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Cnmcoxk cokpamieHnm

P®MK - pactBOpumMbIe (HPUOPUH-MOHOMEPHBIE KOMILIEKCHI

[HHC — uenTpanbHas HEpBHas cucTeMa

JABC - nucceMMHUPOBAaHHOE BHYTPUCOCYIMCTOE CBEPTHIBAHUE

[IMB - nuromeranoBupyc

3BYP — 3anepxka BHyTpUyTpOOHOTO pa3BUTHSA

TAR-cungpom - Thrombocytopenia - Absent Radius (TpomOGoruroneHuu -
aruIa3uy JIy4eBOM KOCTH)

AJ1® — Anenozunaudocdar

OHMT — skcTpemanbHO HU3Kas Macca Tena

BIXK — BHyTprKeny104YKOBbIE KPOBOU3IUSIHUS

AT — anTurena

AJl — apTeprabHOE NABJICHHE

AUTB - akTUBHpPOBaHHOE YACTUYHOE TPOMOOIIIACTUHOBOE BpeMs

[1TB - [IporpomOuHOBOE BpeMs

BIIP — Bpox/1€HHBIE TOPOKU PA3BUTHS



Brenenue

OnHOl U3 aKTyaIbHBIX TIPOOJIEM HEOHATOJIOTHU HA CETOIHSIITHUN ACHD SBISIOTCS
COCTOSIHUSI, CBSI3aHHBIC C HApyIICHUEM CHUCTEMbl (PYHKIIMOHMPOBAHHUS TeMOCTasza y
HOBOPOXKJICHHBIX. B3auMOCBSI3b HapyLIEHUM pa3IMYHBIX 3BEHHEB TIeMOCTaza y
OEpEMEHHBIX, POXKEHHI] U HOBOPOXKJEHHBIX MPEACTABISIET OJHY OOIIYI0 MpoOsieMy B
3/IpaBOOXPAHEHUH, TTOCKOJBKY HEPEJIKO OIpeeseT JETalbHOCTh U HHBAIMIHOCTD.

B Hacrosimiee Bpemsi, MO JaHHBIM pPa3JIMYHBIX aABTOPOB, JETAIBHOCTH OT
OCJIOKHEHHM, CBSI3aHHBIX C HapylIEHUEM Te€MOCTa3a B HEOHATaJbHBIN IEpPUO],
coctaBisger oT 6 1m0 16,5 %'. OOHapyeHMe H3MEHEHHMH B CHCTEME IeMOCTasa y
HOBOPOXX/JICHHBIX, OCOOCHHO B paHHUWA HEOHATAIBHBIA TEPUOMA, TO3BOJISET
CBOEBPEMEHHO OKa3bIBaTh KBaJIU(UIIMPOBAHHYIO TOMOIIbL MPU TE€MOPPAru4eckoM U
TPOMOOTHYECKOM CHUHJIPOMAX, YTO CHIXKAET PUCK OCJIOKHEHUN W YIYUIIUT COCTOSHUE

3A0POBbA HOBOPOKIACHHBIX U IIPOTIHO3 UX KU3HHU.

1 Ocobennoctr HyHKIIMOHMPOBAHHS CHUCTEMBI TéMOCTasa B paHHUI HeoHaTaibHbIH epuoyy/. E. JI. Kosznosa, H.
H. Kimmvkouy// [Tpobnemsl 310poBbst 1 axomorun-2011-C.13-19



1. OcobGeHHOCTH reMocTa3a y HOBOPOKIEHHBIX

Cucrema remocra3a OO0ECHEYMBAET, C OJHOM CTOPOHBI, MPEAYNPEKICHUE U
OCTAaHOBKY KpOBOTEUEHUH, a C JAPYyrod - COXpaHEHHE IKHUJIKOTO COCTOSHHUS
LHUPKYJIHUPYIOENR KPOBH, IOATOMY IIPOSIBIEHHEM pAacCTPOWCTB CHCTEMBI I'€MOCTa3a
MOTYT OBITh KaK TPOMOO3bI, TaK U MOBBIIIIEHHAS! KPOBOTOYHBOCTb.

K wmomenty poxnaenus pebGeHka Bce (akTOpbl  CBepTHIBAIOLICH U
IIPOTUBOCBEPTHIBAOIIEH CUCTEM HAXOIATCS B COCTOSHUU JUHAMUYECKOTO pPaBHOBECHS,
HO Ha MHOM, Y€M Yy B3pOCIbIX, YPOBHE. MOXKHO BbIIETUThH 4 rpynnsl (PaKkTOpoB MO UX
COOTBETCTBHIO COJIEPKAHUIO M AKTUBHOCTH (DaKTOPOB CBEPTHIBAHUS JETEH CTapIIEro
BO3pAacTa M B3POCIBIX:

[. CoOTBETCTBYIOT COAEpPX AHUIO U aKTUBHOCTU y B3pocibix — V dakrop, VIII
(bakTop ¥ KOJIMYECTBO TPOMOOIIUTOB;

II. CoOTBETCTBYIOT COJEPHKAHUIO Yy B3POCHBIX, HO OTIMYAIOTCS CTPYKTYpOll U
(GyHKIIMOHAIBPHON aKTUBHOCTHIO — (heTanbHbIe (PUOPUHOTEH U MJIa3MUHOTEH;

III. CocraBasaor ot 30 g0 50 MpPOLEHTOB OT COAEPNKAHUS U AKTUBHOCTH Y
B3pociubix — II, VII, IX, X, XI, XII, XIII dakropsi, antutpomobun III, mporeunst C u S,
MaKCUMaJIbHas aMIUIMTY/a arperai TpOMOOLIUTOB;

IV. TIlpeBblmamoT coaepkaHue WIM aKTUBHOCTb VY B3pOCHbIX — (hakTop
BuneGpania, ypoBeHb pacTBOPUMBIX (PUOpUH-MOHOMEPHBIX KOMILIeKCOB (POMK).

Haubonbiiee cHnxenre ypoBHs (PakTOpOB CBEPTHIBAHMS U MOIBEM COJIEPIKAHUS
POMK ormedaercs Ha 3-5 CYTKM JKH3HU, CTAaHOBJIIEHUE «B3pOCIIOr0» BapUaHTa
reMOCTaTHUECKOTro OanaHca MPOMCXOAUT K 1-2 mecsuam >ku3HH. BbIsiBIEHO, 4TO Y
nere ¢ mnepuHaTadbHbIMU TopaxkeHusiMu [{HC, rumokcuedt, HeIOHOIIEHHOCTBHIO

OoTMeYaeTcs 0oJjiee IIO3JHEC CTAHOBJICHUC I'€MOCTATHYCCKOI'O OajaHca.

2 [TaTomoruu CUCTEMBI TEMOCTA3a Y HOBOPOXKACHHBIX. BO3MOXKHOCTH THATHOCTHKY U KOPPEKIHH. YUueOHOEe
nocobue s BpaueH (MeauaTpoB, HEOHATOJIOTOB, PEAHUMATOJIOTOB U JeTCKuX Xupypros) /CyBopoBoii A. B.,
Aopamenxko JI. M./ baprayn, 2004



2. Knaccudukanus natogoruii CUCTEMbI TEMOCTa3a’:

l. Koarynonarum :

. [lepBuunbie: remopparudeckass Oo0€3Hb HOBOPOXKAEHHBIX, Aeduimrta
¢akropa VI, remodwiun, Oonesnp  Bumiebpanma,  auchubOpuHOreHEeMus
(apubpunorenemusi, runopudpuHorenemus), nepuuut pakropa XIII.

