. K-ButammHogeuumTHLIN remopparmyeckumi
CUHAPOM (MeTexmu, IKXMMO3bl, MerfeHa) TUnU4eH
0N HOBOPOXAEHHbIX C MEXaHUYECKNMU XKenTyXxamu
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(aTpesus xen4yHbIX NyTen, pexe — CUHAPOM CryLie-
HUA xenyu, cuHgpom Mak-Ondnewa) scnencrave
HapyLleHMs1 BCacbiBaHWS XNPOPacTBOPMMOro BuTa-
MuHa K, a Takke npu TSXKenoM TedeHun nHdekumnn
Cc renatutamu (HapylwaeTca GenkoBO-CUHTETUYeC-
Kast PyHKUUSA NeveHn).

Oedvunt ButammHa K B KuLevHUKE MOXET
ObiITb ODYCMNOBMEH M 3HTEPOMNATUSIMU, KULLEYHbLIM
ancbakTepmosom, B T. Y. NpU ANMTENBHOM NeYyeHnn
aHTMOMOTUKAMUN LLUMPOKOrO CrekTpa OencTBus, oa-
HOCTOPOHHEM BCKapMInBaHuM Keupom.

JHuazHocmuka. HeT eanHoro nabopatopHoro
TecTa, NOATBEpXAawLllero AuarHo3 BuTamuH-K-
3aBNCUMMbIX KPOBOTEYEHUA Y HOBOPOXAEHHbIX.
NmeeT 3HayeHve yanuHeHWe nNpoOTPOMOMHOBOrO
BpPEMEHU MpWU HOpPManbHOM cogepxaHun ubpu-
HoreHa u TpombouuToB. OQudpdepeHunanbHas au-
arHocTvka BKMYaeT OONnes3Hn nedveHu, Koaryno-
natum noTpebneHnss U M3oNMPOBaHHYK HeaocTa-
TOYHOCTb (bakTopoB. OnpegeneHne nnasmMeHHON
KoHueHTpauum PIVKA wunpoko ncnonb3dyetcsa B UC-
cnefoBaHusAX, HO B KIIMHUYECKOW NPaKTUKE TECT
HegocTyneH. [uarHo3 nogTBep)kgaeTcd, korga
npuMmeHeHne ButamuHa K npueBoamT K npekpatle-
HUIO KPOBOTEYEHUS] U ObICTPOM HOpmanMsaumm
NPOTPOMBMHOBOIO BPEMEHM.

HacnepcTteBeHHble Koarynonatum

M3 Bcex HacneacTBeHHbIX koaryronatui 95-99 %
npuxoamTtca Ha remocpunuio A n B, GonesHb Bun-
nebparga. N'emodumnms B n 6onesHb BunnebpaHaa
NPaKkTUYECKN He MPOSABMSIOTCA Y HOBOPOXOEHHbIX.
Oaxe npwn Tshkenon copme remodmnum A (ypoBeHb
VIII dpakTopa B KpoBU — MeHee 2 Y% HOpPMbI) N1Lb
y 50 % 60MbHbIX Manb4MKoB B MEPUOAE HOBOPOXK-
OEHHOCTU BO3HMKAIOT ANUTENbHbIE KPOBOTEYEHMS U3
MECT TPaBM KOXM W MyNOBWHbI, MYNOYHbIE KPOBOTE-
YeHusl, reMaToMbl Ha MecTe TpaBM, kedpanoremaTo-
Mbl, BHYTpUYEpEernHble KPOBOU3NUAHUSA. [lynouyHble
KpPOBOTEYEHUSI TaKke MOryT BO3HMKaTb Npu aedu-
umte Xlll dbakTopa n acdombpmHoreHemMmmun.

