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Hapymenns remoctasa mpuoOperaroT oco-
OyI0 aKTyaJbHOCTh B HEOHATOJOTHYECKOH Mpak-
THKE, TaK KaK JIETKO YCYTyOJstoTca Ha ¢oHe (u-
3MOJIOTUYECKOW HECTaOMIBHOCTH CHUCTEMBI IOJ
BJIIMSIHUEM Pa3HOOOPAa3HBIX MATONOTMYECKUX TMPO-
neccoB. Yacto MMEHHO HapylIeHHE TeMocTa3a
OTlpenensieT NPOTHO3 TpH OaKTepHalbHBIX HH-
(hexknusax u Apyrux coctosHusX. [IpuunHbl HeoHA-
TaJIHBIX PAacCTPOMCTB TeMOCTa3a JIOCTATOYHO pas-
HOOOpa3Hbl, TPOMOOLUTONICHUH 3aHUMAIOT CpeAd
HUX He nocienHee mecto [1, 3, 4, 10, 14].

K TpomOomToneHin OTHOCST COCTOSHHE, TIPH
KOTOPOM KOJITYECTBO TPOMOOLIUTOB TieprdepruyecKoit
KPOBHU cocTaysieT Menee 150x10°/m. YV 1-5 % nereii
TPOMOOLIUTONIEHNSI PETHCTPUPYETCS TPU POXKAC-
HUH, HO TOJBKO y 0,1-0,5 % HOBOPOKIECHHBIX OHA
SIBIISICTCSA  TSDKEJIOW  (KOJIMYECTBO TPOMOOLUTOB
menee 50x10%/m) [8—11]. IIpuMepHO B IOIOBHHE
CIly4aeB TPOMOOLIMTONECHHS MPOSIBIISIETCS reMoppa-
TMYECKMM CHHAPOMOM. B HeoHatanmbHOM mepuoze
HOpMaJIbHBIE TIOKa3aTeIn TPOMOOIMTOB HE OTJIMYa-
IOTCS 10 CpPaBHEHUIO C JPYTMMH BO3PACTHBIMH
rpymmnamu. «HopMmanbHO» HU3KUH YpOBEHb KPOBS-
HBIX TUIACTHHOK YacTO BCTpeyaeTcs y HEIOHOIICH-
HBIX JICTCH, TaK KaK B ATOW IPYIIIE MAIMCHTOB He-
PEOKO PErucTpUpYIOTCS HeraTHBHBIE —(DaKTOpBHI,
YXYALIAOIINE CO3peBaHNE TPOMOOIUTOB [6].

OTHONOTUSL ¥ TaTOreHe3 TPOMOOLUTONCHUH
BO MHOTOM ONPEACISIOTCS TeM, KaKoil — Hacjen-
CTBEHHBIN WJIM MPUOOPETEHHBIA — XapakTep HO-
cut 3aboneBanue. Yaiie Bcero, B TOM YHCIIE U IPH
HAcJIeICTBEHHOW TPOMOOLIMTONICHUH, HAOII0AaeT-
Cs1 TIOBBIIIICHHOE pa3pyIlieHre TpoMOOIUToB (95 %),
00yCJIOBIICHHOE aHTUTENAMHU, MEXaHUUECKUMU (haK-
TOPaMU WJIH BHYTPHUCOCYJUCTBIM CBEPTHIBAHHEM.
Pexe (5 %) TpomOonuToneHr: 00YCIIOBICHBI CHU-
JKEHHEM TMPOAYKLUUH TPOMOOIMTOB HIM HMEIOT
CMEIIaHHbIN reHes [2, 6, 12].

[TpuumMHBl TPOMOOLMTONIEHUH Yy HOBOPOXK-
JCHHBIX BecbMa BapuabenbHbl (Tabmuna 1). OT1o
MOTYT OBITH TIEPBHYHBIE TPOMOOLIMTONICHUH, NIPH-
YHHOW KOTOPBIX, KaK MPaBUIIO, SBIISIOTCS UMMY-
HOIIATOJIOTUYECKUE Mpoluecchl. BropuuHble (cuM-
NTOMAaTHYeCKue) TPOMOOLMTONEHUH BO3HUKAIOT
Ha (OHE Pa3IMYHBIX COCTOSHHUH, Cpelu KOTOPBIX
qaiie BUPYCHBIC WM OakTepualbHble MH(EKINH,
TSDKETIbIE THIIOKCHYECKHE MOPaXXeHUs, UMMYHO-
neQULIUTHBIE COCTOSHUS, CHHAPOM BHYTPUCOCY-
JMCTOTO CBEPTHIBaHM KpoBH U Apyrue. [Ipuobpe-
TEHHbIC TPOMOOIIMTOIIEHHNH Yy HOBOPOXIEHHBIX
JeTed JenaT Ha MMMYHHBIE U HEMMMYHHbIE [2].
Brinenstor HaciaeacTBeHHBIE (QOpPMBI TpomMOOLH-
TOTIEHUH, KOTOPbIC MPOSBISIETCS B OCHOBHOM de-
pe3 3—4 nHs nocne poxaeHus. Cpeau HUX BPOXK-
JCHHBIH aMerakaprolHUTO3 W TUIOMETaKapHuoLu-
T03 B coyeraHuu c mopokamu pasButus (TAR-
CHHIPOM: TPOMOOLUMTOINCHHS + aruia3us JTy4eBOH
koctu + geduuut dakropos VII u X), xpomocom-
Hble abeppauun (Tpucomus no 13 u 18 xpomoco-
MaMm), TpoMOomuToneHus: mpu HedPHEKTHBHOM
TPOMOOIIUTOTO33¢ (MHTUOMPOBAHUE TPOMOOIIO-
3THHA), TPOMOOLMUTONUTHYECKAs] TPOMOOLUTOIIE-
HUg — cuHapoMbl bepHapa-Cynbe, Mes-XermmHa,
codyeTaHue TPOMOOLMTONCHHH WU TPOMOOUHUTOMA-
THU — CHHIPOM «CEpBIX TPOMOOIIMTOBY», CHH-
apombl Buckora-Onnpuya, Mepdu. OcranbHbie
($opMBI  TPOMOOLIMTOIIEHHH SIBJISIIOTCS TIPHOOpe-
TEHHBIMH, BCTPEUAIOTCS YacTO M HaOIIOAAIOTCS TIpU
BHYTPHYTPOOHBIX M TOCTHATAJIBHBIX HWH(EKIMIX
(OPBU, xopp, KpacHyxa, BeTpsiHas ocma Hu [p.),
BCJIEJICTBUE TEPUHATAIbLHONH TUIOKCHH, WAWOIA-
tryeckor Tpombonuronennu (UIIT) [9, 12].

