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FEMOPPAMMYECKUE CUHOPOMbI Y HOBOPOXAEHHbIX

E. . BonuyaHckui, M. A, MopryHosa
Kagpedpa demckux 6onesHell neduampuyeckozo gpakynbmema Bonl MY

B NeKUMWA W3MOXEHbl OCHOBHBIE MPUUMHBI NOBLILLIEHHON KPOBOTOUUBOCTU Y HOBOPOXAEHHLIX AETeN W NPUHLMUMLI
COOTBETCTBYIOW e NnevebHON TakTuk. BeneacTane HE3penocT CUCTEMbI reMocTasa npu BHYTPMYTPOBHOM MHPULMPO-
BAHWM, aKyLUEPCKUX OCTIOXKHEHWAX, reMONU3e Y HOBOPOXAEHHbIX Haubornee 4acTo passuBaeTcs AeduluT akTopos
NPOTPOMBMHOBOrO KOMMNEKCa, HeoHaTarbHblie TPOMOOLUTONEHNYECKIUE NYPIYPbl U CUHAPOM ANCCEMUHUPOBAHHOTO BHY-
Tucocypucroro ceeptbiBaHus (BC).

Kntouesbie criosa; HOBOPOXAEHHbIE, KPOBOTOYUBOCTb, knaccudukaums, naToreHes, KNuHuka, nedyeHue.,

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.

HoeopoxaeHHble AETU UMEKT CKMOHHOCTb K Mo-
BbILLEHHO KPOBOTOUMBOCTM BCreacTame o0coBeHHO-
cTell cuctemsl remocTasa. [MNpumepHo y 16 % HoBo-
POXLEHHbIX  PErncTPUPYOTCA  remopparnyeckue
paccTpoiCcTBa KnuHudecky, y 40-45 % BbISIBNAOTCS
pacrnpocTpaHeHHble remopparuu. Haubonee yactbl-
MU NpUYMHaAMKU TeMopparMveckx COCTOAHUA B re-
puoge HOBOPOXAEHHOCTU SABMAKTCA HapyLUeHUs
KoaaynAUuoHHOU CrnocoBHOCTM KpoBU W mMpomMbo-
yumapHoez0 38eHa remocTasa.

EgvHoll  knaccudukalymm - remopparn4eckoro
CUHAPOMa Yy HOBOPOXAEHHLIX He CyllecTByeT.
Mpeanaraetcs BblAENATb ABE rpynnbl feTed ¢ pac-
cTpoiicTBaMu remocTasa [2]: knuHUYecks "3gopo-
Bble" HOBOPOXAEHHbIE, Y KOTOPBIX KPOBOTOYMBOCTL —
€AMNHCTBEHHOE OTKIMOHEHUE OT HOPMbI, 1 "GonbHbie"
HOBOPOXAEHHbIe, KOorga reMopparn4eckuit Cuh-
OpOM pasBuBaeTcA Ha poHe naronoruu B pojax
unu nocne poxgeHus. OpHako Tsxenbie hopMbl
BPOXAEHHOro AeduuuTa gakropoB MOTryT NposiB-
NATbCA Kak y "340poBbIX", Tak u y "GonbHbIX" HO-
BOPOXAEHHbBIX.

3TuonartoreHernuyeckana knaccudukauus
(MasypuH A. A., 1971, Ha ocHoBe Knaccudukaumm
Keay un Uttiley):

|. Koarynonatuu (remopparudeckas GonesHb
HOBOPOXAEHHbIX; reMounm; reMounonaHbie co-
CTOSIHWS: HacneacTeeHHbl gecuunT Il, V, VI dak-
TOPOB, BPOXAEHHbIE TUMO- W adubpuHoreHemuu;
JBC-cuHapom; Koaryronatuu npu 3aboneBaHusx
neyern, KULLeYHuKa, aucbakrepunose).

Il. TpomBouuTOoneHnyeckne nypnypel (HeoHa-
TanbHas TPOMBOLMTONEHNSA: annoMMMyHHas, TpaH-
CUMMyHHas; cumnTomatudeckas: npu [BC, CuH-
apome  BuckoTT-Angpud,  cuHApome Kazabax-
MepuTT, npu BPOXAEHHOM reiikose, BPOXAEHHOM

aMerakapuouuTose, BCIeAcCTBuE Mpuema meauka-
MEHTOB MaTepbto; HacneacTBeHHas TpaH3UTopHast
rMNONnasusi MerakapuoLMTapHoro pocTka u ap.).

lIl. TpomGouuTonaTuy (BpOXAEHHbIE MeauKa-
MEHTO3HbIE;, HacneacTBeHHble: BepHapa-Cynbe,
MmaHumaHa, BunnebpaHga v ap.).

IV. Cocyauctble HapylleHusi (M30nupoBaHHbIe
KPOBOM3NUSAHWUS BO BHYTPEHHME opraHbl 6es oTKMo-
HeHUst OT HOPMbI NnokasaTtenei koarynsaumoHHOro
1 TPOMBOLUTAPHOrO 3BEHBEB reMocTasa).

FemMopparuyeckas 6ornesHb HOBOPOXAEHHbIX
(TBH). lemopparnyeckas 6one3Hb HOBOPOXAEHHbIX
Bnepeble onucaHa Chartes Townsend B 1894 r.
OTOT TEPMUH NepBOHavanbHO Obin MpUMEHEH Ans
TOro, YTobbl OTNINYUTE FTEMOpParvn4eckne CoCToAHNS,
Habrofaemele TONbKO B nepuofe HOBOPOXAEHHO-
CTW, OT reMopparu4eckux COCTOSHWUM, NpPOoAoIhKato-
LLMXCS BCHO XKU3Hb, TAKUX Kak reMounms.

