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BBeageHue

[lepexon OT BHYTpU- K BHEYTPOOHOU >KM3HU HOBOPOXKAEHHOTO COMPOBO-
&Kaaercss TIyOOKON (PU3MOIOrMYecKol MNEpPecTpOMKol opraHu3Ma, BKIHOYAs
cucteMy remocrasa. Ha mpouecc ajantauuy MOTyT OKa3blBaTh CYLIECTBEHHOE
BJIMSIHUE pa3inyHble (pakTopsl pucka. HegoHOEHHOCTh, OaKTepuu, TUIOKCHS,
psan 3a001eBaHU MaTepH, METAOOIUYECKUE U JIPYTUE CIIBUTH SBIISIOTCS YTPO-
30[ WM MPEAIOCBIIKON Pa3BUTHS BTOPUYHBIX, TSKEIBIX, YaCTO HECOBMECTH-
MBIX C KW3HBbIO HAapyLIEHUH CBEPThIBAHWA KPOBU. OTH HAPYUIEHHUS MOTYT
COIIPOBOXAAThCS 00pa30BaHUEM B KPOBM MHOXKECTBA MUKPOCTYCTKOB M arpe-
raToB KJIETOK, OJJOKUPYIOIIMX CUCTEMY MUKPOLMPKYJISILUU, B COYETAHUH C H-
JOTEIUATbHBIMA PACCTPOMCTBAMU M BBIPAKEHHBIMU MMKPOLUPKYIATOPHBIMU
NPOSBJICHUSIMH, YTO MPUBOJUT K PA3BUTHUIO T€MOpparuii, rTMIOKCHH, alM103a,
JUCTPOPUN U TITyOOKOW TUCHYHKIMM MapeHXMMATO3HbIX opraHoB. [loaTomy
OOJIBIIMHCTBO KJIMHUYECKHX CUTYalWW, MPEICTaBISAIOMINUX YIpO3y s KU3HU
HOBOPOXICHHOI'0, ITPOSIBIISIFOTCS TOBBIIIEHHONH KPOBOTOUYMBOCTBIO B COYETAHUU
C MUKPOLIMPKYJIATOPHBIMUA TPOMOOTHYECKUMU OCIIOKHEHUSAMU Ha (OHE (PyHK-
LMOHAJIIBHOW [TOJIMOPTAHHON HEJOCTATOYHOCTH.

B nepBbie qHU mocie poKAeHUs peOeHKa CUCTEMa IreMOCTa3HOJIOruye-
CKOH 3amuThl 00yCJIOBI€Ha HEOOXOAMMOCTBIO OOIMTEpAlMM COCYJOB ITyNOY-
HOIO KaHaTHWKa M 3aKpbITUS apTEPUAIBHOIO MPOTOKA, & TAKKE MPEOI0TIECHUS
MHOTOUYHUCIIEHHBIX Pa3HOOOpPAa3HBIX OCIOXKHEHWM, CBA3aHHBIX C POXKICHUEM HU
aganTanreil HoBOpoXkAeHHOro. ONacHOCTh 3TUX OCJIOKHEHUN B MOCIIETYIOLINE
JHU JKA3HU YMEHBILIAETCS W, COOTBETCTBEHHO, 3aIUTHBIE MEXAHU3MBI I10CTE-
IIEHHO JIMKBUAUPYIOTCS. BbllieckazaHHOE W OOBSACHSAET OBICTPYIO CMEHY 3Ha-
YEHUI II0Ka3aTeJie TIeMOKOAryJsIuU B IIEPBYK0 HENEII0 >KU3HU. 3HAHUE
BO3PACTHBIX OCOOEHHOCTEM CHCTEMBl IE€MOKOAryJsilMd W HalpaBIEHHOCTH
U3MEHEHUHN (QYHKLIHMOHAIBHOTO COCTOSIHUS Pa3IMYHbIX 3BEHBEB CUCTEMBI T'€MO-
cTa3za B IpoLEecce aJanTalld HOBOPOXKIEHHOTO SIBJIAECTCS KIOYOM K IMOHHMMAa-
HUIO U3MEHEHMI CBEPTHIBAHUS KPOBH, BOZHHUKAIOIIUX IIPU PA3JINYHBIX 11aTOJIO-
TMYECKUX COCTOSIHUAX Y JETEH cTapLiero Bo3pacra.