Pa3BuTHE reMopparnueckoro CHHApOMa MpH
TPOMOOLIUTONIEHUAX OOYCIIOBICHO NPEHMYILECT-
BEHHO HapyLICHUEM aHTHOTPOpUIEcCKOr (yHKINU
TpoMOOonUTOB. COCYTUCTBIN SHAOTEIUN B JTaHHOM
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CUTyalluhi CTaHOBUTCA Ootee NPOHUIIAEMBIM U
JIOMKHM, 4YTO IPUBOAUT K BOSHUKHOBCHHIO CIIOH-

TaHHBIX TeMOpparuii ¥ KPOBOTEUECHUN U3 MHUKpPO-
MUPKYIATOPHOTO pycia.

Tabmuma 1 — [lpuauHBI CHIDKEHHUST TPOMOOITUTOB Y HOBOpoXKAeHHBIX nereit (M. U. 3akupos, A. U. Ca-

¢una, 2013 1.)

['pynna HOBOPOXKJIEHHBIX AeTel

Ho3zonormueckue hopMbl, MPOTEKAIOIIHE C TPOMOOIIUTONICHUEH

HoBopoxneHHsle, B TOM YHCI€ W HEZOHO-
IICHHBIE, POXIIEHHBIE OT Marepel ¢ OTs-
TOIICHHBIM aKyIIEpCKUM aHAMHE30M U
MMEIOIUE OTKJIOHEHUS B COCTOSIHUU 370-
POBBSI IIPY POKACHUU

XpoHudeckasi BHyTPUYTPOOHAS THITOKCHS

TsKeIblil TOKCUKO3 y MaTepu

Bbakrepuanbable nHGEKINN (B TOM YHCIIE CETICHC)

JABC-cunapom

PecniupaTtopHslil AMCTPECC-CUHIPOM

Ilepcuctupytolias nserouyHast FTunepTEH3Us

HekpoTuueckuii SHTEPOKOIUT

TpomO03BI B TIEpHOIC HOBOPOXKICHHOCTH (COCYIMCTHIC KATCTEPHI)
OOMeHHOE TeperBaHie KPOBH

Onyxonu (Jrefiko3, HeifpoOracToMa wiTH 1Ip.)

HOBOpO)K,I[CHHBIe C aHOMAJIUSIMHU Pa3sBUTHA

TAR-cunapom

Anemus ®aHKOHU

Xpomocomusle HapymeHus (Tpucomust 13, 18 u 21 xpomocom)
Cunnpom Kazabaxa-Meppura

I[QTI/I, HE MMCIONIME OTKJIOHCHHA B 340pPO-
Bb€ HA MOMCHT POXJICHUA, C HC6}0TOM 3a-
0oJieBaHUS B MOCTHATAILHOM nepuoae

Octpble HHPEKIUN

AyTOMMMYHHBIE TPOMOOITUTONICHUN

ANNOUMMYHHBIE TPOMOOLMTOIIEHHH HOBOPOXKAEHHBIX
AmerakapuonuTapHasi TPOMOOLUTONICHUS

Cunapom Buckorra-Onapuua

UzBectHO, 4TO 1A MOAAepKaHUSA TpodUKH
COCYZIOB 10CTaTO4HO Bcero numb 10-15 % tpom-
OOLMTOB OT YKca IHMPKYJIUPYIOUIMX B Iepude-
pudecKkoi KpoBHU. IMEHHO 3TOTO KOJIMYECTBA KO-
BSIHBIX IIACTUHOK (15-30 X 109/J1) JOCTATOYHO IS
noanepxanus 3ddexkTuBHOrO remocrasza. Hapsmy
C HapyILLIEHUEM aHTHOTPOPHIECKON QPYyHKIIMU TPOM-
OOLIMTOB MMEET MECTO HapyLIeHHE TMPOLECCOB
CBEPTHIBaHUsI (CHIDKEHHE MOTPEOJICHHS MPOTPOM-
OuHa, HapylIEHHE PETPAKIUU KPOBSHOTO CTyCTKa)
Y aKTUBaMs cucteMbl ¢pubpunonmsa [10, 11].

MexaHu3Mbl pa3zBHTHSI TPOMOOUUTONEHU I
B HEOHATAJbLHOM BoO3pacre:

L. IoBbIIeHHOE pa3pylIeHHEe TPOMOOIMTOB B
HEOHATaJIbHOM BO3pacTe B pe3yJbTaTe:

1. IMMYHHBIX MEXaHU3MOB:

— M30MMMYHHas (aJUIOMMMYHHas) TpoMOo-
nuronenuueckas mypmypa (ATII). [IpuunHoH sB-
JISI€TCSl HECOBMECTUMOCTDh aHTUIE€HHOM CTPYKTYpPBI
TpoMOOLMTOB MaTepH U 1uiona. Ilo coBpeMeHHBIM
NpeACTaBICHUSIM, HanboJiee paclpoCcTpaHeHHBIMH
TpOoMOOLIMTAPHBIME AHTUTCHAMH, OOHAPYKCHHBI-
MU y MalUeHTOB MPHU AaHHOW (OpME UMMYHHOTO
koH(}mmKTa, sBisoTcs HPA-1a u HPA-58 (Human
Platelet Antigen — aHTUTE€H TPOMOOLUTOB YeJO-
Beka). Yacrtora Bo3HukHOBeHusi AIIT Bo Bpems
6epemenHocTH coctaBiser 1 Ha 1500-2000 coiy-
yaeB [13]. PasButre nanHoro 3a00JI€BaHUS CXOKE
C TeMOJIMTHYECKOH O0O0JIe3HbI0, OAHAKO MMMYHO-
Joru4eckuii KOHQIUKT 0OyCIIOBJICH HECOBMECTH-
MOCTBIO TJIOJa W Marepu MO TPOMOOLUTAPHBIM
aHTUreHam (vame Bcero nmo PLA-1-antureny, xo-
TOPBI OTCYTCTBYET y Marepu). B cencubnnmsu-