B HacTosllee Bpemst obLerpu3HaHo, YTo npu-
yuHo TBH sensetrca peduunt  K-BUTamuHO-
3aBUCUMBbIX hakTopoB. TepmuH "eumamuH-K-3asu-
CUMbIe KposomedeHus" npeanoyTuTenbHee Tepmn-
Ha MBH ans KpoBOTEYEHWUI, BbI3BAHHbIX CHUXEHWEM
nnasMeHHoil KoHueHTpauuu BuTamuHa K. Kak us-
BECTHO, BUTamMuH K y4acTByeT nNullb B KOHEYHOM
aTane cuHTtesa daxrtopos I, VII, IX, X — B npespa-
LEHMN UX NOMMMenTUAHbIX 3aroTOBOK B MOJTHOLEH-
Hble npokoarynsiHTbl. MoaToMy npu Aeduuute BU-
TaMuHa K B KpOBU LIUPKYNMPYIOT UX HE3aBepLUeHHbIe
NpeSLUIecTBEHHUKIA, HasbiBaeMble "PIVKA" (oT aHrn.
Proteins induced by Vitamin K-absence). 3aHumas
B KoarynsiyMOHHOM Kackajie MecTa CBOMX Hopmasib-
HblX @aHANoros, OHW OEWCTBYIOT KakK aHTUKOaryrnaHTbI.
Y 60MbHbIX HOBOPOXAEHHbIX 1 OCOBEHHO Y HEAOHO-
WeHHBbIX ¢ Maccoil Tena 2 000 r u menee PIVKA
B Niasme KpoBU He OOHapyXuUBalTCA, YTO CBUAE-
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TENbCTBYEeT O TOM, YTO CUHTe3 K-BUTaMnHO3aBu-
CUMbIX haKTOpPOB HapyLleH y HUX Ha Boree paH-
Hewm aTane. B cBA3W C 3TUM BbiCKa3biBAETCH Iu-
noTesa, YTo AeduuunT ykasaHHbIX dakTopoB oby-
CrOBMEH B OCHOBHOM (YHKLMOHaNbHOW Hespe-
NOCTbIO MEYEHMU.

MpogyueHTom BUuTamuHa K aensetcs bakrepu-
anbHas gnopa kuweyHuka. MNMockofibky KULWEeYHUK
Yy HOBOPOX[EHHbIX CTEPUIEH (3acerneHue KuLleYyHu-
ka OakTepusiMuM NPOMCXOOWUT B TEYEHME NEepBbIX
OHEN XU3HW), TO OCHOBHOW UCTOYHUK BUTamuHa K —
muia. MpyaHOe MOMOKO CoAepXUT BUTammnHa K B KOH-
ueHTpauuu 1,5 mr/100 mn, a koposke — 6 mMr/100 mn.
B cBSi3v C 3TUM B MepBbie OHU XU3HW CO3[AETCH K-

 30TEHHbIA runoBuTamumHos K, KoTopblii HapacTaeT
K 3—5-My [HIK XU3HU.

Pabotamu A. B. Yynposa, Jl. 3. bapkaraHa u
0. E. Manaxosckoro (1983) gokasaHo, 4YTo npukna-
AbIBaHue K rpyau B nepsble 2 yaca nocrne poxaeHus
npegynpexanaet passutve NbH 1 6e3 BBefeHus BY-
Kacona, Tak Kak B rPpyAHOM MOIIOKE COLEpXUTCS
TpombBonnacTtuH. Puck paseutus BH nosbilwaeTcs
npyu TOKCUKO3ax OepeMeHHbIX, npu 3aboneBaHusix
MaTepyu JHTeponaTuen, >Xen4eBbiBOAALUWMX MyTew,
oucbakrepuosax.

Yactota 'BH coctaBnser 1 cnyvan Ha 200~
400 HOBOPOXOEHHbBIX.

Knunuyeckan kapTuHa.

Pasnuyatlor  Tp  HOPMbl  KPOBOTOUUBOCTU
BCrnefcTeue aedvumnta sutamuHa K. paHHs4, knac-
cuyeckas u no3dHasA. PaHHsAa copma BuTaMuH-K-
3aBUCUMbIX KPOBOTEYEHWIA XapakTepusyeTcsi Mnosis-
NEHNEM remopparnyeckMx CUMNTOMOB B nepebie 24
yaca nocne poxaeHus. BcTpeyaeTcs peako, Bbi3bl-
BaEeTCA NMPUEMOM MaTepblo Mpenaparos, nonagat-
WX B nnaueHTapHo/deTanbHy LMPKynaumio A0
POXAEHUS U BRAUAIOWMX HA HEOHAaTarnbHYK NpoayK-
umio ButamuHa K (bapbutypatsl, aletuncanuuyusio-
Bas KucrnoTa, BapdapvH, HekoTopble Ledanocno-
pUHbI U Ap.).

Knaccudyeckne BuTamuH-K-3aBucuMble KpOBO-
TeyeHuss passuparTca Haumbonee yacto Mexay 2
W 7 OHSIMW XU3HW. XapaKkTepHbl NOAKOXHbIE KPOBO-
U3NUSHUA (3KXMMO3b!, NETEXUN), KPOBOTEYEHUS MO-
crne UMpKyMLUM3UK, U3 MECT BEHEeNYHKUMNA, Xenynoy-
HO-KULLUEYHOTO TpakTa (MerneHa, KpoBasas pBoTa),
MyNoOYHOW paHku, HOCA, CIIM3UCTOW MOMocTu pTa; re-
mMaTtypus. BO3SMOXHbI KPOBOWU3MUSHWA B Hagno4ey-
HUKKM, COMPOBOXAAKLMECH TAXKENbIM KOMnancom,
OfbILLKONA, LmaHosom. Kedanoremartomsl W BHYTPU-
YepenHble KPOBOMBMUSHUA UMEIOT TEHAEHLMIO K yBe-
nuyeHuo. KpoBoTeyeHus ObICTPO NpUBOAAT K pas-
BUTUIO @HEMUN.