VY 340pOBBIX TOHOLICHHBIX U HEIOHOLICHHBIX HOBOPOXACHHBIX B PAHHEM
HEOHATaJIbHOM MEPHOJE OTMEYAETCS COATTAHCUPOBAHHOE CHUKEHHE MPOKOAry-
JIIHTOB U aHTUKOAryJIsIHTOB B KPOBH, CBS3aHHOE, BEPOSTHO, C HENOCTATOYHBIM
UX CHHTE30M. YMEHBIIECHUE COJEpKaHUS MPOKOArYJISHTOB OTPAXacTcsl HA yJI-
JIMHEHUN XPOHOMETPUUECKUX ITOKA3ATENEW KOAryJIOIrPaMMbl Y HOBOPOKICHHBIX.

B mnepBeie CyTkM mOCHE POXKIAEHUS MNPEBATUPYET CHUXKEHUE YPOBHS
aktuBHocTU (paktopa X u Il B codyerann# ¢ OTHOCHUTEIHHBIM TOBBIIIEHHBIM
ypoBHeM aHTUTpoMOuHa III. B mponeccax renepauuu TpoMOMHA TOMUHUPYET
BHYTPEHHHMU IIyTh KOAryJIALMOHHBIX MPEBPAIICHUN 3a CUYET OTHOCHUTEJIBHOTO
noBellieHust coaepxkanusa (aktopa VIII u dakropa X Ha oHe cHmxkeHus
aKTUBHOCTH K-BHTaMHMH3aBUCHMBIX AHTHUKOAryJssHTOB — IpoTrenHoB C u S.
[loBbllIeHHEe aKkTUBHOCTU (pakTopa BuiineOpaHja BHITONHSIET ABONCTBEHHYIO
(GYHKIUIO, CBSI3aHHYIO C MOBBIIICHUEM MPOKOATyJISHTHON aKTMBHOCTH 32 CUET
coxpaHeHHs ToBbIIIeHHOTO YpoBHs (paktopa VIII u obecnieueHus: aare3uBHOM
byHKIUA TPOMOOIIMTOB, YTO SIBISETCA OJHUM W3 YCJIOBHM 0OIMTEpaIuu
OTKPBITOTO apTEPUANBHOTO MPOTOKA W IYNMOYHOM aprepuu. Ha mAtsie cyTku
IPOUCXOJIUT CHIDKEHHE aKTUBHOCTH (aktopa BumneOpanga u daxropa VIII
B COYETAHUM C MOBBIIEHUEM YpOoBHS akTUBHOCTH (paktopoB VII, X u II. D10
OTPa)KaeT MOBBILICHUE POJIM BHEIIHETO IYTH KOAryJIALMOHHBIX NPEBPALLECHUN
B Iporeccax (pOpMHUPOBAHUS KPOBSHOrO cryctka. OTHOCHUTENIBHBIN AepUUUT
nporenHa C 1 IpoTenHa S Ha 5-€ CYTKM YKa3bIBAET HA CKPBITYIO MOBBILICHHYIO
CKJIOHHOCTh K TPOMOOTHUYECKUM OCJIOKHEHHUSM. Takke Ha Hee yKa3bIBA€T TOT
dakT, 4TO BEPOATHOCTH TPOMOO3a BEH, ACCOIMUPOBAHHAS C IIEHTPAJIbHBIM
BEHO3HBIM KaTETEPOM, B EPUOAE HOBOPOKICHHOCTHU B 40 pa3, a B BO3pacTe 10
6 mecsieB — B 30 pa3 BbIlIE, YeM Yy JIt0/IeH cTapiie 18 nerT.