POBaHHOM MAaTEPHUHCKOM OpPTaHU3ME MOSBISIOTCS
AHTUTPOMOOLIUTAPHBIE aHTUTENA, KOTOpBIE, MpPO-
HUKas 4Yepe3 IUIAIEHTY, BBI3BIBAIOT pa3pylIeHHE
TpoMOoUUTOB y mioaa. M3oceHcubunuzanus Mo-
KET Pa3BUThbCA Kak IpU MOBTOPHOM, Tak U MpHU
nepBoii OepeMeHHOCTH. MaTepHHCKHE aHTUTena
MOTYT TIOSIBUTBCS M CBOOOIHO LHUPKYIUPOBATH C
17-if Henmenu BHYTpUYTPOOHOW KM3HHU, a KIMHH-
YecKHe MPOSBICHUS TPOMOOLUTONEHUHU Yy IUIOAA
Ha 20-i Henene. Bo BpeMs nepBoii OepeMeHHOCTH
reMOpparuyeckuil CHHAPOM, Kak MpaBUIIO, Tuar-
HOCTHpYETCSl TOciie pOXKACHUs peOeHKa B BHIE
MeTeXnH, SKXHUMO30B, KPOBOTOUMBOCTU CIIU3H-
CTBIX M BHYTPHUEPENHBIX KpoBouznusHui. Kin-
HUYECKH IpoTekaeT Tskeno. Yacrora BUK — 10—
30 %, 1 TpUMEpHO TMOJIOBUHA U3 HUX BO3HUKAET
BHYTpHYTpOOHO. B naHHO# rpynme HOBOpOKAeH-
HBIX JIeTe 4acToTa JIETAIBHBIX MCXOJO0B COCTaB-
nset 10 %, a pa3BUTHE HEBPOJIOTUYECKUX OCIOXK-
HeHuit — 25 % [12, 13]. B xoxe crnenyrommux Oe-
PEMEHHOCTEN IUIOJ TaKKe MOJABEP)KEH PHUCKY pas-
BUTHS 3a00JIeBaHUH B aHAJOTMYHOW WM Ooiee Tsi-
XKeJoi (opMme, ecii TPOMOOIUTEI OYAyT ColepKaTh
LeseBoU aHTureH. Peaknus KpoBETBOPHOU CHCTEMBI
TUI0Z]a MOKET OBITh Pa3HOM M BKJIIOYAET KOMIICHCA-
TOPHBI JKCTpaMENyJUIpHbIA remomods3. Taxke
MOKET MOSBUTHCS aHEMUSI TUT0a 0e3 KOH(IHMKTA MO0
Rh-dakropy nmm ABO-cucreme [2];

— TpaHCUMMYHHas (ayTOMMMYHHas) TpOM-
OomnuToneHnyYecKas mypiypa pasBuBaeTcs y 30—
75 % nereil, poAUBIINXCS OT MaTepel, cTpanaro-
IIUX ayTOUMMYHHOH TpomOonuToneHuen (uauo-
MaTHYECKOH TPOMOOIMTONIEHMYECKOH MypITypOH,
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CHCTEMHOUW KpacHOM BOJYAHKOH, ayTOMMMYHHBIM
THPEOUINTOM, CHHAPOMOM DBaHca U 1p.). Mare-
PUHCKHE ayTOaHTHUTENa TPOHHUKAIOT Yepe3 Iuia-
IEHTY M BBI3BIBAIOT pa3pylIeHHe TPOMOOIMTOB
mwioga. OT1a Gopma pa3BUBAETCSA B MEPHUOA HOBO-
POXXIAEHHOCTH M WMeEET OJIaronmpHATHBIA HCXOI,
TaK Kak TIOCJIEe POXACHWS peOeHKa MPOHHKHOBE-
HUE aHTUTEIl OT MaTepy K PeOeHKY MpeKpamaeTcs,
YTO OOECTeYMBaeT LUPKYJSIUI0 B KPOBHU HOP-
MaJIBHOTO YHCIIa TPOMOOIMTOB. Jlaxke B TOM ciy-
gae, Korma Math Oonena TpoMOOITMTOIICHHYECKOH
MypIypol B IETCTBE W KOJIWYECTBO TPOMOOIIMTOB
y Hee Mpu OEpeMEHHOCTH HOPMAIIbHOE, BEpOSIT-
HOCTH Pa3BUTHUSA TPOMOOITUTOIICHUN ¥ PEOCHKA CO-
craBmger 50 % [13]. Her uerkoil koppemsuuu
MEXIy TSDKECTHIO TeUeHHsSI MMMYHHOW TPOMOOIIH-
TOTICHWW MaTepy W CTETICHBIO BBIPAXKEHHOCTH 3a-
OoJieBaHHS Y HOBOPOXKICHHOTO peOeHKa. Y HOBO-
POXKIECHHBIX JeTel 3a00jieBaHNE MPOTEKAET B BH-
JIe TpeX KIMHIYECKNX BapHAHTOB:

— Acumnromarnyeckas Gpopma — Tpu Ha-
JUYUN TOJBKO TpoMmbOomnuToneHnn B kKpoBu. Ca-
MOTIPOU3BOJIBHO, 0€3 JIEYEHUSI KOPPEIHpPyeTcs K
3-i1 Hexene KU3HU.

— Pannas dopma — y HOBOPOXKIEHHOTO B
TIEPBBIE MUHYTHI M 9aChl )KU3HU MOSBISIFOTCS pac-
MPOCTPAHSIONINECS TEeTeXHWANbHbIE  AJIEMEHTHI,
peke MOTYT OBITH JIETOYHBIE, KUIICYHBIE, MOYeY-
HBIE KPOBOTEYEHHS, BHYTPHUEPEITHBIE KPOBOU3-
nugnaus. [lypnypa y geteit MOXeT MOSBISITCSA HA
KO)K€ Yepe3 HECKOJIbKO YacoB IOCIIE POXKACHHUSA,
HO yarie dyepe3 2—3 aHsa. Yem mosziHee mocie po-
JKIACHUS TIOSBUJIACh KPOBOTOYMBOCTH, TEM JIeTHe
nmpoTekaeT 0one3Hb. KpoBOTOUNMBOCTE ycHIIMBaeT-
s, KOTJa KOJTMIECTBO TPOMOOIIUTOB B TTeprdepH-
deckoit kpoBH Meree 25-30 x 10°/1 (kputHaeckoe
gucino @Ppanka). JIUTEILHOCTH TPOMOOIHMTOIIEC-
HUU TIPOJIOJDKaeTcsi okoyio 1,52 mecsiies, HO ¢ 2-
HEJIEeTHHOTO BO3pAcTa TSHKECTh TeMOPParniIecKoTro
CHH/IpOMa PE3KO OcllabeBaerT.