MeneHa — kuLle4YHOE KpOBOTEYEeHMWe, AuarHo-
CTUPYETCS NO Hanuuui CcTyna 4epHoro Luseta (Me-
KOHWUI — TEMHO-3EMEHOro LiBeTa), KOTOpbId, B OTMK-
yume OT MEKOHWSA, OKPYXEH Ha NerneHke KpacHbIM
oboakom. Hepenko merneHa CONpoBOXAAETCA Kpo-
BaBoW pBOTOM (hematemesis). Kak npasumno, Ku-
LLUeYHOoe KpOBOTEYEHME OAHOKPaTHOE UMW MOBTOPS-
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€TCs B TeveHue [fHs, HeobunbHoe. Pexe 6biBaloT
TsKenble (POPMbl MerieHbl C NOYTU HENpPepbiBHbLIM
BblIENEeHNEM KPOBU U3 3a4HEro npoxopna, YrnopHoiA
KPOBSIHUCTON PBOTONA (remodunbHas dopma mene-
Hbl no A. ®. Typy). B aTux cnydyasix oTmevaroTcs
npu3Haku nocrremopparnyeckon aHemuun. Npu He-
CBOEBPEMEHHOM OKa3aHuM NomoLLm pebeHoK MoXeT
normbHyTb OT LLIOKa, KOTOPbIA pasBMBAETCS Y HOBO-
POXAEHHbIX npu ocTpo KposornoTtepe (10-15 % or
obbema umpkynupyrowen kpoeu — OLIK). Hopma
OLK y HoBOpOXIeHHbIX cocTaBnsieT 85-95 mn/kr
maccel Tena. Y aeTewt ¢ MeneHoin MoXeT pasBUThCA
runepbunupybuHeMusi ns-3a noBbILLEHHOTO pacnaga
SPUTPOLIUTOB B KULLIEYHUKE.

MeneHy y Aeter 1-ro AHS XU3HU HEODXOAUMO
anddepeHumpoBaTh ¢ CUHAPOMOM "3arnarbiBaHus
KpoBK" marepu, KoTopas MOXeT nonacTb npv npo-
XoxgeHun pebeHka no pPomoBbIM MyTSM, Mpu Tpe-
LMHax Ha cockax y matepu. PasnuyaTb KpoBb pe-
BeHka 1 MaTepu B CTyne 1 PBOTE MOXHO C MOMO-
upto Tecta Anta. MNMpu obunbHoW unu peunansu-
pyloLled MeneHe, KpPOBOTEYEHUU U3 3ajHero
npoxoAa, HeobxoAuMO WCKMIOUUTL aHopeKTanbHYHo
TpaBMy, A3BEHHO-HEKPOTUYECKUA 3HTEPOKOMUT, aH-
rmoMaTos KkuiieyHuka. [MporHos npu HeocnoXHeH-
HOM TeYeHun remopparn4eckoil 6ornesHn HOBOPOX-
AEHHbIX BriaronpuATHbINA.

[TosgHsas copma BUTaMUH-K-3aBUCUMBIX KpO-
BOTEYEHUA Pa3BUBAETCH Y HOBOPOXAEHHbIX B BO3-
pacTe 2 Hepenb — 6 MecsiLeB nocne poxaeHus B ac-
couuaumMm € HefOCTaTOMHbIM MOCTYNIEHMEM BUTa-
MuHa K. K-ButaMmuHoaeUUUTHbBIA remopparnyeckiil
CUHOPOM (NEeTexmun, 9KXUMO3bl, MeneHa) TunuyeH
[N HOBOPOXAEHHbBIX C MEXaHUYECKUMU XKENTYXaMU
(aTpesust Xen4HbIX NyTen, pexe — CUHAPOM CryLue-
HUA Xenuu, cuHagpom Mak-Ondnelwa) Bcneacrave
HapyLUEeHUs1 BCACbIBAHWUSA >XMPOPACTBOPUMOro BUTa-
MuHa K, a Taloke npu TSXEenoM TeYeHUun uHpekLmnn
¢ renatutamu (Hapywaetcss BenkoBo-CUHTETUYEC-
Kast PYHKLUMSA neYveHn).

HOedunuynt ButamuHa K B KULLEYHUKE MOXKET
ObiTe OByCnoBreH ©u 3IHTEponaTuAMYU, KULLEYHbIM
OncbakTepmosoMm, B T. Y. Npu ANATENbHOM NeYyeHnn
aHTUBMOTUKaMM LLUIMPOKOro crnekrpa AeWCTBUA, of-
HOCTOPOHHEM BCKapMIMBaHWM Keupom.

HuazHocmuka. HeT egnHoro nabopaTopHoro
TecTa, nNoATBEPXAalLlero auarHos BUTaMuH-K-
3aBUCHMbIX KPOBOTEYEHWA Yy HOBOPOXAEHHbIX.
VimeeT 3HayeHve ynOnuHeHue npoTpoMBUHOBOro
BPEMeHU npu HopManbHOM cofepxaHuu ubpu-
HoreHa u TpombouwnToB. [uddepeHuymanbHaa gu-
arHocTtuka BknovaeT GonesHu neyedu, koaryno-
natum notpebrenHus U M3oNUPoBaHHY HejocTa-
ToYHOCTb (hakTopoB. OnpegeneHne nnasMeHHomn
KoHUeHTpauun PIVKA wumpoko ucnomnb3yeTca B UC-
crnepoBaHusX, HO B KIWHUYECKON NpakTuke TecT
HefocTyneH. [uarHo3 noAaresepxnaeTcs, Koraa
npuMmeHeHve ButamuHa K npuBoauT K rpekpatle-
HUK -~ KpOBOTEYEHUs ¥ OblCTPOW HopManuaauuu
NnpoTPOMBUHOBOTO BpEMEHN.
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HacnepcTtBeHHble Koarynonaruu