. Bropuunsie: Bropuunas ButamuH-K 3aBHcHMMas KoarysiomaTusi Tpu
JUIATEIPHOM TMapeHTEPATbHOM TMUTAHUM W TOKENBIX 3a00JEBaHUSAX TICUYEHU C
XO0JIECTa30M, KOaryJIonaTvst py 3a00J1€BaHMX [IEYECHH.

2. TpombonuTonenuu:

. [lepBuuHbIe: MU30MMYHHAas TPOMOOILIUTOTICHHUS, TpaHCUMYyHHAsI
TpoMmOouuTONEeHus, CUHAPOM Burckorra- Onapuya.

. Bropuunsie: TPOMOOLIUTONEHUSI ~ MPU  CHHJIPOME  CUCTEMHOI'O

BOCIIAJIUTCJIBHOI'O OTBETA (I/IH(bCKIII/II/I, IHOK), JICKAapCTBCHHAA TpOM6OIII/ITOHCHI/ISI.

3. TpomOonuronaTuu:

° IlepBruHbIE: HACIIEICTBEHHBIE.

o BropuuHbIe: TPEMMYIIECTBEHHO JIEKAPCTBEHHBIE.

4. Couerannas runokoaryysauus v tTpomoouutonenus: JIBC- cunapom npu

MH(EKIMOHHBIX 3a00JIE€BaHUIX, TUIIOKCUH, allU]103€, OCTPOM T'€MOJIU3E, TPaBME, 03KOorax

U IpyTHE.

bonee HOI[pO6HO X049y OCTAHOBHUTBCA HAa TAKHUX HO3O0JOIMYCCKHX CAMHHUIAX

TPOMOOIIUTOTICHIH, TPOMOOIIUTONIATHH, TUCHPUOPUHOTCHEMHH.

3. TpomOoruToneHun

3 H. Bononun. Heonaronorus. HanmonansHoe pykoBoicTBO. M.: TQOTAP - Meaua, 2008-C.367



K TpomOormuToneHnu OTHOCAT COCTOSIHHE, TpU KOTOPOM  KOJHUYECTBO
TpoMOOIUTOB TIepudepraeckoit kpoBu coctaBiser MeHee 150x109/1. YV 1-5 % nerei
TPOMOOLMTONEHUS] PETUCTPUPYETCS NpH poxkaeHuu, Ho Toibko y 0,1-0,5 %
HOBOPOYICHHBIX OHA SBJISAETCS TSHKENIOM (KOIM4ecTBO TpoMOouToB Menee 50x109/m)*,

B HeoHaranbHOM TepHOJie HOpPMATHMBHBIE IOKa3aTelid TPOMOOIMTOB HE
OTIIMYAIOTCSA OT JACTEH IPYrMX BO3PACTHBIX TPYMI, XOTS HAa MOMEHT POXICHHUS Y
HOBOPOXKJICHHBIX BCTpPEYAETCS HU3KUK ypoBeHb TpomOoruToB 100 - 200x109/m,
KOTOPBIN CUMTAETCS HOPMOH, C MOCIEYIONIMM CHUKEHUEM Ha 4 - 5 1eHb ku3HU 70 50 -
100x109/n1 u ¢ BoccTaHOBIE€HHWEM YpOBHs TpoMOouuToB Ha 7-10 nens. HopmanbsHO
HU3KUH YPOBEHH TPOMOOITUTOB YACTO BCTPEUAETCS y HEAOHOIICHHBIX JIETEH, TaK KaK B
JAaHHOW TPYIIEe MAIMEHTOB HEPEIKO PETUCTPUPYIOTCS HETaTHBHBIC (aKTOPHI,
YXyALIAIOUIe co3peBanne TpoMOouToB. OTHAKO PUCK BOSHUKHOBEHHS KPOBOTEUCHUS
y KJIMHUYECKH CTAOMIIBHOTO HEOHOIIEHHOTO peOeHKa MUHUMAJIEH, €CIIU YHCIIO TPOM-
oouuToB mpesbiaer 50x109/1.

Knaccudukamus  TpomMOOUMTONIEHWA MO  TPUYMHAM  BO3HUKHOBEHUS
npejcTaBiieHa B Tabnuiie 1.

Tabmuua 1- Krnaccudukanus TpoOMOOIMTONEHHMH Y HOBOPOXKIEHHBIX —I10

npuanHaMm Bo3HUKHOBeHUs (Roberts, Murray, 2003)

Bpemsi BO3HUKHOBEHHUS HawnGoiee yacTpie MpUIUHBI Boinee penkue npuamHbl
TPOMOOIIMTOIICHUU
BryTpuytpobHbIii nepruoa 1. AlsionMMMyHHBIE 1. Tsoxensiii Rh-xkoHGIUKT.
TPOMOOLIUTONIEHHH. 2. BpoxeHHoe 3a001eBane
2. BuyTpuyTpoGHbie (cunapom Buckorra-
UH(EKIHHU (TOKCOIIa3MOo3, o
Tapuya)
KpacHyxa, [IMB).
3. XpomMocoMHBbIe 601€3HU
(Tpucomuu 18, 13, 21 unu
TPUIUIOUINN).
4. AyTOUMMYyHHbIE
TPOMOOLIUTOTICHUU
Pannee nposiBneHue [InanenTapHas 1. Bpoxxnennast uHpexus
(MeHee 72 4acoB) HEJIOCTATOYHOCTb (LIMB, Tokcoruiazmos,
(3BVYP, caxapHslii nuaber). KpacHyxa).
Actuxcrs 2. Tpom06o03 (Hanpumep,

4 TpombonmTorieHnn y HoBopokaeHHbIX Aeteil./ eitbak JI. H./IIpobaemsbl 310pOBbS 1 3KOJIOTHH-BBITYCK 1,
2017- C.20-25

5 TpomboruToneHnu HoBOpoXxaeHHbIX/3akupos U. U., Caduna A. WM./ BecTHUK cOBpeMEHHON KIMHUYECKON
MeauiuHel /Ne 6 , Tom 6, 2013 /C.102-107



AmiouMMyHHas
TPOMOOITUTOTICHHUSI.
AyToMMMyHHas

TpOM6OHHTOHeHHH

MOPTAIBHOMN WJIW MTOYEYHOMN
BCHBI).