TpombouutoneHnyeckue nypnypbi (T)

Yncno TpomOOUMTOB CUYMTaAETCA CHUXKEH-
HbIM, ecnv Yy [AOHOLWEeHHoro pebeHka MX MeHee
150,0-10%n, a Yy He[OHOLUEeHHOro MeHee
100,0-10%n. TpomGouuToneHUn MoryT GbiTb 0BY-
CNoBreHbl YCUMEHHbIM TPOMOOLMTONN3OM, YMEHb-
LWEeHnemM TpomMbBOUMTONO33a WU MOBLILEHHBIM MO-
Tpebnenvem B npouecce [OBC. [llypnypa wumeet
eanHoobpasHble KINMHUYECKUE NPOSIBMEHWS He3aBu-
CMMO OT MPWYUHBI: XapaKTepHbl KPOBOM3NUAHMSA Ha
KOXe B BMAe NeTexuin, HebOonbLUMX 3KXMMO30B Ha
CMUWHe, TPYAN, KOHEYHOCTAX, @ MHOTrA4a Ha NafgoHAX
n nogowsax. MoryT 6bITb KDOBOM3NUSAHUSA Ha CNN3K-
CTbiX 060MoYKax NOIOCTN pTa, MerfeHa, O4YeHb pea-
KO — HOCOBbIE U fEerovHble KPOBOTEYEHUS, BHYTPU-
yepernHble KPOBOUSNUAHUS, reMaTypus.

HeoHaTanbHble TpoMOGoUUTONEHUYECKNE
nypnypsl (P 61.0)

HeoHnamarnbHas annoummyHHass mpombouyu-
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moneHus (HAUT). B 70-80 % cny4aeB B eBponen-

CKOM MonynsuMM MNPUYUHOWM MPOAYKUMWU annoaHTu-
Ten ABnsieTCss HECOBMECTUMOCTb poauTenen no an-
noaHTUreHy (NNacTMHOYHOMy aHTtureHy-1, HPA-1).
O6GbIYHO NpoOMCXOAUT MMMYyHM3aUUs mMaTepu anmno-
aHTureHom HPA—1a, npucyTtcTBytoWwMM Ha Tpombo-
uuTax oTua u nnoga. AnnoaHTuTena BbI3blBalOT
TPOMOOLMTONEHMIO Yy NIioga, KoTopas COXpaHsieTcs
Yy HOBOPOXAEHHOro B TeveHne 2—3 Hegenb. YactoTta
HAUT — 1:5000 HoBOpOXAOeHHbIX. Pa3Butne Tsxke-
NbIX OCNOXHEHUN (TaKnX Kak BHyTpU4epenHble Kpo-
BOM3NuAHUSA) goxoaut Ao 20 %. B otnnyune ot Heco-
Bmectumoctn no Rh-antureny, HAUT moxeTt pas-
BUTbLCH Npu NepBon 6epemMeHHOCTU. ANNMOMMMYHHas
nypnypa MOXeT OblTb U CneacTBMEM HECOBMECTU-
MOCTM MO ApyrMM TpOMOOUMTApPHbIM aHTUreHawMm,
obWwum ¢ nenkoumMTamMm nnu aputpountTamm. B atumx
cnydasx Tl coveTaeTca ¢ nenkoneHMen unm remo-
nntnyeckon aHemuen. emopparmyeckme nposiene-
HUsi BapunabernbHbl, HO UMET TEHAEHLUMIO K Hapac-
TaHuo TsbkecTw. ['eHepann3oBaHHas neTexvarnbHas
CbiMb MOXET MPOSIBUTLCS B NEPBbIE MUHYTHI XXU3HU
N COMPOBOXAATbCA B JaNbHENLWEM MOSBIEHNEM 3K-
XMMO30B M Aaxe kedpanorematom. BHyTpuuepen-
Hble KPOBOU3MUSHUSA MOMYT BO3HUKAaTb BHYTPUYT-
POBHO M ONArHOCTUPYIOTCA NPU MOMOLLU YNbTPas3By-
KoBoro uccnegosaHus. lNpu Taxenom TevyeHuu ne-
TanbHocTb gocturaeT 10-14 %. TpombounToneHus
aepxutca ot 2 go 12 Hegenb, XOTA remopparvye-
CKMI CUHOPOM M yOaeTcs KynupoBaThb.