— Tlozmass hopma — MarupecTanys remMop-
paruyeckoro cuHjapoMa Ha 7-20-€ CYTKHA >KH3HU.
Kiiandeckrie mposBIeHNs B BH/E KOXKHBIX TeMOp-
paruii  pa3BUBAIOTCS TapaUIeTbHO CHIDKEHHUIO
TpOMOOIIUTOB B KpoBH. [IpoTekaeT merko, HO Xa-
pPaKTepHO MIUTENHFHOE BOJHOOOpa3HOE TEUYeHHe
JI0 2—3-MeCSIMHOT0 BO3pacTa C pPeIUuBaMH Te-
MOpparuueckux BbIChIIaHUM. J[MarHo3 craBUTCA
Ha OCHOBaHWU JAHHBIX aHAMHE3a U OOHapyKEeHUS
AHTUTPOMOOIIMTAPHBIX aHTHUTEIN, a Takke I1gG Ha
MTOBEPXHOCTH TPOMOOITUTOB MaTepu [7, 14].

2. MexaHW4ecKOoTo pa3pymieHus (CHHAPOM
Kazabaxa-Meppurra u mp.). Ilpu BpokIeHHOM
cuaapome Kazabaxa-MeppuTTa, BKIIFOYAOIIETO
aHTHOMY CMEIIaHHOTO TeHe3a M HapyIlIeHUe CBEp-
THIBAHUS KPOBH, HAONMIOJaeTCI MEXaHHIecKoe
pa3pylieHre TPOMOOIINTOB B Pe3yJbTaTe ITOBBI-
[IEHHOTO WX MOTpeOJeHns B KaBEPHO3HBIX COCY-
TUCTBIX oOpazoBanusx. [Ipu aTom HapymieHne Ko-

aryJIAnryd KPOBH BBHISBISIETCS B TEUEHHUE TEPBBIX
HeJIeNb JKW3HN peOeHKa WiH ¢ poxkaeHus. ['emop-
parun npu cuHapoMe Kazabaxa-Meppura sSBIIS-
IOTCSL CJIEJICTBHEM TPOMOOITUTApHOUW CEKBECTpa-
MM ¥ OOCTHECHMsI CBEPTHIBAIONIUMHU (haKTOpaMH
COCYAHCTBIX CTPYKTYP aHTHOM.

1I. TToBemmennoe orpednenue (JIBC-curmpom,
TpoM0O036I, cuHApoM Kazabaxa-Meppurra, HCKyC-
CTBEHHAsl BEHTWISAIMS JIETKUX, TE€MOJUTHKO-ype-
MUYECKHAN CHHIPOM | TIp.). ['eHe3 TpomOonuTomne-
HUH TpU BHYTPUYTPOOHBIX MHPEKITUAX CIOKEH U
CBSI3aH TaKXXe C HEJOCTaTOYHOM MNpOoAyKIHeH
TPOMOOIIMTOB KOCTHBIM MO3TOM, YTHETEHHUEM Me-
TaKapruOIMTAPHOTO POCTKA TOKCHHAMH, THIIEPCII-
neansmoM, JIBC-curnpomom. [lpu mo0bIX BHmIax
TPOMOOILIMTOTIEHUH Yy HOBOPOXIECHHBIX NETEH CO
CHIDKEHHEM KOJMYECTBA TPOMOOIINTOB MeHee
50 x 10°/1 HEOOGXOANMO HCKIIOYNTD HH(EKIIHOH-
HEII Tporiecc. [lpu GakTepruanbHOM CEIICHCe CHH-
YKEHHE TPOMOOITUTOB TPOHCXONT 33 CUET Pa3BUTHSA
CHHIpOMa BHyTpricocyicToro ceepreBanms (JIBC).
B mepuHaTtansHOM meprozie BUpPYCHBIE HH(EKINH
MOTYT TIPHBOJIUTH K TSDKEIOH TPOMOOLMTOIIEHHH B
pe3ynbTaTe TOBPEKICHHS CHAIOBBIX KHCIOT Ha
MeMOpaHax TPOMOOITUTOB BUPYCHOH HeHpaMHHUIA-
30, aKTUBAIMEN BHYTPUCOCYAUCTOTO CBEPTHIBAHUS,
CHIDKEHHEM TIPOAYKIIMH METraKkapHOIIUTOB B KOCT-
HOM MO3T¢ U BCIIEACTBHUE CIuieHOMeranmu [11].

1. HenocrarowHast MpOIyKIWsT TPOMOOITUTOB —
a(THII0 )MEeTaKapHUOITUTO35I. BEBIACIAIOT HCKITIOYH-
TEJIHHO aMerakapHuOIHUTAPHBIE TPOMOOIIUTONICHHH,
KOTOpBIE HE COUYETAIOTCA C KAKUMHU-TNO0 JPYTUMHA
BHJAMH TATOJOTHU. | MITOMerakaproIMTO3bl CO-
YeTalTCs WU C CHHAPOMOM OTCYTCTBHS JTy4eBON
koctd (TAP-cunapom), Wi ¢ IpyrUMA KOCTHBIMH
W opraHHbIMU jAedexramu U mucruiazusamu. [lan-
nuToneHun (Thma cuHapoMa @DaHKOHH) —
a(THTI0 )METaKapHUOITUTO3 COYETACTCSA C aIlla3uel
IPYTUX POCTKOB KPOBETBOPEHUS, C Pa3TMIHBIMH
HapyIICHUSIMA TTUTMEHTAIWH, BPOXKIICHHBIMH aHO-
MaJIMsIMU CKeJleTa, a3, yiuel, cepaa. K artoit e
TPYIIIE MOTYT OBITH OTHECEHBI ¥ (DOPMEI, CBSI3aHHBIE C
MHQWIETpaIell KOCTHOrO Mo3ra (3aMeIIeHUsT €ro
OITyXOJIEBOW TKAaHBIO TIPY BPOXKIECHHBIX TeMOOIacTo-
3aX, PETUKYJIOIHIOTENN03aX, MYKOIOJIICaXapuIo3ax
U BpPOXKIEHHOW TpaHyJeMaTO3HOH Oone3Hw), a
TaKXKe BPOXKICHHAs KOCTHO-MO3TOBasT TUCHYHKITHS
pu cuaapoMe JlayHna  Buckorra-Onaprda.

