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Henbio paboThl ABMIOCH ONPEAENEHNE STATHOCTA PAHHEN JUATHOCTUKYA TEMOPUINY ¥ HAPYIIEHUH IeMOCTa3a y HOBO-
POXIEHHBIX. BBIAB/IAIN KTMHUYECKHE TIPOSABICHUA TEMO(MIMY 1 OLIEHUBATN COCTOSHUE COCYAUCTO-TPOMOOLUTAPHOTO
TEMOCTA34 Y HOBOPOK/ICHHBIX, O0JIbHBIX TeMO(MIMENL. [I 3TOTO ONPEAEIAIN AKTUBUPOBAHHOE MAPLIKATIBHOE TPOMOOII-
nacturoBoe Bpemd (AIITB), akrusHOCTS VIII 11 IX (haKTOPOB, KOMMYECTBO TPOMOOIIUTOB, APETAIMIO0 TPOMOOIIUTOB MH-
AynupoBaHHYIO AJID, aIPEHAIMHOM, KOJUIATEHOM, COZICPKAHUE CEPOTOHMHA B TPOMOOIIUTAX U €T0 BEICBOOOKICHUE, H-
AynupoBaHHOE AJID, afpEHATNHOM U KOJUIATEHOM. Y HOBOPOKIEHHBIX, OONBHBIX TeMO(IIMEN OTMEYANIACh KDOBOTOUH-
BOCTb 110 MUKPOLIMPKY/IATOPHOMY THITy. BbUIN BBIABICHBI HAPYIIEHUA arPEraloHHON (PYHKIMKU TPOMOOLUTOB U PEAK-
1Y BBICBOOOA/IEHHA CEPOTOHMHA U3 TPOMOOLIUTOB B MPOIIECCE arPETaluy. OTH HAPYIEHUS COCYAUCTO-TPOMOOLUTAP-
HOT'O IeMOCTa31 HEOOXO/IMO KOPPUTUPOBATh HAPAAY € IIPOBEICHUEM 3AMECTUTEIHON Tepanuu KoHlleHTparamu VI u
IX (paxkTopoB.

Knioueewte cnosa: reMopunyd, TPOMOOLUTHI, IETH, KPOBOTEYEHHSA, CEPOTOHUH.

The aim of work was the definition of phasing of early diagnosis of haemophilia and disturbanses of haemostasis in
newborns. Clinical manifestations of haemophilia were identified and the state of vaso-platelets of haemostasis in newborns
with haemophilia was evaluated. For this purpose we were defining the activated partial tromboplastin time (APTT),
protrombin time (PT), activities of VIII and IX factors, platelet count, aggregation of platelets induced by ADE adrenalin,
collagen, content serotonin in platelets and its release, the induced by ADE adrenalin and collagen. In newborns with
haemophilia hemorrhages of the microcirculation type were registered. Were revealed A decrease in the aggregation
functions of platelets and reactions of the serotonin release from platelets in the process of aggregation. This dictates the
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necessity of the correction with therapy using concentrates VIII and IX factors.
Key words: hacmophilia, platelets, children, hemorrhage, serotonin.

Beegenue

XapaxTep 1 4aCTOTa SNU30/40B KPOBOTOUUBOCTH Y IETEM,
GOMBHBIX TEMODHINEN CBA3AHBI HE TOJIBKO € (POPMOIT U TA-
JKECTBIO 3200JIEBAHKA, HO U C AHATOMO-(PH3UOIOTNYECKUMU
OCOOEHHOCTAMH JIETEN PAHHETO BO3PACTA. [1epBbIe MpH3Ha-
K1 3200JICBAHUSA Y JICTEH YalIe TIOABIAIOTCA K KOHILY TIEPBO-
IO TOJIa KU3HHU, HO MOTYT OOHAPYXKUBATHCA U Y HOBOPOXK-
JeHHBIX [1, 2]. B mocieiHue roibl AMArHOCTUKA 'eMOpUINN
CTaJ1a BO3MOKHOM JI0 POK/ICHUSA U B TIEPBBIC JTHU TIOCTIE POK-
JIEHUA JIeTel, 671aroiaps BHEAPCHUIO B KIMHUYECKYIO TTPaK-
THUKY MOJICKYIAPHO-TEHETHYCCKUX UCCICIOBAHUIL