TpaHcuMMyHHbIE HeoHamaribHble mpombouu-
moneHuu (THT) pa3BuBaloTCa BCNEOCTBUE MPOHUK-
HOBEHMS 4epe3 MnaueHTy ayToaHTUTEn Mmartepw,
nmeswen korga-nubo Tl wnn gpyroe ayToOMMMYyH-
Hoe 3aboneBaHue, uUnu cTpagaroller MeguKameH-
To3HOM anneprnen. KnnuHudeckue nposisneHns THT
Yy HOBOPOXAEHHbIX pas3BMBalOTCA B MNepBble [HU
XM3HW, HO MOryT BO3HWKaTb M MNO3Xe, BMMOTb A0
KoHUa 1-ro mecsua Xm3Hu. AHTUTena nepenaroTcd
MacCcuBHO, CaM OpPraHn3M aHTUTEN He BbipabaTbiBa-
€T, BbI3JOpOoBrieHe HacTynaeTt Yyepes 5—-12 Hegeneb.
MporHo3 GnaronpuUsATHLIN.

U3oummyHHass HeoHamarsbHasi mpomboyumo-
reHusi MOXeT pa3BUTbLCA B pesynbTaTe NpoayKLuu
N30aHTUTEN K HEM3MEHEHHBIM aHTUreHam nnoga gp
llo/llla, gp Ib/IX/V v gp. y XeHWwwmH ¢ TpombacTeHuen
MmaHumaHa, cuHgpomom bBepHapa—Cynbe. Bctpe-
YaeTcsa OCTAaTOYHO PeakKo.

HacnepncTBeHHble TpombGouuTOneHUU (aHo-
Manusi Mes—XernuHa, CUHOPOM BuckoTtta—
Onpgpuya) B nepuoge HOBOPOXAEHHOCTU NPOSIBNA-
oTCA penko.

BTtopuuHble (cMmnToMaTuyeckue) Tpombo-
LUTOMEHNUM COYETAHHOrOo reHe3a: BpPOXAEHHas
amerakapuouuTapHas TpombouuToneHns (HapyLue-
Ha NpoAyKuMs TPOMOOLWTOB), KOTOpasi MOXET Ha-
6rogaTeCs B COYETaHMM C aHOManuaMK CKeneTa,
0COBEHHO C ABYCTOPOHHMM OTCYTCTBMEM JYyYEBbIX
KOCTei, B codeTaHun ¢ aHemuen PaHKOHU, C CUH-
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OpPOMOM TpUCOMUK; NPU BPOXAEHHOM NeEnKose; npu
Hedpobnactome; X-rmcTtnoumTo3e; NocTTpaHcdysm-
OHHaga TpomMbouuToneHnyeckasa nypnypa; npu aHrte-,
WHTpa- 1 NocTHaTanbHbIX MHdekumsx; npyu OBC u gp.
COCTOSIHUSIX.

HacnepcTBeHHble HapyweHus  (pyHKLMM
TpombGouuToB (Yawe TpombacTteHus MaHumaHa
n aHomanusa bepHapa—Cynbe u gp.) ¢ nepyoga Ho-
BOPOXAEHHOCTU NPOSIBNAOTCA peako. [dmnarHos yc-
TaHaBNMBAETCHA Ha OCHOBaHUW HaNMYMUsl MOBbILWEH-
HOW KPOBOTOYMBOCTU Y POACTBEHHUKOB, [aHHbIX
KNMHMYECKOro ocMoTpa (NeTexmmn, aKXMMo3bl, KpOBO-
TedyeHus1) U noaTBepxaaeTcs nabopaTopHbIMU OaH-
HbIMU (HOpMarnbHOE 4Mcrno TPOMOBOUMTOB, Makpo-
POpMbl, HapylleHue aare3vBHON U arperalyMoHHON
CcnocobHOCTM TpoMBOLINTOB).