Crnenyer Takxe YIUTHIBaTh, YT0O MHOTHE TPOM-
OOIMTONICHNH B PAaBHOM CTETIEHH MOTYT PacCMaTpH-
BaThCA W KaK TPOMOOIMTOIATHH, TOCKOJBKY MpH
HUX WMEIOTCS KadeCTBEHHBIE Ne(eKThl Meraka-
PHOITUTOB W TPOMOOIIMTOB — MeMOpaHHBIC Ha-
pYILIEHHS, OTCYTCTBHE TeX WJIM WHBIX TPaHyJ, Ha-
pYLIEHUS TpPaHCIIOpTa KaIbLUA, TUCHYHKIHS CO-
KpaTuTeapbHOTO ammaparta u 1. 1. [10, 11].

IV. Tlomumo BbIIENEPEYUCIICHHBIX MeXa-
HU3MOB U (popM 3a00iIeBaHUS BBIICISIOT T'eTEpPO-
WMMYHHBIE TPOMOOIIUTOTIEHWH, TIPH KOTOPBIX aH-



IIpob6.1emor 300p0Bovs u 3K0.402UU

23

TUTENa BBIPA0ATBIBAIOTCA TPOTHB UYXKOTO AHTH-
TeHa, PacIoJI0KEHHOTO Ha MOBEPXHOCTH TPOMOO-
uToB. [IprMepoM dyKepoJHOTO aHTWUTEHA SIBIIA-
IOTCSl JIEKapCTBa, BUPYCHI (JEKapCTBEHHBIE TPOM-
oonuroneHun). Pa3BuTiio TpOMOOITUTOIICHUH HO-
BOPOXKJIEHHBIX CIIOCOOCTBYET PsII TOKCHYECKHX U
JIEKapCTBEHHBIX (opM, YmOTpeOasieMbIx Oepe-
MEHHBIMH XEHIIWHAMU. B UX 4ucie — amKkoronsb,
THA3UIHBIE TIPEapaTsl, CyIbGaHmIaMuIb, Gypa-
30JUA0H, (EeHUIOYTa30H, 3CTPOTEHBI, TeHapHHO-
Tepanus 1 ap. Bo3MoXHO pa3BuTHE TPOMOOIHUTO-
MEeHAH B pe3yJibTaTe W3MEHEHWS aHTHTeHHOMN
CTPYKTYPBI TPOMOOIIMTOB, TIOJ BIMSIHUEM BHpPYC-
Horo Bo3zaeWcTeus. [locne BbIBeEHUs JieKapcTBa
W3 OpraHu3Ma WIH BBI3IOPOBICHUS TPOMOOIUTO-
TIeHUs ucyesaer [2, 5].

TsxenbIit recTo3 y MaTepyd MOXKET MPUBECTHU
K Pa3BUTHIO BHYTPHYTPOOHOW TPOMOOIIUTOIICHHUH,
W BEIMYMHA CHIDKEHHS TPOMOOLWTOB OOBIYHO
KOppENHUPYET € THKECThIO TOKcHKo3a. Cpenu Ho-
BOPOXKICHHBIX NaHHAs (opMa TPOMOOIIUTOTICHUH
peructpupyercsi y 1 % aerelt, ¢ yBenndeHneM 4a-
CTOTBI Cpelu HeNOoHOIIeHHbIX Aereil. KommuecTBo
TPOMOOITUTOB MOKET CHIDKATHCS K 4-My JTHIO )KU3HU
110 50 x 10°/1, ¢ BOCCTAHOB/ICHHEM 10 HOPMATIBHOTO
ypoBHA K 7—10-M cyTkaM *u3HU. MeXxaHu3M HEeOHa-
TaJTBHOU TPOMOOIINTOTICHHUH, CBS3aHHBIN C TSHKEIIBIM
MO3THAM TOKCHKO30M HesiceH. CUuTaercsi BeposT-
HBIM HapyIIIeHNE CO3PEBAHUS KJIETOK-TIPEIIeCTBEH-
HUKOB MeTakapHoluToB y miona [4]. Kimaccuduka-
IIUsT TPOMOOITUTOIIEHNH 110 TTPUYWHAM BO3HHKHOBE-
HUSI TIpe/ICTaBiIeHa B Tabimie 2.

Tabmnma 2 — Kiaccndukanys TpoMOOIUTONIEHHH Y HOBOPOXIEHHBIX T0 MPUYMHAM BO3HWKHOBEHUS

(Roberts, Murray, 2003)

Bpemst BO3HUKHOBEHMS
TPOMOOIIUTOTICHUT

Hawubosnee yactpie mpUYHHBI

bonee peaxue npudnHbl

BryTpuyTpoOHBIii IEpHO

1. AmromMMMyHHBIE TpOMOOLH-
TOTICHHH.

2. BYU (Tokcorurazmo3, KpacHy-
xa, [IMBI).

3. XpomocomHbIe 00Ne3H: (TpH-
comun 18, 13, 21 i Tpumonaum).
4. AyTOMMMYyHHBIE TPOMOOILIUTO-
nenun (UTII, CKB)

1. Tsoxenbrit Rh-koH(IHMKT.
2. Bpoxxnennoe 3aboneBanue (c-M Buckorra-
Omnnpuya)

Pannee nposiBiieHue
(menee 72 gacoB)

[TnanenTapHas HeIOCTaTOYHOCTH
(3BVYP, caxapHslii muaber).
Acdukcusi.