B HEOHATATPHOM HEPUOZIE GOJBIIMHCTBO PACCTPOKCTB
TeMOCTa3a OOYCIOBICHB IPHOOPETEHHON MATONOTHEN [3).
OfHAKO HACKE/ICTBEHHBIE U BPOKACHHBIE KOATY/IAIIMOHHBIC
HAPYIIEHHUA TAKKE MOTYT UMETh MECTO. Y GOMBITNHCTBA Jic-
TEH B IIEPUOJ, HOBOPOXK/IECHHOCTH 3MU30/1bI KPOBOTOUMBOC-
TH JIAKE TIPH TAKETON (PopME FeMOPIIIAY PEKU 1 HEOOBIY-
HBIE €€ NPOABNEHUS BOBPEMS HE PACIIO3HAIOTCS, OCOOEHHO
IPU OTCYTCTBUYM aHAMHECTUYCCKUX JIAHHBIX (CIOpPajIdec-
Kas (popMa OOIE3HN), YTO BEAICT K 3aJICPAKKE CBOCBPEMEHHO-
1o neyenus [4]. OnucaHsl B Crydasd TeMaTOM IIEYEHH Y HO-

BOPOAJICHHBIX [5]. Habmogamch y HOBOPOK/IEHHBIX, O0Jb-
HBIX T€MO(DWINEN TAKKE U BHYTPUYCPENHBIE KPOBOM3IHA-
Hus [6-10).

[eMOCTa3 Y HOBOPOXKAECHHBIX U JIECTEN PAHHETO BO3PACTA
UMeEET CBOU OCOOEHHOCTH 10 CPABHEHUIO C AETHMH CTaPIIE-
IO BO3PACTA. AKTUBHOCTb HEKOTOPBIX (DAKTOPOB CBEPTHIBA-
HUsA KDOBU K MOMEHTY POAKAECHUA COCTABIAET 50% OT YPOBHA
B3POCJIOrO [11], K HUM OTHOCATCA BUTAMUH K- 3aBUCHMbIE
(axropsl (V, VI, X u IX). C IOMOLIBIO TAKUX TECTOB, Kak AITTB
BO3MOKHO 3aII0J03PUTb TEMO(DUINIO A TIPH HATUYUN KIH-
HUYECKUX MPOABNEHUN 1 iaxe 6e3 Hux. [1oaToMy nmeercd
BO3MO/KHOCTD BBIAB/IATE TEMO(IIIHIO A y IETEN PAHHETO BO3-
pacra [11]. [IpMHIUINAIBHO BAKHBIM B TAKON CUTYALUY B~
JIIETCSL KOMMYECTBEHHOE ONPEEICHUE IE(PUIUTHBIX (PAKTO-
poB VIII u IX. OCO6EHHO KOI/ja ATO KACAETCS COPAANYEC-
KO (pOpMbI reMO(prInu. YposeHs (pakTopa IX MOKeT ObITh
YMEPEHHO CHIKEHHBIM [IPY POKACHUMU, TAK KK OH SABJLIETCA
K-3aBUCHMBIM, TO3TOMY JUATHOCTHKA FeMOMUINU B BO3MOX-
H4 TOJIBKO € 3—4-11 Hepienu xu3nu [12, 13]. [Toaromy Heo6-
XOIMMO OmpefeIeHne yposaa (pakropa IX B IMHAMUKE.

C pa3paboTKOI ¥ BHEAPEHUEM B KIMHUYECKYIO TIPAKTH-
KY AIIAPATHBIX METOJOB UCCIEAOBAHMA CUCTEMBI TEMOCTA32
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Tabnunua 1

KnuHHYecKue NposiBNIEHHS KPOBOTOUYMBOCTH HOBOPOHAGHHDIX,
00/1bHBIX reMochunue

bonbHble reModunien A u B, n=20

lynoyHoe kpoBoTeYeHne 15
KpoBOTO4YMBOCTb 113 MECT MHBEKLAY
Kecbanoremaroma

lematoma

MeTexum 1 3KkxMMOo3bl

BHYTPVMO3r0BOE KPOBOM3NNSAHIE

NN N R U U

Cyb3neHaymManbHoe KpOBOM3NUSHME

HocoBoe kpoBoTeyeHye 1

MOABUIACH BO3MOKHOCTD JMATHOCTUPOBATH TEMO(PHIHIO A
VXK€ B pPAHHEM HEOHATAILHOM BO3PACTE, 4 TEMOPIINIO B Ha
3—4-11 HEJENE KU3HMU.