M3 BCcex HacnencTBeHHbIX koaryronatii 95-99 %
npuxoautcs Ha remocpunuio A n B, GonesHb Bun-
nebpaHaa. Nemodunus B n Goneswb Bunnebpaxpa
NPakTU4ECKN He NPOSIBRAIOTCA Y HOBOPOXAEHHBIX.
Naxe npu Tsxxenon dpopme remodunum A (ypoBeHb
VIl dpakTopa B KpoBU — MeHee 2 % HOPMbI) NULLb
y 50 % 60MbHBIX Manb4uMKoB B NEpuoae HOBOPOX-
JIEHHOCTU BO3HUKAT ANWTENbHbIE KPOBOTEYEHNA U3
MECT TPaBM KOXW U MyMoBWHbI, MynoYHble KPOBOTE-
YeHWUs, reMaToMbl Ha MecTe TpaeM, kedarnoremaro-
Mbl, BHYTpUYEpenHbie KpoBOU3NUAHWS. [lynoyHble
KPOBOTEUEHMS TaKKe MOryT BO3HUKaTb npu gedu-
uute Xl hakropa 1 apubpuHoreHeMunu.

TpomBouuToneHuyeckue nypnypbi (TMN)

Unecno TPOMOOLMTOB CUYUTAETCH CHUXEH-
HbiM, €CNnu y OOHOWeHHoro pebeHka ux MeHee
150,0-10°/n, a y HEAOHOLUEHHOro MeHee
100,0-109/n. TpomGBouunToneHnn Mmoryt BbiTe 0By-
CNOBMIEHbl YCUNEHHBIM TPOMBOLMTONU3OM, YMEHb-
LLEeHWEeM TPOMOOLMTONO33a UM NOBbILLEHHBIM No-
TpebneHnem B npouecce [ABC. [lypnypa wumeet
eMHO0BpasHble KNMUHWYECKNEe MPOsBIEeHUs HesaBw-
CUMO OT MPUYUHbBI. XapaKTepHbl KPOBOU3MUAHWS Ha
Koxe B Buie nerexuid, HebornbLIMX SKXMMO3OB Ha
CNUHe, TPYAK, KOHEYHOCTSX, @ UHOTrAa Ha NajoHAX
1 nopotusax. MoryT 6biTb KPOBOU3MUAHUS Ha CIIN3U-
cThix obonoykax nonocTu pra, MeneHa, o4eHb pea-
KO — HOCOBblE W NEro4Hbie KpoOBOTEYEHUs, BHYTpU-
yepenHble KPOBOMIMUSHUA, reMaTypus.

HeoHaTtanbHble TpoMOGoOLUTOMNEHUYECKUe
nypnypsi (P 61.0)

HeoHamanbHasi annouMMyHHas mpomMboyu-
moneHusi (HAWT). B 70-80 % cnyyaes B eBponei-
CKOI MONyNAUMA MPUHAHOA MPOAYKUMK annoaHTu-
Ten sBNSIETCA HECOBMECTUMOCTb poauTeneil no an-
fIOAHTUreHy (MNacTUHOYHOMY aHTureHy-1, HPA-1).
OBbIYHO NPOUCXOAUT UMMYHU3ALUA MaTepu anno-
aHTureHom HPA-1a, npucyTCTByIOLMM Ha TpoMBO-
uuTax orua u nnoga. AsnnoaHTATEna Bbi3blBaOT
TPOMBOLUTONEHMIO Y MNoA4a, KOTopas COXpaHaeTcs
y HOBOPOXEHHOro B TeyeHue 2—3 Hefenb. YactoTa
HAUT = 1:5000 HOBOPOXAEHHbIX. PasButune Taxe-
NbIX OCMOXHEHWIA (TaKUX Kak BHyTpu4yepernHbie Kpo-
BouanusHus) goxoaut Ao 20 %. B otnu4yune oT Heco-
BmecTumocT no Rh-aHTureHy, HAUT moxeT pas-
BUTLCS NPy Nepsoii GepeMeHHOCTU. ANTOMMMYHHas
nyprypa MOXeT ObiTb ¥ CNEACTBUEM HEcoBMEeCTU-
MOCTU MO [APYr¥M TPOMOOLIMTapHbIM aHTUreHam,
oBLUMM C MeiikouuTamu unu aputpoumtamu. B aTux
cnyyasx TI1 coueTaeTcs ¢ neikoneHuen unn remo-
nuThYeckoil aHemuein. F'emopparunyeckve npossne-
Hus BapuabenbHbl, HO UMEKT TEHAEHLMIO K Hapac-
TaHUIO TSHKECTU. [eHepanunaoBaHHas nerexuanbHas
ChiMb MOXET MPOSABUTLCS B NEPBbIE MUHYThI XU3HU
W COMpOBOXAATLCS B AaNbHENLLEM MOSBNEHUEM K-
XUMO30B W gaxe kedarorematom. BHyTpuyepern-
Hble KPOBOW3NMUSHUS MOTyT BO3HUKaTb BHYTPUYT-
poBHO ¥ ANArHOCTUPYIOTCS MPY MOMOLLW YIbTpa3sy-
KOBOro uccriefoBaHua. Mpy TSHKENOM TedeHun ne-
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TanbHocTh gocturaet 10—14 %. TpombouutoneHuns
JepXutcst OoT 2 fo 12 Hepenb, XOTs remopparuye-
CKWi CUHAPOM W YAAETCS KynupoBaTh.

TpaHCUMMYHHbIe HeoHamarnbHble mpomboyu-
moneHuu (THT) pasBuBaloTCA BCreAcTBUE NPOHMK-
HOBEHUS u4epes MnaueHTy ayToaHTUTen marepy,
umesLLen korga-nubo TI1 unu gpyroe ayTouMMYyH-
Hoe 3aboneBaHue, unu cTpajawllein mMenukameH-
ToaHoON anneprueit. Knunudeckue nposienexns THT
Yy HOBOPOXAEHHbIX passBUBAOTCA B NEPBblE LHWU
XU3HU, HO MOryT BO3HMKATb W NO3XKe, BNNOTb 4O
KOHUa 1-ro Mecsila »u3HW. AHTUTEna nepepalnTcs
NaccuBHO, Cam OpraHusm aHTutesn He BbipabaTbiBa-
€T, Bbl3AOpoBieHe HacTynaeT Yepes 5-12 Hepernb.
MporHo3 GnaronpUATHbI.