3. BpoxxneHHbli 1eHKO3.

4. Cunnpom Kazabaxa-
Meppura.

5. Hapymenue obmena
BelIEeCTB (IIPONHUOHOBAs U
METHIMAJIOHOBAsI allUAEMUsI)

[To3nHee mposiBneHue
TPOMOOIIUTOTICHUT
(Oonee 72 4acoB)

1. Cerncuc HOBOPOXAEHHOTO
2.Hekpotuueckui

OHTCPOKOJIUT

1. Bpoxnennas nnpexus
(IIMB, Tokcomma3zmMo3s,
KpacHyXa).

2. AyTouMMyHHast
TPOMOOIIUTOTICHUSI.

3. Cungpom Kazabaxa-
Meppura.

4. Hapymienust oOmeHa
BeIEeCTB (ITPOMMOHOBAS U
METHIMAJIOHOBAS AIMJICMHS ).
5. Bpoxxnennoe 3aboneBanue
(TAR-cungpom,

anemusi GaHKOHN)

AJNTOPUTM AMArHOCTUYECKOTO MOKCKA B CIy4Yae BHISBICHUS TPOMOOIIMTONICHUH Y
HOBOPOX/JICHHOTO MPeyCMaTPUBAET:

1. AmnamMHecTHueckue JaHHblE. Y MaTe€pu - HaJIUYUE ayTOMMMYHHOMU
TpoMOOIIUTONIEHUH (MAMOTNATUYECKas TPOMOOIMTOIIEHUYECKAsT MypIypa, CHCTEMHas
KpacHasi BOJT4aHKa, ayTOMMMYHHbBIA TUPEOUUT U JP.), AHOMAJIUM TJIAlIeHThI (OTCIOMKa,
TpoM003), MPUMEHEHNE JIEKAPCTBEHHBIX NPEmapaToB. Y HOBOPOXKIECHHOTO peOCHKA -
BHYTPUYTPOOHAsI THUIIOKCHS IUIOJA, HEIOHOIIEHHOCTh, 3aJepKKa BHYTPUYTPOOHOIO
pa3BUTHSA, TNEPEHONIEHHOCTh H  T.J.); 3a00JIeBaHUS

HaJIN4ue OCHOBHOI'O

(BHYTpUYTpOOHasT  MH(EKIHs, UMMYHOAC(PUIIMTHOE  COCTOSHHME,  TUTaHTCKas
reMaHruomMa u T.1.).

2. Knunuueckue naHHble. ['emopparnyeckuii CHMHIPOM B MEpPBbIC JTHU >KU3HU
pebeHKa B BHUJE KOXHBIX TMPOSBICHUN (METEXHH, JKXMUMO3bI), KPOBOTOUYMBOCTHU
CIIM3UCTBIX 000JI0YEK. XapakTep M BBIPAXKEHHOCTh T'€MOPPArMYECKOro CHHApPOMA Y
HOBOPOXK/ICHHBIX TPU BHYTPUYTPOOHBIX MH(PEKIMAX 3aBUCHT HE TOJBKO OT
BO30yIUTENIS, HO M OT T€CTAaIlMOHHOTO BO3pacTa, B KOTOPOM ILJIOJI MOJIBEPrCs ACHCTBUIO

MH(EKIMOHHOTO areHTa. XapakTepHbIM Npu3HakoM cuHapoma Kazabaxa—Meppurra y
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HOBOPOJKJICHHBIX JI€T€W SBIISIETCS WCTHUHHAs MeneHa. lIpu cumHnpome Buckorra—
Onapuya NpUCOEANHSIIOTCS TOBTOPHBIE THOWHBIE MH(EKINH (THOMHBIE OTUTHI), FK3EMa,
CIUIEHOMETAJIHS.

3. Tpombouuronenusi. O HaAMYUKU TPOMOOLIMTONIEHUH CBUIETEIBCTBYET YHCIIO
TpoMOOIIMTOB B  mnepudepudeckod  kpoBu wmeHee 150x109/m,  yBenuueHue
MPOJIOJKUTEILHOCTH KPOBOTEUEHHUS, CHI)KEHHUE PETPaKLUUU KPOBSIHOTO CI'yCTKa MEHEe
60%, cHKeHue aare3wu, HapymieHue arperanuu kK AJ[D, TpomOWHY, KOjjareHy,
OTCYTCTBHME OTKJIOHEHUH B JJAOOPATOPHBIX TECTAX, XapaKTEPU3YIOIIUX KOAryJIILHOHHOE
3BEHO T'eMOCTa3a.

4. [lpyrue nabopaTOpHbIE MPOSBICHUS:

. HaJIM4Kue BBICOKMX TUTPOB crnenuduyeckux IgG, [gM u nonoxxurenbHon
JHK-nonumepasnoii uennoi peakuuu npu TORCH-undpexuusx;

. OoOHapy’>KeHHE aHTUTPOMOOIIMTAPHBIX aHTUTEN (MPU UMMYHHBIX (hopmax):
BBISIBJIEHUE MATEPUHCKUX aHTUTEI K TpoMOoIuTaM pedbeHka, 6osbiinoe konuuectBo 1gG
Ha MOBEPXHOCTU TPOMOOIIMTOB MaTepH (AyTOMMMYHHAsi TPOMOOIUTOIIEHNS); HAINIUE
aHTUTPOMOOILIMTAPHBIX AHTUTEN B CHIBOPOTKE KPOBM MAaTe€pu IpPU HOPMAIBHOM KO-
mnuectBe [gG Ha ee TpoMOOLMTAX, arrIOTHHALIMS TPOMOOLIMTOB peOEHKa CHIBOPOTKOM
KpOBU MaTepH (aJUIOUMYHHAs TPOMOOITUTOTICHHS ),

. mumdonenusi, cHwkeHnue ypoBHs IgM, mnoseimenue IgA u IgE,
HOPMAJIbHBIM WJIM TOBBIIIEHHBIN ypoBeHb Ig(G, HapyuieHue arperaiuud TPOMOOIMTOB
(npu cunapome Buckorra—Onapuya);

. cumkenue ypoBHeit V, VIII koarynsimonubsix ¢aktopoB U GpubpuHOreHa,
anemus (npu cunapome Kazabaxa—Meppurra).

Takum o0pa3zom, JuUarHocTHKa TPOMOOLMTONEHUH HOBOPOXKICHHBIX SIBIISETCS
BECbMA CIJIOKHBIM IIPOLIECCOM, TIPaMOTHOE IIPOBEIECHHE KOTOPOTO BO MHOIOM
NPENONpPENEIAET yCIeX TEPANEBTUYECKUX MEPONPHUITHI, MPOTHO3 U KAYECTBO KU3HU
NalMEHTa.

OCHOBHBIE HaNpPaBJIEHUS TEPATUU TPOMOOLIUTONIEHUU:



1. Ycrpanenue npudrHbl TPOMOOIIMTONEHUH (JIEUEHHUE OCHOBHOTO 3a00JIE€BaHMS,
MPEKpalICHUe BBEJCHUS MpEnapaToB MaTepW WM PEOCHKY, BBI3BABIIMX Pa3BUTHE
TPOMOOIUTONIEHUHN ).

2. KynupoBaHue TeMOpparndeckoro CUHApoMa (aMHHOKAIpPOHOBAs KHUCIIOTA,
JTUITMHOH).

3. MHcknrodyeHWEe BHYTPUMBIIICYHBIX WHBCKIUH W TMPOYMX MAHMITYJISIUH,
COTPOBOXKIAIOIIUXCS MMOBPEXKICHUEM IIETOCTHOCTUA KOYKHOTO TTOKPOBA.

4. Ha3znauenue mpu TPOMOOUMUTONEHUN WH(PEKIIMOHHOTO TeHe3a C IIEJIbI0
KOPPEKIIMU aHEMHUU M TPOMOOIIUTOTICHUU DPUTPOIIOITHHA, BIMSIONIETO HE TOJIBKO HA
SPUTPOUIHBIN, HO U TPOMOOIIUTAPHBIA POCTOK KPOBETBOPEHUSI.