AJTOMMMYHHAs! TPOMOOITATOTICHHS.
AyTOMMMYyHHAsI TPOMOOITUTOIICHUS

1. Bpoxnennas unpexnus (LIMBU, Tokco-
IUTa3MO03, KpacHyXa).

2. Tpom603 (Hanpumep, MOPTATBLHON WU I10-
YEYHOU BEHBI).

3. BpoxxneHHbIN J1eHKO03.

4. Cungpom Kazabaxa-Meppura.
5. Hapymenue oOmeHa BemiecTB (IPOITHOHO-
Bas M METHJIMAJIOHOBAS! ALTUJICMHs)

ITo3nuee nposiBiieHue
TPOMOOITUTOTICHUT
(6osee 72 wacoB)

1. Cenicric HOBOPOXKAEHHOTO.
2. HexpoTuuaeckuii SHTEpOKOIHT

1. Bpoxnennas unpexuus (LIMBU, Tokco-
IUTa3MO03, KpacHyXa).

2. AyTonMMyHHasi TPOMOOIIUTOIICHHUSI.

3. Cunnpom Kazabaxa-Meppura.

4. Hapymenns oOMeHa BemiecTB (TIPOIMOHO-
Basi © METUJIMAJIOHOBAS! AllUJICMHU).

5. Bpoxnennoe 3abonesanue (TAR-cunapom,
aHeMusi PaHKOHN)

OCHOBHbIE KIMHHYECKHE MPOSBICHHUS TPOM-
OOIMTOIEHNI, HECMOTPSI Ha pa3HbIC MMaTOTEHETH-
YECKHEe MEXaHM3MBbI BOZHUKHOBEHHUS, OJHOTHITHBI.
DTO KOKHBIE TeMopparuu (MeTeXHalbHbIC BBICHI-
MaHWs, YKXUMO3BI), KPOBOTEUCHHsI (Jalle MeJcHa,
BHYTPW)KETTYJJOYKOBBIE M BHYTPHUYEPEIHBIE KPO-
BOM3JIHUAHNSA), TEMaTOCIUICHOMETAIHS, JKeNTyXa.
KpoBoTeuenust 00yCIIOBICHBI KOJIMYECTBEHHOW H
Ka4eCTBEHHOI HEIOCTAaTOYHOCTHIO TPOMOOIHTAp-
HOTO 3BeHa remocrasa. JlaboparopHas amarHo-

CTHKa HE3aMEHHMMa, TaK KaK y HOBOPOXKICHHBIX
neteit mudepeHInaIbHBIA JUArHO3 TI0 KIIMHAYE-
CKHM TIPOSIBJIICHISIM HEBO3MOJXKEH [4].

AJTOPUTM JHArHOCTUYECKOTO MOWCKA B CIIY-
Yyae BBISBICHHS TPOMOOIMTONICHUH Y HOBOPOXK-
JICHHOTO TIPETyCMAaTPUBACT:

1) cOop aHAMHECTHIECKUX TAaHHBIX: Y MaTepy —
HaJIMYUE ayTOMMMYHHOW TPOMOOIMTOIICHUH (HIHO-
natudeckas TPOMOOIIMTOIICHUYECKas MypITypa, CHC-
TeMHas KpacHas BOJYaHKa, ayTOMMMYHHBIH TH-
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pPEOHWINT, CHUHAPOM ODBaHCa W 1p.), AHOMAIWH
TUTALIEHTHl (XOPHMOAHTHOMATO3, OTCJIOHKA, TPOM-
003), TIpUMEHEHUE JICKAaPCTBCHHBIX IIpeHapaTosB.
Hamnune y pebeHka HeOIAaronpusITHOTO TIPEMOp-
oumgHoro (poHA (TMIOKCHYECKHE COCTOSHUSA, He-
IOHOIIEHHOCTh, 3alepKKa BHYTPUYTPOOHOTO
paszsutus (3BYP), mepeHOMIEHHOCTD | T. 1.) WIH
OCHOBHOTO 3a00jieBaHMS (BHYTpHYyTpOOHAs WH-
(dhexnusg, UMMYHOACHUIMTHBIC COCTOSHHS, TH-
TaHTCKasi TEMaHTHOMa U T. 11.);

2) ompenencHUEe XapakKTepa TPOMOOIIUTOTIC-
HUHW — TIEPBUYHAS W BTOPHYHAS;

3) u3y4eHne KIMHIYECKUX JTaHHBIX: TeMoppa-
TUYECKAN CHHAPOM B TEPBBIC JTHH KU3HH peOeHKa
B BUJE KOXXKHBIX TPOSBICHUHN (ITETEXWUH, SKXUMO-
3b1), KPOBOTEUYEHWH W3 MHUKPOUUPKYISATOPHOTO
pycia (HOCOBBIE W TIp.), KPOBOTCUEHHS W3 ITYIIO-
BMHHOTO OCTaTKa, MeneHa. J[is1 reMopparmaeckoro
CHHIpOMAa TPW TPOMOOIMTONIEHUSIX XapaKTEPHBI:
CTIIOHTAHHOCTh, HECHMMETPHYHOCTH, TIOIUMOP(HHU3M.
Jlokanuzaimio KpOBOUBIMSHUN Ha CKJIepax U KOHb-
FOHKTHBE B COUETaHUN C TPOMOOIUTOIICHHUEH CITeTy-
€T pacleHHBaTh KaK MMPOTHOCTUYECKH HeOIarompH-
ATHBIA TIPU3HAK B IUIaHE BO3HUKHOBEHWS KPOBOM3-
JIASTHUHN B TOJIOBHOM MO3T;

4) omeHka nabopaTopHBIX Tokazateneit. O
HAJTMYAA TPOMOOIIUTOIIEHUH CBHUAETEIHCTBYET:
YUCII0 TPOMOOIHMTOB B TepUdeprIecKoil KpoBU
meree 150 x 10°/1, yBenndeHue mpoaomKHTEIb-
HOCTH KpoBoTeueHmss mo Jlyke Oomee 4 MuH,
CHI)KEHHE PETPAKIIUU KPOBSHOTO CTyCTKa MEHee
60 %, rumepriazuu MErakpHOIHUTAPHOTO POCTKA
(6omee 54-114 B 1 MKJ) B MHEIIOTpaMMe, a Tak-
K€ OTCYTCTBHE OTKJIOHEHHH B TaOOPATOPHBIX Te-
CTaX, XapaKTepU3YIOIMX KOATryJsSIIHOHHOE 3BEHO
reMocrasa.