U3ouMmyHHasi HeoHamarnbHasi mpombéoyumo-
MTeHUS MOXET pasBUTbCA B pesynbTare npoAyKuuu
U30aHTUTEN K HEM3MEHEHHbIM aHTureHam nnoga gp
lib/llla, gp Ib/IX/V v pp. y XeHLKUH ¢ TpombacTeHnen
lmaHumaHa, cuHapomom Beprapa-Cynbe. BcTtpe-
YyaeTcs JOCTaToOYHO PefiKo.

HacneacTtBeHHble TpoMOouUTONEHUYu (aHo-
manus  Mea—XernuHa,  CUHOPOM BuckoTtTa—
Onpapuya) B nepuofe HOBOPOXAEHHOCTU NPOABNSA-
0TCS pedKo.

BropuuHbie (cumnromaruyeckue) tpombo-
LMTOMEHMM COUYETAHHOro reHesa: BPOXAEHHas
amerakapuouuTapHas TpombouuToneHus (HapyLue-
Ha NpOAYyKLUA TPOMOOLMTOB), KOTOpasi MOXET Ha-
6noaaThCs B COUYETAHWM C aHOMaNUAMU CKeneta,
0coBeHHO ¢ [BYCTOPOHHUM OTCYTCTBMEM Ily4eBbIX
KOCTEl, B couveTaHuu ¢ aHemuein PaHKOHW, C CUH-
APOMOM TPUCOMUM; MPW BPOXAEHHOM Neikose; rnpu
HecdpobnacTome; X-TYCTMOLMTO3€E; NOCTTpaHCdysu-
OHHasl TpomBoLuuToNneHW4eckas nypnypa; npu aHte-,
WHTPa- 1 nocTHaTanbHbIX MHdekuusx; npu ABC v Ap.
COCTOSIHUSIX.

HacnepcrBeHHble HapylueHuMsi  (PYHKLUM
TpombouuToB (Yaile TpombacTeHus [naHumaxa
1 aHomanus BepHapa—-Cynbe 1 [p.) ¢ nepuoaa Ho-
BOPOMXAEHHOCTV MPOSIBAAITCA peako. [luarHos yc-
TaAHaBMMBAETCA HA OCHOBAHWW Hanuuus NOBbILLEH-
HOW KPOBOTOYMBOCTU Yy POACTBEHHUKOB, AaHHbIX
KIMUHUYECKOrO OCMOTPa (NeTexmn, 9KXMMo3bl, KpOBO-
TeyeHus) U noAaTBepxAaeTcs nabopaTopHbIMK AaH-
HbIMM (HOpManbHoe 4ucrno TPOMOOLMTOB, Makpo-
thopMbi, HapyLLUeHWe afare3uBHOW U arperaynoHHon
crocoGHOCTV TPOMBOLIUTOB).

OBC-cunapowm (P 60)

Tpom6o3bl 1 TpPOMGOAIMGONUKM Yy HOBOPOXKAEH-
HbIX AETell BCTpe4arTcs Yaule, YeMm MpUHATO Ay-
MaTb, npudeM O6ONnbLUIMHCTBO W3 HUX npoTekaer
CKPLITO 1 OBHapYXMBAETCA NMULLb Ha BCKPbITUK, Yac-
TO B cocyaax MUKpoLmMpKynsuuy. [ABC-CMHApOM y HO-
BOPOXAEHHBbIX ('BTOpMYHas remoppars4eckas 6o-
ne3Hb HOBOPOXAEHHBIX") MOXET ObiTb Bbl3BaH pas-
MUYHBIMK  3TUONOrMYECKUMU hakTopamu, KoTopble
NPUHSATO paspensTb Ha 3 rpynnbl:

1. MpenMyLLieCTBEHHas aKTUBaLMs COCYAUCTOM
cucTeMbl remocTtasa, T.e. aktuauus Xl dhakTopa
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npy MOBPEXAEHWM BHAOTENUanbHbLIX KMIeToK (MH-
(heKLuy, Bbl3BaHHbIE rpaMoTpuLaTenbHbIMU MUKPO-
Bamu, pexe — rpamMronoOXUTENbHbIMU, TAXENble
BHYTPUYTPOGHbIE BUPYCHbie UHMEKUUK; Taxenas
achukeus U aunpos; rMnoTepMus; AnUTeNbHas ru-
NoTeH3ust NIoBON 3TUOMOrUK; PeCrMpaTopHbIA ANUCT-
pecc-CUHAPOM).

2. lMpeuMyLieCTBEHHas aKTMBauus BHELUHe
CUCTEeMbl reMocTasa, korga CBepThiBaHue KpoBU ak-
TUBMPYETCA TKAHEBbIM TPOMBONIACTUHOM (akyLuep-
CKUEe OCMOXHEHUS: npefnexaHne nnaueHTbl, Npex-
[AEeBpeMeHHas oTcrnoika nnaueHTsl, MHdapkTb nna-
LEHTbl, XOpUOaHTMOMa MNnaueHThbl, dKnammncus,
BHYTpMYTpoBHas cMepTb OAHOroO MnoAa U3 ABOWHY,
“amBonus OKoMonrogHbIMU BOAAMU; XUpPYpruyeckne
COCTOSIHWS: TPaBMbI, OXOrM, reMopparnyeckuii Lok,
CUHAPOM [nuTensHoro pasgasnusaHus — CP; no-
BPEXAEHUA MO3ra; OCTPbIA NeiKo3 U OnyxXonu; Hek-
POTUYECKUIA SHTEPOKOINT).