5. B cimydae pa3BUTHS )KH3HEYTPOXKAIOIINX KPOBOTECUCHHH MMOKa3aHO IPUMCHCHHE
TPOMOOIIMTAPHOTO KOHIIEHTpaTa (Tabnuma 2). [lpu ero ucnonb30BaHUU HEOOXOIUM
THIATEJIbHBIA W B3BEIICHHBIM MMOAXOJ, TMOCKOJIbKY TIPH HMMMYHHBIX (opMax
nepeTuBaHue TPOMOOKOHIIEHTpaTa MPOTUBOMOKa3aHO (BO3MOXKHO yxyamieHue). [locie
TpaHchy3ud HEOOXOIUM KOHTPOJIb YPOBHS TPOoMOOUUTOB. KilMHMYECKHM KpuTepuem
sbdextuBHOCTH  TpaHchy3wil ~ TPOMOOKOHIIEHTpaTa  CIYXXHT  KY[HUPOBaHUE
reMOPPAarnuecKoro CHHAPOMA, YBEIHMUYEHHE KOJIUYECTBA TPOMOOIUMTOB Yy OOJIBHOTO
yepe3 | wac mocne TpaHcysmm He MeHee yem Ha 50-60x 109/m m ynepkanue
pesyJibTata uepes 24 Jaca.

Tabnuua 2 — [loka3aHus AJid nepenrBaHus TPOMOOIIUTAPHON MACChI Y

HoBopoxxeHHbIX. (M. U. 3akupos, A. 1. Caduna, 2013 1.)

KonuuecTBo TpOMOOLIUTOB B KPOBH TepamneBTuyeckas TaKTHKA

Yy HOBOPOKICHHOTO pedbeHka (x109/1)

Memnee 30 [TepenuBaTh TPOMOOIIMTAPHYIO MacCy
3049 [TepenuBaTh, eciu €CTb reMOpparu4ecKue

IIPOSIBIICHUS Y JACTEH:

1. Poxxaennsix ¢ OHMT (< 1000 1) 1 B
BO3pacre < 7 IHEW.

2. Kimnandeckn HecTaOMIbHBIX 10 AJ.
3. B anamHe3e uMenu KpoBOTEUEHM S
(manpumep — BXKK, nerounoe
KpOBOTEUYEHHE).

4. Hanuuue coyeTaHus KOaryJonaTuu u

TPOMOOIMTOTICHUH.
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5. Ilpn HEOOXOMMOCTH XHPYPTUIECKOTO
BMEIIATENIbCTBA WU
0OMEHHOT0 NEePEJIMBAHUS KPOBU

50-99 IlepenuBaTh Ipyu KPOBOTEUEHUH

bosiee 99 He nepenuBath

Oco0eHHOCTH BeJIeHUSI UMMYHHBIX (DOPM TPOMOOIIMTOIIEHUU:

* Kopmnenue pgereit ¢ MMMyHHbIMH (opMamMu TPOMOOLMTONEHUU (U30- H
TPAHCUMMYHHOI) 3aMEHUTEISIMA TPYJHOrO0 MOJIOKa B TeueHue 1-2 Hegensb. B
JaJIbHEHIIIeM MPUKIIAIbIBAHUE K TPYAH C KOHTPOJIEM TPOMOOITUTOB.

HNmmynornoOynun:  «Gamma-Venin»  (I'epmanus), «Sandoglobuliny
(IIsetimapusi), Veinoglobuline» (®panmnus), «Gammonativy (IlBerus),«Polyglobiny
(CIIA) B/B xamenpHo 0,4 T1/Kr/CyTKM B TedeHHE 2—5 JHEH C I1EJIbI0 YTHETEHUS
oOpa3oBaHus AaHTUTEN, OJJOKUPOBAHUS AKTUBHOCTHU (PArOLUTUPYIOIIUX MAaKpO(aros.

* TopMmoHOTEpanmusi TpPU BBHIPAKEHHOM TIE€MOPPArdH4ecKOM CHHIPOME C
kpoBoTeueHusimu. Jloza - 1,5 - 2 Mr/kr B cyTku, He Ooiyiee 2 Heaelb (OMacHOCTh
YTHETeHHs TPOMOOII033a).

 [Ipu BeIpaxkenHoit tpomOouuronenun (menee 30 x 109/m), oOyciioBIeHHOM
W30MMMYHHU3AIME, MOKa3aHO NEPEIMBAHUE COBMECTHUMBIX AHTUI€H-HETaTUBHBIX
TpoMOOIMTOB B KOonmuectBe 10 MII/Kr (MCHONB3YIOT OTMBITHIE MAaTEPUHCKHUE
TpoMOOIIMThEI). B KkadecTBe anbTEPHATUBHOIO BHIOOpPA BO3MOXKHO TMEpEIMBAHUE
OTMBITBIX TpoMOOUUTOB 0e3 TpoMOomuTapHbix aHTHreHoB HPA-la oT HeratuBHOrO
JIOHOpa C UHJIUBUAYATbHBIM MOJ00POM 10 aHTUT€H-COBMECTUMOCTH.

OcoOeHHOCTBIO  HAOMIOJIEHHWs 32 JACTbMH C  UMMYHHBIMH  (dopMaMu
TPOMOOITUTOTICHNH B aMOyJIaTOPHBIX YCJIOBHUSX TIIOCJIE BBIMCKM W3 CTallMOHApa
ABIIIETCS OTCPOYKA MPOYUIAKTHUECKUX TPUBUBOK HA (POHE TUIIOCEHCUOUTU3UPYIOIIEH
Tepanuu Ha 6—12 mecaues. [IpoTnBonoka3aHbl )KUBbIE BUPYCHBIE BAKIIUHBI .

Takum oOpazomM, HecMOTps Ha TO, UTO KIMHUYECKHE MPOSBICHUS
TPOMOOIMTONEHUH B HEOHATAIBLHOM IEPUOJIE OJHOTHUITHBI, IPUYUHBI €€ Pa3HOOOPa3HBI.
(tabnunia 3). VX BBIACHEHHE HEOOXOIMMO IS OOecrHedeHUs] aJeKBATHOTO JICUCHUS.

Koppekiuss  remMopparudeckux U TPOMOOIIMTONIEHUYECKUX  PAaCCTPOMCTB Y
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HOBOPOKACHHBIX JOJIDKHA OBITH HHI[HBHI[y&HBHOﬁ B 3aBHCUMOCTH OT BCAYULICTO

KIMHHUYCCKOIo CHHAPOMA U IIPOBCACHHOI'O Ha60paT0pHor0 O6CJ'ICI[OB3HI/IH.