Lesb UCCneoBaHuA — ONPEENUTD ITATHOCTD POBE/E-
HHA PAHHEN IUATHOCTUKN FeMO(DMWINY ¥ HAPYIICHUH TEMO-
CT432 Y HOBOPOK/IEHHBIX.

Marepuan u METOAbI

[Top HatMM HAG/IOIEHUEM HAXOAWIOCH 20 HOBOPOXK/IEH-
HBIX, OOJBHBIX reMOpuIneit. ¥ 12 U3 HUX YCTAHOBJICHA Ha-
CJIE[ICTBEHHAS reModrins, y 8 — ciopaguyeckas opma. v 7
Jereil reMopuIns OblIa TSHKENIOU CTENeHH, Y 9 OOMbHBIX —
CpeAHel, y 4 — JIETKOM CTENEeHN THKECTH.

Kpurepramu BKITIOYEHNA AB/IUINCH HUTHUNE TEMODUINN
AuB.

KpurepusaMy MCKIIOUEHUS SIBIUINCh HACAE/,CTBEHHbIE
Koaryzonatuu, ooycnosneHusie geduiprom V u XIII dak-
TOPOB CBEPTBIBAHUSA, 60/1€3Hb Buinebpanya, JBC-cunapom,
UIMOTIATHYCCKAS TPOMOOIUTONICHUYECKAs YPIypa U JIpy-
rue 3a00/1€BaHUs WIN CUH/POMBL, OOYCJIOB/IEHHBIE HApyLIlE-
HHAMU [€MOCTA34.

[Ipn uCCIENOBAHUH CHCTEMBL FEMOCTA32 Y HOBOPOKCH-
HBIX ONPEAICTIANY AKTUBUPOBAHHOE MAPIUAIBHOE TPOMOOTI-
nactuHoBOE Bpems (ATITB) o Caen et al. (1968), mpotpom-
ouHoBoOE Bpema 1o Quick (1935), akrusrocts VIII 1 IX (pak-
TOpOB (pakropa 1o Soulier, Larrien B Mogu¢ukanuu Caen,
Larrien, Samamma (1968), KOIMYECTBO TPOMOOIIUTOB, arpe-
TALMI0 TPOMOOLIUTOB, UHAYLIMPOBAHHYIO AJID, aipeHATHOM,
KosutareHoM 1o Born/O'Brien [14]. V 8 HOBOPOKAEHHBIX OI1-
peneniIn COfEPKAHUE CEPOTOHUHA B TPOMOOLIUTAX 110
.. OxceHKpyry [15]. Peakuuio 0CBOOOKAEHUS OLIEHUBAIN
II0 PA3HULIE COAEPKAHNA CEPOTOHUHA B TPOMOOLIUTAX (MKI)
JI0- U TIOCJIE arperanuy, MHAynupoBanHon AJI®, agpenaiu-
HOM, KoiutareHoM 1o A.B. ®egoposy, A.M. Bariremo (1980),
1o [LH. Tpyouuxosy (1998).

Pe3ynprathl pabOTHI IPECTABICHEI B BUJIE CPEJHUX 3HA-
YEHWH U CTAHZAPTHOIO OTKIOHEHH)A. )19 aHAIM3a TOTy4eH-
HBIX PE3YIBTATOB UCCIEI0BAHNA OBUIN UCTIONb30BAHBI CTAH-
JapTHBIE cTathcThdeckue (pyHknuu Microsoft Excel (and
TOZICUETA CPEAHUX BENMYMH U CTAHAPTHBIX OTKIOHEHU
TIOKA34TENEN ArPEralluOHHON (DYHKIIUY TPOMOOLUTOB) U
nporpamma FoxPro 2.6 (j1s ojicyeTa COfiepyKaHust CEpoTo-
HUHA B TPOMOOLIUTAX U €0 BBICBOOOK/IEHUS B IIPOLIECCE -
peranun).
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Pe3yabTaThI H 00CYXIEHUE

PaHHUE KWIMHAYECKUE TPU3HAKK TEMOMIINN OTMECUCHBI
Hamu y 20 HOBOPOXKIEHHBIX (TA0M. 1).