3. AKTUBaLWA BHYTPEHHER CUCTEMbI reMmocTasa
(NONMUMTEMUS; BHYTPUCOCYOUCTLIA reMONn3: Tsxe-
nble hOpMbl reMonuTuyecko BonesHr HOBOPOX-
[EHHbIX, NepenvBaHne HECOBMECTUMOA KPOBK) 1 Ap.

MamoezerHes [ABC y HOBOpPOXAEHHbIX CBA3bIBa-
0T C NOBbILLIEHWEM aKTWBHOCTW TkaHeBoro gakropa
(TpomBonnacTuHa), BelgeneHuem uuTokuHos (IL-1,
IL-6, IL-8, drakTopa Hekposa onyxonu) U uabbiTou-
HOW npogykuvel TpomBuHa. [loBbllleHne cocynu-
CTOIN akcnpeccun E-cenektuHa Takke pasBriBaeTcs
B TeyeHue ABC.

Knunuyeckue nposeneHus [JBC-cuHdpoma.
B oTnu4ve OT KPOBOTEYEHWNA, Bbi3BAHHbIX HeJocTa-
TOYHOCTbIO BUTaMuHa K unu HacriejcTBeHHbIM Ae-
duunTom dakropos, [BC passusaeTcs y HOBO-
POXAEHHBIX, UMEHOLLMX KaKkyto-nnbo naTonoruo 1 oco-
HEeHHO YacTo Yy HEeLOHOLIEHHbIX HOBOPOXLAEHHbIX
¢ cepbesHoit natonorneit. KnuHuyeckue nposasne-
HuA [BC-cvHOpoMa XapakTepusytTca codeTaHuem
y OAHOro u TOro ke 60MbHOro CUMNTOMOB TPOM-
GoTUYECKOTO UM remopparM4eckoro xapakrepa.
CumnTombl Tpombo3a passuBaloTCA BCeAcTBUE
arperauuy (hOpMeEHHbIX 3MEMEHTOB KpOBW W OT-
noxeHus ubpuHa B cocydax MUKPOLMPKYNATOp-
Horo pycna. Femopparuu MoryT 6biTb CrieACTBUEM
HeKpo3a COCY4MCTOI CTEHKM 1 akTusalum dpubpu-
Honuaa. [1BC npoTekaeT B BUAE ABYX nocneposa-
TenbHbIX has:

| hasa — runepkoarynauuu. Becneacteue mac-
CUBHOro nonagaHua TpombonnactTuHa B KPOBOTOK
obpasyeTcsi TPOMBUH, KOTOpbIA Npespaliaet dhubpu-
HoreH B oubpuH-MoHomep 1 passusaetcsa [1BC kposu.

Il dasa — runokoarynauum BcCnencTeme mno-
TpebrneHna hakTopoB CBepThiBaHUS KPOBM W, BO3-
MOXHO, BTOPUYHOro hnbpuHonnaa.

TUNUYHBIMA  KITUHWYECKAMUW  MPOSBNEHUSMM
JBC sasnsitoTcs AnuUTENbHbIE KPOBOTEYEHNS N3 MECT
UHBEKUUA, pexe CrMOHTaHHblE KPOBOTEYEHUS,
MacCUBHbIE NEroyHble, KuLleYHble, HOCOBbIE KPOBO-
TEYeHus!, Nyprypa (neTexuu, aKXMMOoabl, reMaTombl),
KPOBOM3NUSIHWS BO BHYTPEHHWE OpraHbl 1 rofloBHOM

12

MO3r, KIMUHUYECKUEe npusHakm Tpomboaa COCYyaoB,
B T. Y. HEKPO3bl KOXW, H3BEHHO-HEKPOTUYECKUA 3H-
TEPOKOMUT, OCTpas Mo4YeyHas HeaoCTaTO4HOCTb, |
raHrpeHa KoHeqHocTel, oTeuHblh cunppom, C[P,
CUMMTOMbI Bblpa@XeHHOro HapyLueHus nepudepude-
ckoro kposooBpallenus. OnucaHo Teuerne [BC-
CUHAPOMA Y HOBOPOXAEHHbLIX C KIMHUYECKON KapTu-
HOM KanunnspoToOKCUKO3a.

Knunuueckne nposienenuss OBC sasucAtT oT
TOA naronorun, Ha hoHe KOTOPOW pas3BUBAETCS.
MoxeT npoTekaTb OCTPO, NOLOCTPO U XPOHUYECKH.
OcTtpas cdopma AWarHoCTUPYETCs MpWU LIOKax pas-
FIUYHOW 3TUONIOTY, TPABMATUYECKUX NOBPEXIEHUAX
TKaHeil, CenTULEMMN, OCTPOI KposonoTepe. XpoHu-
yeckue hopMbl Yalle pasBuBaloTCA NPW KaBepHO3-
HbIX remadruomax. Kpome Toro, y HOBOPOXAEHHbIX
4acTo MMeeT MEecTO MaroCUMNTOMHOE uNu [axe
BeccumnToMHoe Tededune OBC. W Tonbko npu ayton-
cun HaxoasT pubpuHoBble MukpoTpombel. [pu ocT-
polt chopme [ABC huBPUHOBLIX MUKPOTPOMBOB MO-
WEeT U He BbiTb, TAK KaK OHW NMU3NPYIOTCA aKTUBUPO-
BaHHOW ubpuHonutTuyecko cuctemoinr. [OBC mo-
XET NpoTekaTb NokanbHo W pacceaHHo. OcobeHHo
yacTto [1BC-CHAPOM OCMOXHAET Te4YeHue acukcum
n CAP y HeOOHOLUEHHbIX.