Tabauia 3 — TpOMOOLUTOIEHUUECKHE COCTOSHHS Y HOBOPOXKIEHHBIX

3aboneBanus

DTHOJIOTHS U ITATOreHES

[TpusHaku

N3oumyHHas TpOMOOIIMTOTICHUS

W3onmMyHHBIN KOH(IMKT HA OCHOBE
HECOBMECTUMOCTH TPOMOOIIMTOB
IUI0J1a ¥ MaTepu

TpomOonuTONIEHNUS, Y ATUHEHIE
BPEMEHH KPOBOTEUCHUS, HAJTIUNE
y MaTepu U30UMyHHBIX AT K
TPOMOOLIMTAM ILI0JA

TpaHcuMyHHast TPOMOOIIMTOTICHUS

TpanciulaneHTapHblil IEPEXOL
MarepuHckux IgG k
ayTOTPOMOOIIMTaM TIPH
HUOTIATUYECKOM
TPOMOOLIUTONICHHYECKOH MypIype
W 00JIe3HU DBaHCa, CHCTEMHOM
KpacHOM BOJIYAHKHU Y MaTepu

COOTBETCTBYIOIINI aHAMHE3,
TPOMOOIIUTOTICHHS, YJTHHEHUE
BpPEMEHH KPOBOTCUCHUS, HATNYNE
ayTOAHTUTEN K TPOMOOITUTAM
MaTepu

I'erepoumyHHas ranTeHOBas
TPOMOOIIUTOTICHUS

O6pazoBanue AT k TpomOoIHTaM,
Harpy>XCHHBIM TalTeHAMU
BUPYCHOT'O WJIY JIEKAPCTBEHHOTO

CBsI3b C IPUEMOM JIEKapPCTB WU
OCTpOH PeCUPAaTOPHON BUPYCHOM
uH(EeKIuei u Ipyrumu

MIPOUCXOXKICHHS WHQEKIMOHHBIMU 3200JICBaHUSIMH,
BBISIBJICHHE TTOBBIIIEHHOTO
kommmyectBa [gG Ha TpoMOoIIMTaX
pebeHka.
TAR-cunnpom (Trombocytopenia | BposkneHHBIiH TpomboruTonenus, OTCyTCTBHE

et Atresia Radialis)

THUIIOMETaKapHUOLIUTO3 HITN
aMeTakapHOLUTO3 B COUYETAHUH C
aTpe3Ue JIy4eBbIX KOCTEH

WJIH HU3KOE COZIepIKaHne
MEraKkapuolrTOB B MUEIOTpaMMe,
HapyIlIeHUE OTUTHYPOBKH
TPOMOOIIUTOB. ATpE3Us JTy4EeBbBIX
Kocteil, npyrue BITP.

Cunnpom Kazabaxa- Mepput

BpoxxneHnnast maccuBHas
reMaHTHOMa, IPUBOISIIAS K
TPOMOOLIUTONICHUH BCIIEICTBHE
CEKBECTpaIliH U JIN3HCa
TPOMOOILIMTOB

TpoMOomMTOIIEHNUS, Y ITTMHEHIE
BPEMEHU KPOBOTCUCHUS, HATUYUE
TATAaHTCKOM TEMAaHTHOMBI

Cunppom Buckorra-Ongpuua

HacnenctBeHHbIH
MMMYHOAE(DUIINT, BKITFOYAIOTIIHIA
TpHALy «3K3eMa,
TPOMOOIIMTONIEHUYECKas ypIypa,
peluAUBUPYIOIINE OaKTepUATTbHBIC
MHOEKIIHN

TpoMOouuTONeHus], HU3KUI TUTP
M30T€MarTIlOTHHHHOB, Majble
pasMepsl TPOMOOITUTOB,
pelUAUBUAPYIOIINE HHPEKIH

AHoMannsa XerrinHa

Hacnencreennas
TpOM60]_[I/ITOHCHI/ISI, BbI3BAaHHAs1
MOBBIIICHHBIM JIN3UCOM aHOMAJIBHO
00X TPOMOOIITOB

TpoMOoIUTONIEHNSI, YKOPOUCHHE
MPOIOJKUTEIHFHOCTH KU3HU
Ype3MepHO KPYIHBIX TPOMOOIIUTOB

Tpomborronenus norpedaeHus
npy nHQEKIusIX

[pu TsKETBIX BUPYCHBIX U
OakTepuanbHBIX HHPEKIHUAX Ha
BBICOTE MHTOKCHKAIIUH

Tpomboruronenus, yyIMHEHUE
BPEMEHU KPOBOTEUEHUS, HAJTHUUE
JPYTUX CUMITOMOB HH(EKIUHU

TpomOommTOonIaTHN

Hacnencreennsie.
JlekapcTBeHHBIE TPH HA3HAYCHUU
psina npemnaparos (penodbapoOuTa,
KapOSHUTIWILTNH, aMIHO(DHIIITHH,
e aIoCIOpUHBI, MEHAIMOHA)

HopwmasbHoe WM MOoBBIIEHHOE
YKCIIO TPOMOOIUTOB, HAPYIICHUE
ajire3uy U arperamuu
TpOMOOITUTOB. Y [UTHHCHHE
BPEMCHU KPOBOTCYCHUA

4. TpomOouuTtonaTuu

6 H. Bononun. Heonaronorus. HanmonansHoe pykoBoacTBO. M.: [DOTAP - Menua, 2008-C.367
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[To wactoTe TpomOouuTOonaTuu MNpeodIAAAIOT HAA TPOMOOIUTONEHUYECKUMU
COCTOSIHUAMH. B OCHOBEe TpOMOOUIMTONMATUN JIeKAT KAYECTBEHHBIE HAPYIICHUS
TPOMOOIIMTOB 32 CUET UX (PYHKIMOHAIBHOW HEMOJHOLEHHOCTH. [Ipu HaclieqcTBEH HbIX
(dbopmax - 3TO BpOKJAEHHBIN 1e(eKT, Npu NPUOOPETEHHBIX - PYHKIMOHAIbHbIE CBOMCTBA
KPOBSIHBIX IJTACTUHOK CTPA/IalOT BCJIEICTBUE OCHOBHOTO 3a00JIEBAHMS.

Knaccugukanus tpoMbornuronaruii.’

HacnencrBennsie hoOpMBbI:

1. ®opmbl ¢ HapylleHHEM arperaivoHHON  (QYHKIIMM  TPOMOOIIUTOB
(me3arperanrionHbie) — TpoMmbacTeHus: [ maniMana, scceHmanpaas arpomoust I Tuna,
aHomanus Mesi-XerriimHa u ap.

2. ®opMbl C HaApYIICHHEM pPEaKIMu BBICBOOOXKICHUS (aCHUPUHOIIOAO0OHBIN
CUHJPOM, 3CCeHIMaNIbHAsI aTpomOus 11 Tuna).

3. Bone3nu HemocTaTOYHOTO MyJia Xpanenus (cunapom Xepxkmanckoro-Ilymiaka,
npu cu"apome Yeaunaka-Xuracu).

4. ®opMbI ¢ HapyIICHUEM aAre3u TPOMOOIUTOB (TpoMOoaucTpodus bepuapa-
Cynbe) u HapyIlIeHHEeM TIJIa3MEHHOTO 3BeHa reMocTasa (6os1e3up Bumnebpanaa).

5. CrioxHble aHOMaJIUU U AUCHYHKLIHUHA TPOMOOLUTOB, COUETAIOIINECS C APYTUMHU
TeHeTHYEeCKUMU JAedekTamu: CUHApPOM Buckorra-Onapuya, TIHMKOTEHO3BI, CHHAPOM
Onepca-Jlanno, Mapdana, nmpu BIIC u ap.

[IpuoOpeTeHHble GopMbI BCTpeuyaroTcss Npu remoodisacroszax, Bl2-nedunmrHoi
anemuu, [IBC-cunapome, nmpposax, OINyXOJsX, MapazuTapHbIX OO0JIE3HSX TMEYEeHH,
oyarax XpoOHUYeCKOll HMH(]EeKIuu, npuemMe JieKapcTB, ypemuu, aeuiure sutamuHa C,
TOPMOHAJIBHBIX ~HAPYIICHUSX, JIy4eBOM OOJE€3HH, MAaCCHUBHOW TeMOTpaHCc(y3uH,
TpoMO03ax U TUTAHTCKUX aHTHOMAaX.