ABC-cuHapowm (P 60)

Tpombo3bl 1 TPOMBO3IMBONUN Yy HOBOPOXKAEH-
HbIX JeTel BCTpevalTCs Yalle, YeM MpPUHATO AOy-
MaTb, NpPU4YeM OOMbLUMHCTBO M3 HUX NpoTekaeT
CKPbITO M 0OHapYXMBaeTCs NMULLb Ha BCKPbITUM, Yac-
TO B cocygax Mmukpoumpkynsumn. OBC-cuHgpom y Ho-
BOPOXAEHHLIX ("BTOpUYHaAs remopparuyeckas 60-
ne3Hb HOBOPOXAEHHbIX") MOXET ObiTb BbI3BaH pas-
NNYHBIMK  3TMONOrMYECKUMN (hbakTopamn, KOTopble
NPVHATO pa3gensiTb Ha 3 rpynnbi:

1. MNpenmyLLecTBeHHasa akTUBaLUUA COCyaAnCTON
cucTeMbl remocrtasa, T.e. aktuBaumsa Xl cakrtopa
npy MNOBPEXAEHUN 3JHAOTENUanbHbIX KNeToK (MH-
dekunn, Bbl3BaHHbIE rpaMoTpuLaTENbHBIMU MUKPO-
bamu, pexe rPamMMosIOKUTENbHBIMU;  TSXKenble
BHYTPUYTPOOHbIE BUPYCHblE WHMEKUUN; Taxenas
acukema u aunaos; runoTepMus; AnutenbHas rm-
NoTEH3Ms OO0 3TUONOIMK; pecnupaTopHbIA OUCT-
pecc-CUHAPOM).

2. TlpeunmyllecTBeHHas akTMBauusa BHELLHEN
CUCTEMbI FremocTasa, Koraa CBepTbiBaHUE KPOBM ak-
TMBMPYETCA TKaHEeBbIM TPOMOOMMIACTUHOM (akyLuep-
CKNEe OCIMOXHEHUS: NpeanexaHne nnaueHTbl, Npex-
JeBpeMeHHasi oTcrnorka nnaueHTbl, MHPapKTbl nna-
LUEHTbl, XOpuOaHrMoMa mnfaueHTbl, 3KNammncus,
BHYTPUYyTpOOHas cMepTb O4HOrO MNoda u3 OBOWHM,
amMbonusa oKononnogHbIMM BOAAMM; XMPYpruyeckme
COCTOSIHWS: TPaBMbl, OXOrM, reMOpPpParnyecknii LLOK,
CUHOPOM AnuTenbHoro pasgasnusaHua — COP; no-
BPEXOEHUS MO3ra; OCTPbIN NIENKO3 N OMYyXOSN; HEK-
POTUYECKNIN SHTEPOKONMT).

3. AKTnBaLMsa BHYTPEHHEN cUCTeMbI reMocTasa
(monuunuTeMns; BHYTPUCOCYOUCTBIA FEMONN3: TXe-
nele ¢opmbl remonuTUYeckon O60Mne3HN HOBOPOX-
OEHHBbIX, MepenmMBaHne HECOBMECTUMOW KPOBM) 1 Ap.

lNMamozeHre3 [IBC y HOBOPOXAEHHbIX CBA3bIBA-
10T C MOBbILLEHMEM aKTMBHOCTM TKaHeBOro chakrtopa
(TpombonnacTtuHa), BblaeneHnem uuTokmHoB (IL-1,
IL-6, IL-8, dhakTOpa Hekpo3a Oonyxonu) U M3bbITOY-
HOW npoaykuuen TpombuHa. [oBbleHne cocyau-
CcTon akcnpeccun E-cenektuHa Takke pasBuBaeTcs
B TeyeHune [1BC.

Knurnuyeckue nposieneHuss [JBC-cuHOpoma.
B oTnuume OT KpOBOTEYEHUI, Bbi3BaHHbIX HeLOCTa-
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TOYHOCTbIO BUTaMuHa K mnv HacneactBeHHbIM Ae-
duumtom caktopos, [BC pasBuBaeTcs y HOBO-
POXOEHHBIX, UMEIOLLIMX KaKyto-nbo nNaTonormio U oco-
GEHHO 4acTo y HEeAOHOLIEHHbIX HOBOPOXOEHHbIX
C cepbes3Houn natoniornen. KnuHmnyeckme npossne-
Hust OBC-cuHapoma xapakTepuayloTcs covyeTaHueM
y OOHOTO U TOro ke 60MbHOro CMMNTOMOB TPOM-
60OTMYEeCKOro U1 reMopparMyeckoro xapakrepa.
Cumntombl TpomboO3a pasBuBalTCs BCReacTBue
arperaumm (OOPMEHHbIX 3NIEMEHTOB KPOBU U OT-
noxeHus mbpnHa B cocyaax MUKPOLMPKYNsiTOp-
Horo pycna. Femopparun moryT 6biTb CneacTBueM
HeKpo3a COCYAMCTOM CTEHKWU M akTuBauuun ubpu-
Honusa. [1BC npoTekaeT B BuAe AByX nocrnenosa-
TenbHbIX as:

| dbasza — runepkoarynsuun. Bcnegcteme mac-
CMBHOIO MonagaHvus TpombonnacTuHa B KPOBOTOK
obpasyeTcst TPOMOVH, KOTOPLIN NpeBpaLLaeT mbpu-
HoreH B ombprH-MoHOMep 1 paseuBaeTcs [BC kposw.

I dhasa — rmnokoarynauumn BcneacTesve no-
TpebneHns QakTOpOB CBEPTbLIBAHUS KPOBU W, BO3-
MOXHO, BTOPUYHOro combpurHonumaa.

TUNWYHBIMX  KITMHWYECKUMU  NPOSIBNIEHUSIMMA
OBC sBndawTCca AnvTenbHbIE KPOBOTEYEHNST U3 MECT
WHBEKUMIA, pexe CMOHTaHHbIE KPOBOTEYEHUS,
MaCCHUBHbIE JTErOYHbIE, KULIEYHbIE, HOCOBbIE KPOBO-
TeyeHusd, nypnypa (netexmmn, aKXMMo3bl, reMaToMbl),
KPOBOU3MUSIHWSA BO BHYTPEHHWE OpraHbl U rOfI0OBHOW
MO3r, KIIMHUYeCcKue NpusHakm Tpombo3a COoCyhoB,
B T. Y. HEKPO3bl KOXW, S3BEHHO-HEKPOTUYECKUA SH-
TEPOKONMUT, OcTpas Mno4yevyHasd HeJoCTaTOYHOCTb,
raHrpeHa KOHEYHOCTEW, OTeudHbli cuHgpom, CHP,
CUMNTOMBI BbIpaXXeHHOro HapyLueHus nepudepuye-
ckoro KpoBoobOpatlueHusi. OnucaHo Teyenne [ABC-
CUHAPOMA Y HOBOPOXAEHHbIX C KMMHUYECKOWN KapTu-
HOW KanunnspoTOKCUKO3a.

KnuHuyeckne npossneHua [OBC 3aBucat ot
TOW natornorun, Ha d)oHe KOTOpPOW pa3BUBAETCS.
MoxeT npoTekaTb OCTPO, MOAOCTPO U XPOHUYECKMU.
OcTtpasa dopma auarHoctupyeTcsl npu LWoKax pas-
NNYHOW 3TUOMOMUK, TPaBMaTUYECKMX MOBPEXAEHNSIX
TKaHen, cenTuuemMumn, OCTpor KposonoTepe. XpOHU-
Yyeckme hopMbl Yalle pa3BMBalOTCS MPU KaBEpPHO3-
HbIX remaHrmomax. Kpome Toro, y HOBOPOXOEHHbIX
4yacTo MMeeT MeCTO ManocUMNTOMHOE UMW [axe
6eccumnTomHoe TeveHne BC. U Tonbko npu ayton-
cumn HaxoasaT pmbpuHoBble MUKPOTPOMBEI. Npu ocT-
povi chopme OBC hmnbprHOBLIX MUKPOTPOMOOB MO-
XET U He ObITb, TaK KaK OHW NMU3UPYIOTCS aKTUBMPO-
BaHHOW ubpunHonuTuyeckon cuctemon. OBC mo-
XeT npoTtekaTtb flokanbHO U paccesHHo. OcobeHHo
yacTto [1BC-cuHOpoM OCNOXHSET TedeHne acumkcmm
n COP y HeOOHOLLEHHBIX.