JlabopamopHas duasHocmuka. HanBonee xa-
paKTEPHO YAJIMHEHWe NpOTPOMOBUHOBOrO BPEMEHU
(MB), aKTWBMPOBaHHOE TMapumanbHoe Tpombonna-
cTuHoBoe BpemA (AMTB), yBenuuyeHue nponyKkToB
ferpagauvu cubpura (MAOP), D-gumepos, pacTBo-
puMble PUBPUH-MOHOMEpPHble kommnnekckl (POMK),
TpomBoLuUToNeHus, uctollerne dubpuHoreHa, dak-
TopoB V v VIII. B uenom anarH03 yctaHaBnuBaeTcs
C YYETOM KITUHWUYECKOW cuTyaLuu.

Cocynucrtoe 3BeHO

N30nvpoBaHHble KPOBOUBNUAHUS BO BHYTPEH-
HWe opraHbl ¥ B FONOBHOW MO3I MOTYT Pa3BUTLCH Kak
y GOnbHbIX, Tak U y BHELUHE 3[40POBbIX HOBOPOX-
JeHHbIX. X npudrnHoi YacTo ABMAKTCSA NOPOKK pas-
BUTUA COCYAOB, NoOKanbHble HapyLUEHUA COCTOAHUS
COCYANCTOMN CTEHKM, TpaBMa, BEHO3HbIA 3acTOl. B nu-
TepaType UMEeeTCs MHOro ykasaHuil Ha CBA3b BHYT-
pUYeperiHbix remopparii ¢ BBEAEHUEM Nepocmo-
NSAPHbIX pacTBopoB rugpokapboHaTa HaTpus; Kpo-
BOV3NUSIHUIA B NErkue C UCKYCCTBEHHOW BEHTUNSALM-
el nerkux (MBJ1), UCNONb30BaHWEM ra3oBbiX CMecei
C BbICOKUM COAiepXaHnem Kucrnopoga.

KrnvHnyeckasi kapTuHa U30fMpoBaHHbIX KPOBO-
U3NUAHWIA BO BHYTPEHHUE OpraHbl XapakrepusyeTcs
NBYX(hasHOCTbIO: nepuop Gnaronornyyus cmeHseTcs
peskuM yxyALleHnem cocTosHusa pebeHka, valle Ha
2—-5-ii [eHb XXWU3HU, XOTA MHOrMe W30MUpOBaHHbLIE
KPOBOUSMUSIHUA HAUYMHAIOTCH B pojax, A0 POXAeHMs
pebeHka. YXyaLUeHue cocTosHus 0BycrioBneHo Kpo-
BOTEUYEHUEM NOCHe paspbiBa reMaToMbl. '

KnuHUKa M30MUPOBaHHBIX KPOBOUNUSHWIA BO
BHYTPEHHUE opraHbl CKNaAbiBaeTcs U3 CUMNTOMOB
nocTremopparnyeckod aHemuy 1 ropaxeHus Toro
UM UHOTO OpraHa, B KOTOPbIA MPOU3OLLSIO KPOBOUS-
nusiHue.
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[Ans nocmezeMoppazuveckoll aHeMuu Xapak-
TepHa 6nefHOCTb KOXHbIX MOKPOBOB U CIU3UCTLIX
060noYeK, BAMNOCTb, PE3KOe CHIMKEHUE akTUBHOCTU
cocaHus 1 husmonornyeckux pednekcos, 6e4HOCTb
LOBUKEHWNA, MblilLUeYHas rUNOTOHUS, ofblllKa, Taxu-
Kapawsl, CUCTONUYECKUIA LLYM, 3anafeHne nepesHen
CTEHKM XUBOTA, 4YTO, MO-BUAMMOMY, CBA3AHO CO
cnasmom cocynoB BpiolHo nonocTtu. [eTu Bbirmns-
OAT 00E3BOXKEHHBIMU.

JleyeHue remopparuyeckon GonesHu HoBo-
POXOEHHbIX

JleyebHasi TakTMka 3aBWCUT OT TMPUYUHBI Te-
Mopparnyeckoil BonesHn u THKECTU remopparnye-
CKMX mposiBneHwnit. MecmHsili eemocmas €LuHo06-
paseH:

1) nepess3ka nynoBMHHOrO OCTaTKa HUXE Mec-
Ta KPOBOTEUEHUS!, TAMNOHbI C reMocTaTu4eckon ryb-
KOW Unu TPOMOUHOM, TaxokoMb Ha KpoBoTOYaLLyo
NYNOYHYKO paHKy UMK MOBPEXAEHHbIA YHaCTOK KOXM,
npu MerieHe — remocracrartudeckas nepopanbHas
cmecb (50 mn 5 %-ro pactBopa 3MCUIOH-aMUHO-
kanpoHoBoi kucnoTthl — SAKK + 1 amnyna cyxoro
TpomBuHa u 1 mn 0,025 %-ro pacTeopa afpoKcoHa)
no 1 vaitHoii noxke 3—4 pasa B AeHb, a Take 0,5 %-i
pacTBop rugpokapboxara Hatpus no 1 4anHoiA
noxke 3 pasa B AeHb. KOPpMUTb CLIEXEHHbIM, OX-
naxpeHHbIM [0 KOMHaTHOW TemnepaTypbl rpya-
HbIM MOJIOKOM;

2) npy Ha4MHalLEMCS OTeYHo-remopparmn4ec-
KOM CUHIPOME Merkmx nokasaH nepesof Ha UBJL

JlokanbHasi KPOBOTOYMBOCTbL NpW BUMamMuH-K-
3a8UCUMbIX KPOBOMEYEHUSIX KYNUpYeTCs BUKacomom
(BuTamuHbl Ky, Ks), AOHOLLEHHbLIM HOBOPOXAEHHbBIM —
5 Mr, HegoOHOLUEHHbIM — 2—3 Mr BHYTPUBEHHO WUIK
BHYTpUMbILLEYHO. [pu reHepanu3oBaHHOR KPOBOTC-
YMBOCTM  MEepenuBaeTcs  CBEXEe3aMOpPOXEeHHas
nnasma (C3[1) BHyTpuBEHHO, cTpyitHO 10-15 mn/kr
unu npenapatbl PPSB, dakrop IX, "HoBoCaseH".