Haubonee 9acTbIMu paHHUMH KIMHUYECKUMH TIPOSIBIIC-
HIAMH MAKPOIMPKY/IATOPHON KPOBOTOYMBOCTH OBLTH ITyTIOY-
HO€E KPOBOTEYEHHUE, KPOBOTOUMBOCTb U3 MECT MHLEKIIHIA, TTe-
TEXVH U SKXUMO3BL, B OJHOM CJIy4d€ — HOCOBOE KPOBOTEYE-
Hye. Y OJHOTO HOBOPOKCHHOTO HE OTMEYAIOCh IPU3HAKOB
KPOBOTOYMBOCTU (MaTh JJOCTOBEPHBIN KOHAYKTOP IreMO(u-
JUN), rTeMO(UHNA A YCTAHOBJICHA Y ATOTO PEOCHKA B TIEPBbIC
JTHU SKU3HU.

[Ipy UCCIEIOBAHNN CHCTEMBI TEMOCTA32 Y HOBOPOK/ICH-
HbIX, 60bHBIX reModrieit A ATITB 6bU10 yiyiHEeHO 0T 68
710 126 ¢, y 6ombHbIx remodrumeit B ot 72 10 115 ¢, mpo-
TPOMOMHOBOE BPEMS OBIIO HOPMAJIBHBIM.

Hapszy ¢ runmoxoarynamumeit y 3Tux 60/bHBIX BBIABICHDI
HAPYIIEHUA COCYIUCTO-TPOMOOIIUTAPHOTO 3BEHA IEMOCTA3d
B BHJIC CHIDKCHUSA arPETaliyl TPOMOOIIUTOB, NHAYIIIPOBAH-
Hoit AID — 40,9£5,1% (k-52,4%5,0%). TIpy nHAYKINN KOJTA-
TEHOM arperanusd TPOMOOIIUTOB TAKKE ObIIA CHUKEHA —
39,447,5%, IpU UHAYKIUN 4/JPEHATMHOM arperaiys Obuia B
TIPE/IEIAX HOPMBI M COCTABISIA 56,7%5,8%, 1O CPABHEHHIO C
JIETbMHU CTAPIIETO BO3PACTA.

[Ipu aHanU3e arperatorpamm y JBYX HOBOPOKICHHBIX
OTMCYANIOCh CHIKEHUE [I BOTHBI arperaryy, uTto yKa3blBacT
Ha HAIMYUE TPOMOOIUTONATHAY C HAPYIIEHUEM BBICBOOOK-
feHus. Y 4 60JbHBIX — PABHOMEPHOCHIDKEHHAA KPUBAS, 4TO
TOATBEPA/IACT HAIMYKE TPOMOOIIUTONATHN HAKOIUIEHNS, Y 2
JIETEH arperaTorpaMMbl HOPMATIBHBIE.

YpOBEHb CEPOTOHUHA OLPEAETIEH Y 8 HOBOPOKACHHBIX
Jereit. Y neteit 6bUIO BBIABICHO HU3KOE COAEPKAHUE UCXOJI-
HOro ypoBHs cepoTonnHa 0,4020,1 Mkr Ha 10° TpoMOOLITOB
II0 CPaBHEHMIO C JeTbMU 0OJIEE CTAPIIEIO BO3PACTa
(0,92£0,06). Y 4 sereit 0TMEYAIOCh CHIDKEHHE BHICBOOOKIE-
HUs CEPOTOHUHA 1IOC/IE UHAYKIUU KojmareHoM (0,32-
0,37 Mkr Ha 10°TpOMOOIIUTOB), Y 4 ICTEH BBIABICHO HAPYITIC-
HY€ HAKOIUICHUA CEPOTOHMHA TPOMOOIIUTAMH PY HHAYKIAY
Al® 1 aipeHAIHOM, YTO MOJTBEPKAACT XapAKTEp arpera-
[JMOHHON KPUBOL.

Taxum 06pa3oM, y OONBHBIX TEMOMUINEIH OTMEYATNCH
HAPYIIEHUA COCYIUCTO-TPOMOOIIUTAPHOTO 3BEHA IEMOCTA3d
B BI/IC TPOMOOIUTOINATHY C HAPYIIEHUEM BHICBOOOK/ICHUA 1
HAKOIUICHUA CEPOTOHMHA. BBIABICHHBIE TPOMOOIIUTONIATHN
ABJLUIACh MAPKEPAMHU JTUCIUIA3UH COEAMHATENBHON TKAHHU.