JlabopamopHasi duasHocmuka. Hanbonee xa-
paKTEPHO YOJSIMHEHME MNPOTPOMOWHOBOIO BPEMEHMU
(MB), akTMBMpoOBaHHOE NapumanbHoe Tpombonna-
cTuHoBoe BpeMs (AlMTB), yBenuyeHne npoOyKToB
aerpagauun gmbpuHa (MAP), D-oumepos, pacTeo-
pumble PUBPUH-MOHOMEPHbIE Komnnekcbl (POMK),
TpomBoUUTONEHMS, UcToLeHne dubpuHoreHa, cak-
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TopoB V u VIIl. B uenom gmnarHos yctaHaBnuBaeTcs
C Y4ETOM KITMHUYECKOW CUTyaLun.

CocyaucTtoe 3BeHO

M3onupoBaHHble KPOBOU3MUSIHAS BO BHYTPEH-
HWMe opraHbl U B rOSIOBHOM MO3r MOTYT pasBUTLCS Kak
y GOMbHbIX, TaKk U Yy BHELUHE 300POBbIX HOBOPOX-
OeHHbIX. VIX npuynHON YacTo siBNSAOTCA NOPOKU pas-
BUTUS COCYAOB, NOKasnbHbIE HapYLUEHUS COCTOAHMS
COCYAMCTOW CTEHKM, TpaBma, BEHO3HbIN 3acTon. B nu-
TepaType MMeeTCs MHOIM0O yKa3aHui Ha CBA3b BHYT-
pu4epenHbIX remoppariini ¢ BBe4EHUEM TMNepoCcMo-
NSIPHBIX PacTBOPOB rMapokapboHaTa HaTpus; Kpo-
BOU3NNSHWIA B NErkMe C MCKYCCTBEHHOW BEHTUNALM-
en nerkmx (MBJT), ncnonb3osaHneM rasoBbIX cMecen
C BbICOKMM COAEpXaHMeM Kucropoaa.

KnuHmnyeckas kapTvHa M30nMpOBaHHbLIX KPOBO-
N3NUSTHUIA BO BHYTPEHHUE OpraHbl XapakTepuayeTcs
OBYyxdas3HOCTbIO: Nepuog bnarononyyns cMeHseTcs
pe3kuM yXyALleHUeM CcoCcTosiHUS pebeHka, Jalle Ha
2-5-1 OeHb XWU3HW, XOTS MHOrMe M30NMpPOBaHHbIE
KPOBOM3IMUSAHNA HAYMHAIOTCA B poAax, 40 POXAEHUS
pebeHka. YxyalweHne cocTosiHUst 00YCNOBEHO KpoO-
BOTEYEHUEM MOCIIE pa3pbiBa reMaToMbl.

KnuHrvka n30nmMpoBaHHbIX KPOBOM3MUSAHUA BO
BHYTPEHHME OpraHbl CKragblBaeTcs U3 CUMMNTOMOB
NMoCcTreMopparM4eckol aHeMMnM M MOPaKEHUS TOro
WITM UHOTO OpraHa, B KOTOPbIA MNPOM30LLIIO KPOBOU3-
nmsHue.

[na nocmeemoppazudeckol aHeMuu Xapak-
TepHa GnegHOCTb KOXHbIX MOKPOBOB M CIM3UCTbIX
000noyek, BAMNOCTb, PE3KOE CHMKEHUE aKTUBHOCTU
cocaHunsa n duaunonorndeckux pednekcos, 6eaHOCTb
OBWXEHUI, MbIEYHas TMNOTOHMS, ofplllKa, Taxu-
Kapauvsi, CUCTONMYECKUI LYM, 3anageHne nepegHen
CTEHKW >XMBOTA, 4TO, MO-BUOMMOMY, CBSI3aHO CO
cnasmom cocyaoB GptoliHOM nonoctu. [detn Bbirns-
OAT 00e3BOXXEHHBIMU.