Jlnarnoctuka

AHaMHe3: HaJIMYKE MOBBIIIEHHOW KPOBOTOYMBOCTU Y POJACTBEHHUKOB M KOXKHBIM

reMopparuyeckuii CcUHApoM (MeTeXHH, 5SKXUMO3bl) C paHHEro Bo3pacTa IpH

7 TpomoOornuronaruu y aereil./Oxeros A. M./IIpakTuueckas meauiuHa /Ne24-2007/C18-19.
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HAcJleACTBEHHBIX  (opmax  (Kak  OpaBWIO,  ayTOCOMHO-JIOMUHAHTHBIA  TUI
HaCJICIOBaHMUS).

Knunnueckas kaptuHa. TsoKecTh KIMHUYECKHX TMPOSBICHUN BapualOeiabHa U
3aBUCUT OT BHJIAa, CTENEHM HapyLEeHUs QYHKUUU TPOMOOLMUTOB (MOJHOE WIH
napiuaibHOE); MOXKET MEHATHCS OT OJHOTO 3IMH30/l1a KPOBOTEUEHUS K JIPYyromy.
[lepBble KIMHUYECKHE MPOSBICHUS Yallle OTMEYAIOTCS B PAHHEM WM JOLIKOJIHLHOM
BozpacTte. C BO3pacTOM MHTEHCHUBHOCTb KPOBOTE€YEHUH MOMKET YMEHBIIUTHCS.
Manpuuku U 1€BOYKH OOJICIOT C OJJUHAKOBOM 4aCTOTOM.

XapakTepeH TeMOpparuyeckKuii CHHIPOM [0 MHUKPOUUPKYJIATOPHOMY THITY.
KoxHble remMopparuud B BHJE NETEXUM M 3KXMMO30B, KPOBOTEUEHHUS U3 CIU3HUCTHIX
000JIOYEK: HOCOBBIE, JIECHEBbIE, MATOYHBIE, IIOYEYHbIE, >KEIYI0YHO-KHUILIECYHBIC;
MOCJICONIEPALIMOHHBIE KPOBOTEUEHHUS; PEIKO - KPOBOM3JIUSHUS B TOJIOBHOHM MO3T.
DHaoTenragbHble MPOObI MOJIOKHUTEIbHbIE.

JlabGopaTopHasi TMarHOCTUKA:

1) HOpMabHOE WM CyOHOPMaJIbHOE KOJIMYECTBO TPOMOOIUTOB (B HEKOTOPBIX
ClIly4asix yMEpPEHHOE MOBBIIICHUE WA CHUKeHUEe TpoMOoruToB 110 100 x 109/m);

2) HapyuieHa MOpP(QOJIOTHsSl KPOBSIHBIX IUIACTUHOK (aHU30-, MOMKHJIOUTO3 M
BAKYyOJIM3aIUs);

3) BpeMs KpoBoTeueHHUs M0 J[10Ke YUIMHEHO WU B HOPME;

4) peTpakuusi KpPOBSHOI'O CI'yCTKa OTCYTCTBYET, CHU’KEHA U B HOPME;

5) cHmwKeHa arperanus TPOMOOIMTOB C pa3iuyHbiMH arperantamu: AJI® B
MaJbIX ¥ OOJBIIMX J03aX, aJpEHANIMH, KOJJIareH, TPOMOUH, pUCTOLIETHH;

6) HapylleHa aJAre3uBHas CIOCOOHOCTh KPOBSIHBIX IIACTUHOK MPU KOHTAKTE CO
CTEKJIOM WJIA KOJUIAr€HOM;

7) CHUXEHAa AaKTUBHOCTh JIETUAPOTeHa3 (CyKIMHATIAErHAporeHasa u anbda-
rimtepo-pocdaraeruaporeHasa) B TPOMOOITUTAX.

C uensto auddepeHranbHON AUATHOCTUKUA C KOAryJONMaTHsIMU HCCIEAYIOT
remokoarynorpammy (AYTB, I1TB, TB), npu He00X0AUMOCTH - (PAKTOPBI CBEPTHIBAHUS

kposu (VIII, IX).
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Jns  nonaTBepxkIeHUST MEMOpaHHOro Jaedekra TPOMOOLMTOB  OMPEAEIISIOT
rikonporenbl (GP) ¢ momMolibio MOHOKIIOHAJIBHBIX aHTUTEI (B CIIEUATM3UPOBAHHBIX
naboparopusx).® B wyactHOCTM, mnpHM TpomObacTeHuu [naHIMaHa HaOIIOJAETCS
KOJIMYECTBEHHBIN W KauecTBeHHbIM nedekt komiuiekca GPIIb/IIla TtpomOouutapHoi
MeMOpaHbl, B pe3yJbTaTe HapYLIAETCsl CBSI3bIBAHUE TPOMOOIUTOB C (PMOPUHOTEHOM H,
COOTBETCTBEHHO, HE TPOUCXOJIUT arperanus TPOMOOIIUTOB. DIEKTPOHHAST MUKPOCKOTIHS
MO3BOJISIET BBISIBUTH JE(UIIAT TPAHYJ B KPOBSHBIX MJIACTUHKAX.

[Tpu TpomOacTenuu ['maniMana (ayToOCOMHO-PEIIECCUBHBIN TUI HACJIEIOBAHUA) U
atpoMObun | Tuma (ayTOCOMHO-JOMHMHAHTHOE HACJIEIOBAaHHUE) OTMEYAETCS PE3KOe
camkenune arperanuu ¢ AJ[®, agpeHanTnHOM, KOJUTAreHOM W TPOMOWHOM, HO TIPH ATOM
peTpakiusl KPOBSHOTO CTyCTKAa CHUXKEHA WJIM OTCYTCTBYET MpPH TPOMOACTEHHUHU, a MpHU
aTpoMOuu - B HOPME.

[Ipn HacieACTBEHHOW TeMopparuyeckod TpomboaucTpodun (MakpouuTapHas
Tpomboauctpodusi bepuapa-Cyibe) — ayTOCOMHO-PEIIECCUBHBIN THIT HACJICIOBAHUS -
94acTO yMepeHHasi TPOMOOIUTONIEHUS, MPE0OIaaal0T TUTAHTCKHUE (OPMBI TPOMOOITUTOB,
PE3KO CHUYKEHA aJIre3usi K CTEKIIY U KOJJIareHy, HapylleHa arperanus ¢ puCTOLETUHOM.

[Ipu Oone3nu BumieOpanga (ayTOCOMHO-JOMUHAHTHBIM THUI HAaCIEAOBAHUSA)
TpoMOoLMTONaTUsl (CHUKEHA aAre3us K CTEKIy U KOJUIareHy, HapylleHa arperauus c
PUCTOIIETUHOM) HOCUT BTOPWUYHBIN XapakTep, a NEPBUYHBIM SBISETCS Ie(EKT B
KOAaryJsiLMOHHOM 3BEHE TIeMocTa3a (CHMKeHa akTUBHOCTh (aktopa VIII, ypoBeHb
u/unum  akTUBHOCTH (aktopa BumieOpanga). Tunm KpOBOTOYMBOCTH CMEIIAHHBIN
(reMaTOMHO-MUKPOIUPKYJISTOPHBIN).