J11 IMMYHHBIX W HAcJIeICTBEHHBIX TPOMOO-
LIUTOIICHUI XapaKTepHO:

* Hanmmane BBICOKHX THTPOB CIIEIU(UIECKUX
IgG, IgM n monoxurtenpHOU JIHK-ommmepaszuoit
rerrHo# peakmuu mpu TORCH.

* OOHapyXeHUE aHTUTPOMOOIIMTAPHBIX AHTH-
Ten (P UMMYHHOU hopme).

* BrissBneHre MaTepUHCKUX aHTUTEN K TPOM-
bomuram pedenka, Oonpmmoe kommdecTBO IgG Ha
MTOBEPXHOCTH TPOMOOITUTOB MaTepr (ayTOMMMYH-
Has TPOMOOIIMTOTICHH ).

* Hammmume aHTUTPOMOOIIMTAPHBIX aHTHUTEN B
CBIBOPOTKE KPOBH MaTepH NMPH HOPMAIBHOM KO-
JUYECTBE TPOMOOIMTOB, arTIIOTHHAIIAS TPOMOO-
IINTOB pPeOCHKA CHIBOPOTKON KpOBWU Matepu (ai-
JIOMMMYHHAs TPOMOOITUTOIICHHUS ).

» Jlumpomnenns. Ilosermenme IgA u IgE,
HOpPMaJIbHOE KOJIMYECTBO WM IIOBBIIIEHHOE CO-
nepkanne 1gG, HapylIeHHWe arperaruud TpomoOo-
uToB (cuHIpoM Buckorra-Onapuya).

» Camxenne conepxkanns V u VII pakTopon
CBEpTBIBAaHHS KpOBH, GuOpUHOTEHA. AHEMUS
(cuaapom Kazabaxa).

B ciygae BTOpHUYHBIX TPOMOOITUTOTICHHUH Te-
MOpparuu pa3BUBAIOTCS Ha (POHE OCHOBHOTO 3a-
0oJIeBaHUS M XapaKTEPHBIM CHMIITOMOM SIBIISIETCS
remarocryieHoMeranusi. BeipakeHHOCTh reMoppa-
THYECKOTO CHHAPOMa Y HOBOPOXKISHHBIX TpH
TORCH-un(bekmsIX 3aBUCAT HE TOJIHKO OT BO3-
Oyaurtens, HO W OT TECTAlMOHHOTO BO3pacTa, B
KOTOPOM TUTOJ TIOABEPICs NeHCTBUIO WH(EKITNOH-
Horo areHra. /s curapoma Kazabaxa-Mepputa
XapaKTEepHO Pa3BUTHE MEJIEHBI HOBOPOXK/ICHHBIX.

OOHapyXeHne aHTHUTPOMOOIIUTAPHBIX AaHTH-
TeJ MOATBEP)KAAeT MMMYHHBIN Xapaktep 3a0oJe-
BaHUA. BEISBICHNE MUATHOCTHYECKH 3HAYMMOTO
MOBBIIIICHAS TUTPA aHTUTEN K KaKOMY-THOO BO3-
OyIuTeNio (IIUTOMETAIOBUPYCY, BUPYCY OIMIIITCH-
Ha-bappa, Bupycy KpacHyxH, IpOCTOro repreca u ap.)
MOATBEPKIACT BTOPUYHOCTH TPOMOOIIMTONICHUN
(rereponMmmyHHBIC (hopMBI 3a00eBarMs). Hamaue
TeMOPpParuueckoro CHHAPOMAa HE3aBUCHMO OT Xa-
pakTepa TPOMOOITUTOTICHHUH (TICPBUIHBIA WM BTO-
PUYHBINA) CTABUT B OCHOBY JICUCOHBIX MEPOTIPHSTH
KyTHPOBAaHNE TEMOPPArndecKruX MPOSBICHAN.

Takum 00pa3oMm, TUATHOCTHKA TPOMOOITUTO-
MIEHUH HOBOPOXKICHHBIX SIBISIETCS BEChMa CIIOXK-
HBIM TIPOIIECCOM, TPAMOTHOE MPOBEIEHUE KOTO-
poro BO MHOTOM TMpEIOTpeneNsieT ycuex Tepa-
MEBTUYECKUX MEPOIPHUSATHH, TPOTHO3 U KA4eCTBO
KU3HU TIAIHEHTA.

OCHOBHBIC HAaIIPaBJICHHSI TEPATTHH TPOMOOTIIH-
TOTICHUU:

1. Ycrpanenue NpUYUHBI TPOMOOITUTOIICHUH
(JreueHMe OCHOBHOTO 3a00JIEBaHUS, MTPEKPAIICHHUE
BBEJICHUS TIPETapaToB MaTepHu WU peOeHKY, BBI-
3BaBIIUX Pa3BUTHE TPOMOOITUTOIICHUH).

2. KynupoBaHue reMopparuyeckoro CHHIpoMa
(aMHUHOKAIIPOHOBAS KUCIIOTA, AUIIMHOH, aIPOKCOH).

3. HckiroyeHue BHYTPUMBIIICYHBIX HHBEK-
UM U IPOYMX MAHHUITYJISIUHN, COTPOBOXKIAIOIIAXCS
MTOBPEXIEHUEM TIETIOCTHOCTH KOXKHOTO TIOKPOBA.

4. HasnaueHue TpH TPOMOOIUTOTICHUH WH-
(heKIIMOHHOTO TeHe3a C MEebI0 KOPPEKITNH aHEMUHU
U TPOMOOIIMTOTICHHH SPUTPOIOSTHHA, BIHIOIIE-
T0 HE TONBKO HAa IPUTPOHUIHBIA, HO M TPOMOOIIH-
TapHBII POCTOK KPOBETBOPEHHUSI.