MokazaHuaMu 4Ns nepenueBaHusa dpUTPOLMTOB
ABMAIOTCA CHUXEHME rokKasaTene KUCnoponHOro
TpaHcnopTa W BblpaXXeHHbIe KIMHUYECKWE MpU3Ha-
Kn aHemun (6negHOCTb, Taxukapaws, TaxunHoa),
Hb < 85 r/n, Ht < 30 %. ®uaunonornyeckas runokoa-
rynauust NpounakTupyeTcs paHHUM npuknanbiea-
HUEM K TPYAU 1 NO3AHEN NepeBs3Kon NyrnoBuHbI.

Femocdounus A — C Lienbio OCTaHOBKW KpOBOTEYe-
HUs nepenueatoT aHTuremodunbHyto C3IM 10-15 mn/kr
nnu Kpuonpeuunutat nnasmbel 10-20 E[/kr, wnnu
nnasmeHHble koHueHTpatel VI ¢. (MMMyHaT, KOJWT
OBW, reMokTuH, aMoknoT u ap.) 10-20 EL/kr.

Femodunus B — npenapat PPSB, koHUeHTpaT
HaTUBHOM Mrasmbl  3aMOPOXEHHOW, MNasMeHHbIe
KOHLieHTpaTbl dhakTopa IX (MMMYHIH) B TeX e [03ax.

TpombouuToneHnyeckue nypnypbi

Mpu WMMYHHbIX Nypnypax AeTed KOpMAT [o-
HOPCKUM MOMOKOM WM NacTepu3oBaHHbIM Mare-
PUHCKAM MOJIOKOM B TeYeHue 2-3 Hejelb, 3aTem
NPUKIaAbIBaOT K rPYAM No4 KOHTPOreM konudecTsa
TpoMBOLUTOR B nepudepuyeckoii kposu pebeHka.
Mpu nerkoit popme nyprypbl (YMEpeHHble KOXHble
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remopparuu) HasHayawT BRyTpe SAKK, naHToTeHar
KarnbLws, JULWHOH, aCKOPYTUH.

Mpwn Tsxenown nyprnype ¢ KpoBOTEYEHUAMU Mo-
KasaHbl rrokokopTukonabl 1,5-2 Mr/kr/cyT. ¢ y4eTom
UMPKagHOro pWUTMa, BHYTPb UMW BHYTPUMbBILLEYHO,
BHYTPMBEHHO, BHYTPWUBEHHbIA WMMYHOrnoBynuH
(g G) B pose 1 r/kr/cyT. B TedeHune 1-3 gHen 0o
OOCTUXEeHUsi konuyectsa TpombBouutoB 6Goree
50 000/mM°, Mpy UMMYHHBIX TPOMBOLUTONEHUSAX MNe-
penueaHue TPomMBOLMUTHOW B3BECWM HE MoKasaHo.
Mpu cumnToMaTn4eckon TpomboLuToneHnn MeHee
10 ThlC. NOKa3aHo nepenueaHme TpoMmboLUUToB (04Ha
[103a TPOMGOKOHLIEHTpaTa, coaepxatlas 0,5-1,5 - 10"
TPOMBOLUTOB).

OBC-cuxgpom

O6ulenpunsiToi TakTnku Tepanunm OBC-cuHa-
poMa y HOBOPOXAEHHbIX HET. JleyeHne 3aBucuT OT
KIMHUYECKUX NPOABMEHUA W THAXECTW NEPBUYHOrO
naTtoforuyeckoro npouecca M JOomkHo 6biTe Ha-
NpaBNeHO Ha reyvyeHue OCHOBHOro 3abornesaHus,
BKIOUasA BBEAEHUE aHTUBUOTUKOB, KOPPEKLMIO aliu-
4033, HapyLIeHHOro paBHOBECWS 3MeKTpouToB
1 wWoka. enapuHoTepanus (HedpakUUoHUPOBaHHbBIA
renapuH) HasHavaercst u3 pacdera 20-30 E[/kr/y
HEeMNpepbIBHO BHYTPUBEHHO B COYMETaHWM C nepenu-
BaHVeM CBEeXe3aMOopPOXKeHHo! nnasmel no 10-15 mn/xr
kaxable 6, 8, 12 yacos. Ha 50 mn nnasmsl fgobae-
naetcsa 500 E[] renapuHa. KoHTpukan (ropaoke, Tpa-
cunon) u3 pacvera 5001000 E[L/kr/cyT. BHyTpUBEH-
HO, KanenbHo. JEKTUBHLI 3aMeHHble nepenuea-
HUS CBEXel renapuHM3NpoBaHHON KpoBM, nnasma-
hepesbl, Tak Kak yaansioTces NpoaykTbl Aerpagauuu
dubpuHa u pubpuHoreHa, MNoBpEeXAEHHbIE dPUTPO-
LUWTbI, TKaHeBble K OakTepuanbHble TOKCUHbLL [lpu
cenTtudeckom [1BC nokasaHo BHYTPUBEHHO BBeAeHNe
npenHusonoHa u3 pacyeta 10-15 mr/kr/cyT.

Mpu koarynonatun notpebneHus, kpome C3I1,
MOXHO NPUMEHSTb NnasMeHHble KoHueHTpath! Vil
¢pakTopa ot 10 o 40 ME/kr BHYTPUBEHHO, CTPYAHO
kaxable 8—12 u; AT-lll, pekoMBUHaHTHbIA dakTop
Vlla ("HoBoCageH") B gose 3—6 KME (60-120 mkr)/kr
Macchl Tena 3a OOHY UHBEeKUMIo, kaxabie 2 yaca Ao
HacTynneHust KIMHUYECKOro yny4ileHus, nocne 4ero
KpPaTHOCTb BBEAEHWIA MOXHO YMEHbLIUTL A0 2—3 pa3s
B CYTKM. ’
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