[IporHo3 st KU3HM TPU OTCYTCTBUM BHYTPUUYEPEIHBIX KPOBOUBIHUSIHUN

-ONaronpusI THBIM.

8 TpombouuTonatnn./Jémunna U. A., Kymcosa M. A.// POCCUNCKUIA XXyPHa AETCKOM reMaToNornm n oHKosiormm/Ne 1-
2015- C 54-60.
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5. ducubpuHoreHeMuu

Cpenn HapylieHUH KOHEYHOTO dTama CBEPThIBAHUS HauOOJIee YacThIMU U
KJIIMHAYECKU 3HAYMMBIMU SIBJISIFOTCSI BECbMa Pa3HOOOpa3Hble U MHOTOYHMCIICHHbBIE
CTPYKTYpHBbIE U (PyHKLIMOHAIbHbIE AHOMAJIMU (pOpUHOTEHA.

[Ton TepmunoM “mucuOpuHOreHeMus”, B HACTOSAIIECE BpeMs, ITOHHUMAIOT
rpyIniy 3a00JIeBaHUI ¢ HapyIIEHHUEM reMocTas3a, 00YCIOBICHHBIX aHOMATUSIMU B
CTPYKTYpE MOJIEKYJIbl (PUOPUHOI€HA HACJIEICTBEHHOIO WM HPUOOPETEHHOTO
reHesa.

['uno- u adpubOpuHorenemus (mojiHoe OTCYTCTBUE (UOPUHOTEHA B KPOBH)
OBIBAIOT BPOKJICHHBIMU U TTPUOOPETECHHBIMU.

B ocHoBHOM KinuHUKa AUCHUOPUHOTEHEMHH MPOTEKAET C JIBYMs BUIAMU
HapYIICHU: JTUOO C TEMOPPArHYECKUM, JTHOO C TPOMOOTHYECKUM KOMIIOHEHTOM.

Onnako, YTO OBIBACT B HCKIIOUMTENBbHBIX, HauOosiee MPOOJIEMHBIX U
CJIIOXHBIX JJI JMArHOCTUKHU CIIy4yasX, BO3MOXXEH COYETAHHBIA KOMIIOHEHT —
TpOMOOreMopparuueckuii CHHIPOM.

['emopparuueckue nposiBieHUss OOBIYHO YMEPEHHbIC, HEPEAKO CXOJIHBIE C
MPOSIBICHUSIMA ~ TPOMOOLUTAPHOU  AUCHYHKIUU, BBIPAJKAIOTCS  HAJTMYUEM
NEeTeXUd M SKXHMO30B Ha KOXE€ TYJOBHIIA M KOHEYHOCTEW, CIOHTAHHO
MOBBIIIEHHOW KPOBOTOUYHUBOCTBIO MPH TPABMAX, ONEPATUBHBIX BMEIIATEIHCTBAX.

HeBbIpa3uTenbHOCTh  KIMHUYECKOM  KapTUHBI ~ OOBIYHO  3aTPYJHSET
MPABWIBHYIO U CBOEBPEMEHHYIO TUArHOCTUKY JAHHOTO 3a00JICBAHMUS.

3ano103pUTh 3Ty MATOJIOTUIO NO3BOJISIIOT:

o HaJIMYUe HESIPKUX TEMOPPAruueCcKuX MPOsIBICHUM;

° HAKOIUICHUE TOJO0HBIX COCTOSIHHM B POJOCIOBHOW C JOMUHAHTHBIM
TUTIOM HacJI€OBaHUS;

o HaJIMYKE CIy4aeB TUIOXOT0 3aKUBIICHUSI PaH U UX pyOIleBaHMUS;

o XapaKTepHbIA TUI HAPYIICHUS CBEPTHIBAIOLICH CHCTEMBI KPOBU MPHU

€€ UCCIICAOBAaHNU.
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Juarnoctuka. B oTimnune OoT MHOXECTBa APYrux 3a00JI€BaHHi, TMArHO3
auchuOpUHOTeHEMHH, TIPEKIE BCero J1abopaTopHblil. KonmruecTBo TpoMOOLIUTOB
BCErJa HOPMAaJbHOE, HO 3a4acTyl0 OTMEYAIOTCS MPU3HAKUA THMIOArperanuu mnpu
JNCHUCTBUM HEKOTOPBhIX (PU3MOJOTMYECKMX HHAYKTOpoB. Bo Bcex Tecrax,
OCHOBaHHBIX Ha CBEPThIBAHUU (PUOPHUHOTEHA AyTOTPOMOMHOM, OyAyT OTKIOHEHUS
B CTOPOHY T'MIIOKOATYJISLIMH.

CoBpeMeHHbIE METO/Ibl JUAarHOCTHUKU OCHOBAHBI HA AJIEKTPOPOPETUUECKOU
JETEKIIUH MOJIEKYJIbl (PMOpPUHOrE€Ha B Telie MOJUaKpuiIaMuia, BCIEACTBUE YEro
yAaeTcsi OOHApYyX UTh CTPYKTYpHbIE M OMOXMMHUYECKHE aHOMAJIUU MOJIEKYJbl U
UICHTU(DUIMPOBATE OIPEIEICHHBIN TUII IIATOJIOTUH. °

Knunnueckne npusHaku:

l. MuKpOUMpKyIATOPHBIN 158105 METEXUATbHO-TISITHUCTHIN TUIL
KPOBOTOUYHBOCTH.

2. XpOHUYECKUE UIIEMUYECKU- TPOMOOTUYECKHUE SMU3O0/IbI.

3. YnopHsle remopparui, HECMOTPS Ha IPOBOJMMYIO TEPAIIUIO.

4. OTATOILEHHBIN CEMENHBIN aHAMHES.

JlabopaTopHble KpUTEpUU

1. HopmaneHasa koHueHTpauus ¢puoOpuHoreHa B razme (2,0-3,9 r/n mo D.
Clauss), runodpudpunorenemus (menee 1,9 /).

2.YacTto - rumoarperaiusi TPOMOOLMTOB Ha (PUOPHUHOTEH, KOJUJIAreH,
PUCTOLIETHH.

3. Hopmokoarynsuus no tecty AUTB, konuentpaunu POMK, aktuBHOCTH
AHTUKOATYJITHTOB.

4. Y niMHeHrne KOHEYHOTO 3Tala CBEpThIBaHMs: posoHruposanue TB, ITTB

- BEIyIIUM IPU3HAK TP CKPUHHUHT — THArHOCTHUKE.

9 HacnenctBeHHbIEe TMCUOPUHOTEHEMHN: COBPEMEHHOE COCTOSIHUE MPOOJIEeMbl KIIMHUKO-1a00paTOPHOI
MMAaTHOCTHKH W HarpaBieHHoW Tepanun./ AHTOHOB A. P., Uynposa A. B.// 'emaTonorus u
tparcdyznomorus///2005.-N 5.-C.35-40
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7. Yruerenue Xlla-3aBucumoro ¢pudpuHOIN3a MO JIU3UCY IYTIIO0YINHOBOTO
CTyCTKa.