C 11eMpI0 paHHeN AUArHOCTUKY TeMO(DIIMI HAMU PaA3pa-
©0TaHa 3TaIHas NOCIE0BATENLHOCTD IPOBEAEHHA UCCIIE0-
BAHWI, PE3Y/IBTATHl KOTOPBIX HEOOXO/UMBI /UL OKA3AHUS
QJICKBATHON 11 3(P(PEKTUBHOI KOPPEKIIUN CHCTEMBI TEMOCTA-
32 y TAKUX OOJbHBIX.

1-i1 311 — HEOOXO/IMMO UCTIOIB30BATb PETHCTP OOTBHBIX
C HACTIEZICTBEHHON (POPMOT TEMO(IIINAY, PETUCTP JOCTOBEP-
HBIX KOH/IYKTOPOB 3200/ICBAHUA (MATEPH U I0UEPU TEMO(HU-
JIMKOB), 4 TAKXKE BBIBICHHBIX ¢ TOMOmpIo JHK-ruarnocu-
K1 OOJIbHBIX CPEY BEPOATHBIX KOHIYKTOPOB. [ lTaHUpOBaHNe
OEPEMEHHOCTH, ONPEAETCHUE TOMA TUIO/A U BBIABICHUE C
noMompio JJHK-1narHoCTHKY 60IbHBIX TEMO(PUINEN U KOH-
JIYKTOPOB 3TOT0 3a00/1EBAHKA TTO3BOIUT OOECIIEYUTD POKIIE-
HHE 3/0POBBIX JICTCH B CEMBAX, KOTOPBIE UMEIOT 3TY MATONO-
THIO.
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2-11 3Tan — IpY POKAEHUN GOJIBHOTO reModumett, pop-
Ma U TSKECTD 320071EBAHUS, TTOCTIE AHANN3A POJIOCTIOBHOH MO-
KET OBITh YK€ YCTAHOBJICHA, TAK KK ICPUINT (DAKTOPOB Y
GOJBHBIX POJCTBEHHUKOB OJUH U TOT ke, O NPEACTOANIEM
POX/IEHNH PEOEHKA IPEAYIPEKIAIOTCA AKYIIEPHI (IIPOBOJAT-
€A WAJAIIE POAibL), 4 BPAY I'€MATOIOr T'OTOBUTCA OKA3aTh
HOBOPOKICHHOMY TIOMOIIb B CIYYdsX POKIACHUA PEOCHKA C
KPOBOM3IMAHUEM B MO3I' WM JJPYTYIMU IPOABIEHUAMU KPO-
BOTOYMBOCTH.

3-1 T4l — €C/IU MPEHATAILHAA JUATHOCTHKA HE [IPOBO-
JUJIACH, TO TIPU HACJIEACTBEHHON U CIIOPAANYECKON (hopMax
JUATHO3 TeMO(DUINK A Y HOBOPOX/IEHHBIX YCTAHABIMBACTCA
NPY HUTMYNY KIMHUYECKUX IIPOSABIEHUI 3100/IEBAHUA C IIO-
Mombio AITTB 1 KonaecTBeHHOro onpezeneHus yposHs VIII
(bakropa. lemopumu B — npy HMYMN KIMHUKA C TIOMO-
mpio AIITB, onpenenenus komdectsa IX (paxkropa B AuHa-
MHUKE 710 3—4 HEJIENb U MTO3KE.

4-11 3TAIl — NIPU HATMYUY MUKPOLIMPKYIATOPHON KPOBO-
TOUMBOCTH, KIMHUYECKUX IPOABIEHUI AUCIIIA3UN COEJUHU-
TEJILHON TKAHU Y MATEPH, HEOOXOAUMO MPOBOJUTH TIOAICUET
KOJIMYECTBA TPOMOOIIUTOB, ONPEAETEHHE 4/IT€3NBHO-ATPErd-
[IMOHHOH (PYHKIIN TPOMOOIIUTOB, YCTAHOBUTH (POPMY TPOM-
GOIUTONATHY. BAKHO OCYIIECTBIATL KOPPEKIIUIO HE TOIBKO
KOAT'yJALIOHHOI'0, HO ¥ COCY/IUCTO-TPOMOOLIUTAPHOTIO IEMO-
CTasa.
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