5. B ciydae pa3BUTHS KU3HEYTPOKAIOIIUX
KpPOBOTEUEHNH IMOKa3aHO NMpPHUMEHEHHuEe TPOoMOO-
UTapHOTO KOHIeHTpaTa. [Ipu ero mcmonb3oBa-
HAM HEOOXOOWM TINATEJIBHBIA M B3BEIICHHBINA
MOAXOJ, TOCKOJIbKY MNpPH HMMYHHBIX (opmax
MepeIuBaHnne TPOMOOKOHIIEHTpaTa MPOTHUBOIIO-
KazaHo (BO3MoOkHO yxyxameHue). [locme TpaHc-
¢by3un HEoOXOaUM KOHTPOJIL YPOBHS TPOMOO-
nutoB. Knuandeckum kputepueM 3 PeKTUBHO-
CTH TpaHCHY3UH TPOMOOKOHIICHTpPATa CIyXKHUT
KYIIHPOBAaHUE TE€MOPPAruv4ecKoro CHHApPOMA,
YBEIMYCHHUE KOJIMYECTBA TPOMOOIIUTOB Yy OOJIb-
HoTO uYepe3 | wac mocie TpaHchy3uHm HE MEHee
qem Ha 5060 x 10°/1 u ymepxanne pe3yibrara
gepes 24 Jaca (Tabmuma 3).
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Tabmuma 3 — Iokazanus 111 IepeTBaHKs TPOMOOITUTAPHOW MacChl Y HOBOpOXKIeHHBIX aeter (M. U. 3aku-

poB, A. 1. Cadwuna, 2013 1.)

KonuuecTBo TPOMOOIMTOB B KPOBU
9 TepaneBTUyeCcKasi TAKTUKA
Yy HOBOPOXIEHHOTO pedenka (x10°/m)

Memnee 30 [lepenuBath TPOMOOLUTAPHYIO MacCy

30-49 [TepenuBatp, eciiu €CTh TEMOpPpPAruueCKre MPOSIBICHUS Y ACTEH:
1. Poxaennsix ¢ OHMT (< 1000 r) u B Bo3pacte < 7 mHEH.
2. KimnHnuecku HecTaOMIIBHBIX 110 AJ.
3. B anamHue3e mmenu kpoBoTeueHus (Harmpumep — BIKK, me-
TOYHOE KPOBOTEUEHHUE).
4. Hannuue codeTanust KoaryJornaTHyd 1 TPOMOOIIMTOIICHUH.
5. Tlpu HEoOXOIUMOCTH XHPYPIHYECKOTO BMELIATENILCTBA MM
0OMEHHOT0 TepeTUBAHUS KPOBU

50-99 ITepenuBath Mpu KPOBOTEUESHUH

Bonee 99 He nepenuBaTh

OCOOEHHOCTH BENEHUS HMMYHHBIX
TPOMOOIIUTOIIEHUH:

» Kopmienue nereit ¢ UMMyHHBIMH (hOpMaMu
TPOMOOIUTONIEHUH (M30- U TPAHCUMMYHHOI) 3a-
MEHHTENSIMH TPYJHOTO MOJIOKa B TeueHue 1-2 He-
Jiens. B nanpHelneM NpuUKIagbIBaHUE K TPYyAH C
KOHTPOJIEM TPOMOOIIUTOB.

» UmmyHornoOynuH: «Gamma-Venin» (Iep-
manus), «Sandoglobuliny (IIBeitnapus), Veino-
globuline» (®pannus), « Gammonativy (LIBenws),
«Polyglobin» (CILIA) B/B kanenbHO 0,4 T/KT/CyTKH
B Te€UEHHUE 2—5 THEH C IeNbI0 YTHETeHHUsT 00pa3o-
BaHMs AHTUTEIN, OJIOKUPOBAHUS aKTUBHOCTH (ha-
TOLUTHPYIOMINX MaKpoQaros.

» [opMOHOTEpanusi IpU BBEIPAYKEHHOM TeMOp-
paruuecKoM CHHApPOME ¢ KpoBoTedeHusiMu. [loza —
1,5-2 mr/kr B cyTKu, He Oonee 2 Hemenab (omac-
HOCTh YTHETCHHS TPOMOOITI033a).

* [Ipu BBIpakeHHOW TpoMOOIMTONEHHH (Me-
ree 30 x 10°/1), 0OyCIOBICHHOH H30MMMYHH3a-
[[UeH, MMOKa3aHO TepeMBaHHEe COBMECTHMBIX aH-
TUTEH-HETaTHBHBIX TPOMOOIIUTOB B KOJIHYECTBE
10 MI/Kr (MCHONB3YIOT OTMBITBIE MAaTEPHHCKHUE
TpoMOOIUTE). B KauecTBe albTepHATHBHOTO BHI-
60opa BO3MOXHO NEpeTuBaHUEe OTMBITBIX TPOMOO-
uTOB 0e3 TpoMmOouuTapHbix aHTureHoB HPA-la
OT HETaTHUBHOI'O JIOHOPA C MHAWBUIYAJIbHBIM IOJI-
6OpOM MO aHTUTEH-COBMECTUMOCTH [§].

Oco0CHHOCTBIO HAOMIONCHUS 3a AETbMU C
UMMYHHBIMH (OPMaMU TPOMOOLIMTONICHUH B aM-
OyJaTOPHBIX YCIOBHUSX IOCNE BBIIHUCKU U3 CTAIHO-
Hapa SBISIETCS OTCPOYKA TPOPHIAKTHICCKHX TPH-
BUBOK Ha (DOHE THIIOCCHCHOMIM3UPYIONIECH Tepanuu
Ha 6—12 mecsrneB. [IpoTuBOIIOKa3aHbI KUBHIC BH-
pycHbIe BaKkIMHBI [7].

Takum o6pa3oM, HECMOTpPS Ha TO, YTO KIIH-
HUYECKHE TPOSBICHHS TPOMOOIMTONIEHUH B HE-
OHATAILHOM TIEPHOJIC OTHOTHITHBI, NPUYHHBI €€
pa3HooOpa3Hbl. VX BbISCHEHHE HEOOXOIUMO IS
oOecrnieueHusl ajeKkBaTHOro JieueHus. Koppekims

$popm

TeMOppParuueckux M TPOMOOIIMTONEHHYECKUX pac-
CTPOMCTB Y HOBOPOXKACHHBIX JOJDKHA OBITH WHJIH-
BUAYJIbHOW B 3aBUCUMOCTH OT BEIYLIEr0 KJIMHU-
YECKOr0 CHUHJIpPOMA M MPOBEACHHOTO JIabopaTop-
HOTO 00CIeI0BaHus.
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