INeyeHne remopparnyeckom 605€3HN HOBO-
POXAEHHbIX

JleyebHas TakTMKa 3aBUCUMT OT MPUYUHBLI re-
MopparM4eckon GonesHn U TSHKECTU remopparnye-
CKuX nposiBneHun. MecmHbili eemocma3s eanHoob-
paseH:

1) NnepeBsi3ka NYNOBUHHOIO OCTaTKa HWXe Mec-
Ta KPOBOTEYEHUS, TAMMOHbI C reMOCTaTU4YeCKOW ryo-
KOW Unn TPOMOMHOM, TaxokoM® Ha KPOBOTOMALLYHO
NYMOYHYI PaHKy MM MOBPEXAEHHBIN Y4aCTOK KOXM,
npu MerneHe — remocTacTtaTudeckasli nepoparnbHas
cmecb (50 mMn 5%-ro pactBopa 3MNCUNOH-aMWHO-
kanpoHoBon kucnoTbl — QAKK + 1 amnyna cyxoro
Tpom6uHa n 1 mn 0,025 %-ro pacTeopa agpoKCoHa)
no 1 yanHom noxke 3—4 pasa B AeHb, a Takke 0,5 Y%-i1
pacTBop rugpokapboHaTta HaTpua no 1 yarHowm
noxke 3 pasa B AeHb. KOpMUTL cCUEXeHHbIM, OX-
NaXgeHHbIM 40 KOMHATHOW Temnepartypbl rpya-
HbIM MOITOKOM;

2) MpU HauyMHalLWEeMCH OTEeYHO-remopparnyec-
KOM CMHOPOME nerkux nokasaH nepesog Ha VBJ1.

JlokanbHast KPOBOTOUMMBOCTb NpU BumamuH-K-
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3a8UCUMBbIX KDOBOMEYEHUSIX KYNNPYETCA BUKACOIIOM
(BuTamuHbl Ky, K3), AOHOLLEHHBIM HOBOPOXOEHHBIM —
5 wMr, HegoOHOWeEHHbIM — 2—3 MI BHYTPMBEHHO WIN
BHYTPUMbILWEYHO. Npu reHepanM3oBaHHOM KPOBOTO-
YMBOCTU nepenueaeTcs CBeXe3aMOopOXXeHHast
nnasma (C3[1) BHyTpMBEHHO, CTpyHO 10-15 mn/kr
nnu npenapaTtbl PPSB, daktop IX, "HoBoCaBeH".

[MokasaHuaMM ANsa nepenvBaHns 3pUTPOLMTOB
ABNSAIOTCA CHMXEHWEe nokasaTenemn KUCropoaHOro
TpaHcnopTa M BblPaXXeHHbIE KIMHUYECKNE NpU3Ha-
Kn aHemum (6negHOCTb, Taxukapausi, TaxurHo3),
Hb < 85 r/n, Ht < 30 %. ®unsnonornyeckasa runokoa-
rynaums npodunakrmpyeTcs paHHUM MpuKnagbiBa-
HWEM K rpyau 1 No3gHen NepeBa3Kon MynoBUHbI.

Femocpunua A — ¢ Lenblo OCTaHOBKN KPOBOTEYE-
HUSA nepenueatoT aHTuremodpmnbHyto C3IM1 10—15 mn/kr
unu kpuonpeuunutat nnasmel 10-20 EL/kr, wnun
nnasmeHHble KoHueHTpaTel VIl ¢. (MMmmyHaT, KoanT
OBW, remokTuH, amoknoT u gp.) 1020 EO/kr.

Femodmnua B — npenapat PPSB, koHueHTpaT
HaTUBHOW MnasMbl 3aMOPOXEHHOW, Mrla3MeHHble
KOHLeHTpaThl hakTopa IX (MMMYHUH) B TeX e Jo3ax.

TpombouutoneHnyeckmne nNypnypbl

Mpn UMMyHHBIX Nypnypax AeTen KopMmAT Ao-
HOPCKMM MOJIOKOM MWIM MacTepu30BaHHbLIM MaTe-
PUHCKMM MOSIOKOM B TeyeHuwe 2-3 Hefernb, 3aTem
npuvKnagbiBatoT K rpyam Nog KOHTPOSIEM KONMYeCTBa
TpoMbounTOB B nepudpepnyeckon KpoBu pebeHka.
Mpun nerkon copme nypnypbl (YMEPEHHbIE KOXHble
remopparun) HasHa4dalT BHYTpb OAKK, naHToTeHaT
Kanbuusi, OMLUUHOH, aCKOPYTUH.