8. Hedbunut pudpunonentuaoB A u pparmentor nporpomdbuna (FP1, FP2).

MoJteKyIIpHO — FT€HETUYECKIE MapKEPHI:

1. CrpykrypHble aHoManuu (QUOpUHOreHa TMPHU 3IEKTPOPOPETUUECKOM
CKaHUPOBAHUM M U30()OKYCCUPOBAHUM, SMHCCHOHHON (DOTOMETPUH.

2. OrcyTrcTBUE W/WIM aHOMaIMS (PYHKIMOHAIBHBIX CAWTOB, AHUCOAIaHC
AMUHOKHUCJIOT TpPH CEKBUHUpPOBaHMM M amiuiudukaruu Mmarepunckord JIHK -
OKOHYATEJIbHAsI MOJIEKYJISIPHO — T€HEeTHYeCcKas BepuuKaiusi.

3. PentrenoBckas kpucramiorpadus gudpunorena u ¢pudpuna (“Knob-hole
interactions”), ()yHKIIMOHAIbHAS HEMOJHOIIEHHOCTh JOMEHOB CBSI3bIBAHUSI.

Jleuenne aucHUOPUHOTEHEMUH, Kak W THUno- aduOpuHOreHEMUH,
MPaKTUYECKH OJIHOTHUIIHO. B ciydasx OTCYTCTBUS KIMHHYECKHX TPOSBICHUN
OOJBHBIC B TEPATICBTUICCKUX MEPOTPUITHIX HE HYKIAFOTCH.

[Ipu  Tsoxemoit  mucHUOPUHOTEHEMHUHM  C  PAa3BUTHEM  OOWIIBHOU
KPOBOTOUYMBOCTH, OTIEPATUBHBIM BMEIIATEIILCTBOM CPEJCTBOM BBHIOOpa SIBISIETCS
TpaHC(y3usi HATUBHOM WJIM CBEXKE3aMOPOKEHHOM M1a3Mbl (25Mr/KT).

[Ipu couetanun AUCHUOPUHOTEHEMHH C PA3JIUYHBIMA BapUaHTAMH
TPpOMOOILIMTONIATUN  OMpaBJaHO MPUMEHEHHE AaKTUBAaTOPOB  OOpa3oBaHUS
TpoMOOIUTaCTUHA, dTaM3ujaT, TUIMHOH (10-15 Mr/KT netsm).

Jleuenune TpoMOOTHUECKUX AUCHUOpUHOreHEMUl 0ojiee MpoOJIeMaTUYHO.

B oammx choydasx HeoOxommma — OoTpabOTKa  WHIWBUIYATBHOM  CXEMBI
AHTUKOATYJITHTHOW, AaHTHArperaHTHOM W aHTUTPOMOOTHYECKOW Tepamuu. B
TSOKETBIX CIydasX -  NPUMEHCHHE TPSAMBIX aHTHKOAryJIsSHTOB (TemapuHa,
HU3KOMOJICKYJIIPHBIX TEMaPUHOB), C MOCIEAYIOIINM JJIUTEILHBIM IPUMEHEHUEM
MPOPMIAKTUYECKUX 03 HEMPSIMBIX aHTUKOATYJISTHTOB (peHmwtnH, BapdapuH), a

TaKXKeE aHTI/ITpOM6OTI/I‘I€CKHX arcHTOB.
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Takum 00pasom, B HacTofllee BpeMs PACKPbITBI MHOIME CTOPOHBI
MOJIEKYJISIPHOM T€HETUKH, OMOXUMHH, MATOreHe3a U KIMHUYECKUX 0COOEHHOCTEH
TeueHus1 Tuc(pruOpUHOTEHEMUM, BKIIIOYAs PETyJISTOPHBIE MEXaHU3MbI OMOCUHTE3A
¢ubpuHorena. OcTtaeTcs NMOKa HE 10 KOHUA HM3YYEHHBbIM KaTaboiau3M Oelka,
3HAYEHHWE  paA3JEIbHOIO  CHHTE3a  OTIEIBHBIX  MMOJUIENTUAHBIX  LEnen
¢ubpuHOreHa B  pa3nuyHbIX TKaHAX. CuHTE3upyemble B  pa3IU4HbIX
JabopaTopusiX Mpenaparbl (PU3NOIOTHYECKH MOJHOLEHHOTO PEKOMOWHAHTHOIO
(uOpUHOreHa OTKPBIBAIOT NMEPCHEKTHBBI MPUMEHEHHS TOMOIE€HHOIro Oenka 0e3
IpUMecel BUPYCOB B KIWHHUYECKON MPAKTUKE, YTO MO3BOJIUT YCTPaHUTh
KJIIMHAYECKUE TPOSABICHUS 3a00JIeBaHus, ITyTEM HAIMPaBJICHHOTO BO3JICUCTBUS Ha
(byHKIIMOHANIbHBIE CAalThI MOJIEKYJIbl (PMOPUHOT€HA, BOCCTAHABIUBAs, TEM CaMbIM,

€€ HOPMAJIbHYIO0 OMOXMMHUYECKYIO U (DYHKITMOHAIbHYIO aKTUBHOCTb.
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3aKkiroueHue

[TonBoass WTOTr BBIIEU3JI0KEHHOTO, CJEAyeT CKa3aTh, YTO JaHHBIE O
COCTOSIHUM CHCTEMBI TE€MOCTa3a B paHHUW HEOHATAIBHBIM TEPUOJa BeEChbMa
MPOTUBOPEYMBBl U MAaJOUYUCICHHB. B TO e BpeMs T'eMOCTa3HMOJIOTHYECKUE
HapyIIeHUs BHOCST CYIIECTBEHHBIN BKJIaJ B ()OPMHUPOBAHHE 370pOBhS peOCHKA.
Bce 310 ompepenseT akTyalbHOCTh T€MOCTAa3MOJOTHYECKUX HCCICIOBAaHUN Y
HOBOPOXJIEHHBIX. K OCHOBHBIM NEPCHEKTUBHBIM HAMNPABICHUSIM HW3YUYCHHUS
(YHKIIMOHUPOBAHMSI CUCTEMBI T€MOCTa3a B ATOT MEPUO]T OTHOCSTCS ONPEICTICHHE
BO3PACTHBIX 3HAUYCHHWM M BBIJICJICHUE CIIEKTPa JTJA0OPATOPHBIX WMCCICIOBAHUMN IS
OIICHKM COCTOSIHHUS CHCTEMBl T'€MOCTa3a HOBOPOXKJICHHOTO, YCTAaHOBJICHHE
(haKTOpPOB pHCKa CO CTOPOHBI MAaTEPH M HOBOPOXKJICHHOTO, OOYCIOBIMBAIOIIUX
HaJU4ue  TEMOPPAarudyecKoro W TPOMOOTHYECKOTO  CHHJAPOMOB,  JUIS
dbopMUpOBaHHMS  MPOTHOCTHMYECKUX  KPUTEPUEB U MNPODUIAKTHUUYECKUX

MCpOHpI/ISITI/Iﬁ ITPOTHUB HAPYHICHHA CUCTEMBI IeMOCTa3a Y HOBOPOXKACHHBIX.
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	2. Классификация патологий системы гемостаза:
	К тромбоцитопении относят состояние, при котором количество тромбоцитов периферической крови составляет менее 150×109/л. У 1–5 % детей тромбоцитопения регистрируется при рождении, но только у 0,1–0,5 % новорожденных она является тяжелой (количество тромбоцитов менее 50×109/л).