Mpu Tskenon nypnype C KPOBOTEYEHUAMM MO-
KasaHbl rrokokopTmkomasl 1,5-2 MI/Kr/cyT. ¢ y4eTom
UMpPKagHOro puTMa, BHYTPb WM BHYTPUMBILLEYHO,
BHYTPMBEHHO, BHYTPUBEHHbLIN WMMYHOINOOYNMH
(g G) B pose 1 r/kr/cyT. B TeyeHne 1-3 gHen Oo
OOCTMXKEHUs KonuyectBa TpombouuToB Oonee
50 000/MM®. TpW UMMYHHBIX TPOMBOLIMTONEHMUSIX Me-
penvBaHne TPOMOOLMTHOM B3BECU He MoKasaHo.
Mpn cumnToMaTU4eckon TPOMOOLIMTONEHUN MeHee
10 TbIC. NOKa3aHO nepenueaHve TPOMOOLMTOB (O4Ha
[Ao3a TpoMboKoHLEeHTpaTa, cogepxawasa 0,5-1,5 - 10"
TpoMGoLNTOB).

OBC-cuHgpom

O6uwenpuHaTon TakTMku Tepanuu OBC-cuHa-
poma Yy HOBOPOXAEHHbIX HET. JleyeHne 3aBUCUT OT
KMMHUYECKUX MPOSBNEHUA U TSXKECTU NEPBUYHOIO
MaToNiorM4yeckoro npowuecca M AOMKHO OblTb Ha-
npaBrneHO Ha JneyeHue OCHOBHOro 3aboneBaHus,
BKIOYas BBeAEHNE aHTUONOTUKOB, KOPPEKLMIO aLm-
003a, HapyLweHHOro paBHOBECUS 3MEeKTPONUTOB
n woka. enapnHoTepanus (HepakuMOHNPOBaHHbIN
renapvH) HasHadyaetcss u3 pacdyeta 20-30 E[L/kr/d
HenpepbIBHO BHYTPUBEHHO B COYETaHUM C nepenu-
BaHMEM CBeXe3amopoXeHHoW nnaambl o 10—15 mn/kr
Kaxable 6, 8, 12 yacos. Ha 50 mn nna3mbl gobas-
nsetca 500 E[l renapuHa. KoHTpukan (ropgokc, Tpa-
curnon) u3 pacdeta 500-1000 E[/kr/cyT. BHyTpuUBEH-
HO, KanenbHo. OdEKTNBHbI 3aMEHHbIE MepennBa-
HUS CBEXeW renapuHU3nMpoBaHHOW KpoBW, nrasma-
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depesbl, Tak kKak yaansoTcs NpoaykTbl Aerpagaumu
dubpuHa 1 cubpurHoreHa, NoBpeXAeHHbIE 3pUTPO-
UnTbl, TKaHeBble K OakTepuanbHble TOKCWMHbI. [pwn
centnyeckom [1BC nokasaHo BHYTPMBEHHO BBEAEHMWE
npeaHu3onoHa ns pacdeta 10—15 mr/kr/cyT.

Mpwn Koarynonatum notpebnenus, kpome C3I1,
MOXHO MNPUMEHATb NNasMeHHble KoHueHTpatbl VI
daktopa ot 10 go 40 ME/Kr BHYTPUBEHHO, CTPYMHO
kaxgble 8-12 u; AT-lll, pekoMbUHAHTHBIN dbakTop
Vlla ("HoBoCaseH") B Aose 3—6 KME (60—120 mkr)/kr
Macchl Tena 3a OOHY MHBbEKUMIO, Kaxable 2 Yaca go
HaCTYMMEHUS KITMHUYECKOrO YNyYLIEHUSA, NOCIE Yero
KpaTHOCTb BBEAEHUIA MOXHO YMEHbLUUTb A0 2—3 pa3
B CYTKMW.

NNTEPATYPA
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