Huskuii ypoBeHb KOHTakTHOW (ha3bl cBepThiBaHus kpoBu (XII, XI, mpe-
KAJUTMKPEUHA, BBICOKOMOJIEKYJIIPHOTO KWHWHOTEHA), CHIDKEHHE (YHKIIHO-
HaJIbHOW aKTMBHOCTH TPOMOOLMTOB NMPUBOIUT K (POPMUPOBAHUIO T'€MOCTATHU-
YECKH HEIMOJIHOIIEHHOTO CTYCTKa U, KaK CIEICTBHE, K MPOSBICHUIO TeMOpparu-
YECKOT'0 CHUHJIpOMa Y HOBOPOKJEHHBIX JIeTeld, OCOOCHHO B Cllydyae OaKkTepHalib-
HOI arpeccuu. JlaHHO€ OOCTOSITENICTBO B COYETAHHHM C OTHOCHTEIIbHBIM YBE-
JUYEHUEM XPOHOMETPUYECKHUX ITOKA3aTEIEH CO3aeT WILUIIO3UI0 «BUIUMOIO
KJIIMHAYECKW» CHUKEHUSI CBEPTHIBAIOLIEH CIIOCOOHOCTH KPOBHU Y HOBOPOXKJICH-
HBIX B OTJINYME OT JAETEN CTApILIETrO BO3paCTa.



AOBC-cuHagpom. OnpeneneHue u TepMUHONOIUS

JlucceMMHUpPOBAaHHOE BHYTpUCOCYAHMCTOE cBepThiBaHuE KpoBu (IBC,
mmdbp nmo MKB-10: D 65) — 310 Hecnenuduueckuii 00IIENaTOIOTHISCKUN
IPOLIECC, CBA3AHHBIN C IMOCTYIUIECHHEM B KPOBOTOK M BO3JEHCTBHEM HA CHUCTE-
My T€MOCTa3a 3HJIOT€HHBIX M 3K30I€HHBIX aKTHMBAaTOPOB CBEPTHIBAHUS KPOBU
U arperauud TPOMOOLIMTOB, YTO MPUBOAUT K T'€HEPATU30BAHHOM aKTHUBALUU
(bakTOpOB CBEPTHIBAHUS U TPOMOOIIUTOB, UCTOMICHUIO (PU3HOJOTMYECKUX aH-
TUKOATYJSIHTHBIX ¥ aHTUArPEraHTHBIX MEXaHU3MOB, a 3aTEM U 3amacoB (hakTo-
POB CBEPTHIBAHUS U TPOMOOILIMTOB B PE3YyJIbTaTE UX MOTPEOJICHUS, K CUCTEMHOM
aKTUBalMK (PUOPUHONM3A, K 00pa30BaHUIO B KPOBOTOKE (HPUOPUHOBBIX W/WIIU
TPOMOOIIMTAPHBIX SMOOJIOB U TPOMOOB, OJOKUPYIOIIUX MUKPOIIUPKYISATOPHOE
pYyClIo U OOTYpUPYIOIIUX KPYIHBIE COCYABI, K Pa3BUTHIO CBS3aHHBIX C OJOKa-
JIOM KpOBOTOKAa TKAHEBBIX M OPraHHBIX HAPYIICHUM (TIOJMOPraHHON HexocTa-
TOYHOCTH) U BOSHUKHOBEHHUIO Ha 3TOM (hOHE TeHEepaTM30BAHHON KPOBOTOUHUBO-
CTH U PETUCTPUPYEMOH J1abOPaTOPHO BTOPUYHOM HECBEPTHIBAEMOCTH KPOBH.

Cunapom JIBC He 00Jie3Hb MM CUMITOM, a CHHJIPOM, KOTOPBII BCEraa
BTOPUYEH MO OTHOIICHUIO K OCHOBHOMY 3a0oieBanuto. /IBC-cunapom — mm-
POKOE KJIMHHUKO-JIa0OPAaTOPHOE TMOHITHE, OTPAXKAIOIIEE TI'E€HEPATU30BAaHHOE
BKJIFOUEHHE MEXAHM3MOB MEPBUYHOIO M BTOPUYHOTO I'€MOCTa3a B MAaTOrCHE3
OCHOBHOTr0 3a00seBanus. [Ipuznaku, xapakrepusyromue JIBC-cunapom:

1) reHepanu3oBaHHAsl AKTUBALUS CUCTEMbI I'€éMOCTa3a, WM JUCCEMUHHU-
POBaHHOE BHYTPHCOCYJUCTOE CBEPThIBAHUE, BHIPAXKEHHOE B PA3IMYHOM CTere-
HU U PETUCTPUpPYyEMOE J1a00PATOPHO;

2) noauopraHHasi HEJ0OCTaTOYHOCTD, BbISIBIIsiEMast KIMHUYECKHU;

3) reMopparu4eckuii CHHIPOM MPEUMYIIECTBEHHO MeTeXHUalbHO-TeMa-
TOMHOI'O THIIA.

[Ipn ABC-cuHapome manueHT MOXKET UMETh OJHOBPEMEHHO CIIOHTAHHBIE
TPOMOOTHYECKHE U TeMOpparndeckue mpooIeMbl, YTO OCIOXKHSIET JeUEeHUE OC-
HOBHOTO 3a0oJyieBaHus. B ClOXHOW MOCHeA0BaTEIbHOCTH B3aUMOCBS3aHHBIX
u3meHenuit JIBC — oHO U3 NposABIEHUN CUCTEMHOTO BOCHAIUTEIBHOTO OTBE-
Ta OpraHU3Ma Ha MOBPEXK/IAIOIIEE BO3AEHCTBIUE MPUUYMHHOTO (haKTOpa.

dTnonorua u knaccudpukauma ABC-cniapoma
Y HOBOPOXAEHHbIX

JIBC-cunapom, OyTydr BTOPUYHBIM HECTIEIU(PUIECKUM CHHIPOMOM, pa3-
BHBACTCSl NIPU BCEX TEPMHHAIBHBIX COCTOSHUAX. ETO BBI3BIBAIOT B IEPUOJE
HOBOPOKJICHHOCTH Pa3JIMYHbIC STUOJOTUUECKUE (DAKTOPHI:



— cemcuc, OOYCIOBIICHHBIM TPAaMIOIOKUTEIbHBIMU WM TPaMOTPHIIA-
TEJIbHBIMU MUKPOOaMH;

— TSDKENble BUPYCHbIE MH(DEKIUH (Tepnec, IUTOMETalus, KpacHyxa);

— TEHEpaJIU30BAHHBINA KaHIUJOMHUKO3;

— acdukcus u anusos;

— TUMNOTEPMUS U JJIUTEIbHAS TUIIOTEH3US JI000M 3THOJIOTUY;

— TOJUUUATEMUS; BHYTPUCOCYAUCTBINA TEMOJIN3;

— MAacCUBHas KpOBOIIOTEPS, B TOM YMCIJIE BO BPEMS WJIU IIOCJIE XUPYPTH-
YECKOr0 BMEIIATENbCTBA;

— IepeMBaHUE HECOBMECTHMMOW IO OCHOBHBIM 3PUTPOLMTAPHBIM aHTU-
reHaM KpOBH;

— TsDKeJble (POPMBI TeMOJINTUYECKON OO0JIE3HN HOBOPOXKACHHBIX;

— aKyLIEpCKHUE OCJIOKHEHUS (BHYTPUYTpPOOHAsi CMEPTh OJHOIO ILJI0JA U3
JIBOVHN).

Ocob6enno yacto JABC-cHHAPOM OCIOXHSET TeueHHE ac(UKCUU U CHH-
JPOMa JIbIXaTeNbHbIX PACCTPOMCTB y HEJOHOIICHHBIX HOBOPOXK/ICHHBIX B CBSI3U
C OYEHb HU3KUMHM YPOBHSIMHU IJIa3MUHOTeHa, aHTuTpoMOuHa IIl, mporenHos S
u C B KpOoBH.

HauGonee mmupokoe pacnpoCTpaHEHHE CPeau OTEHYECTBEHHBIX KIMHUIU-
cToB nosryumiia kinaccudukanus ctaauii JIBC, npennoxxennas 3. C. bapkaranom
(1988). CornacHo TaHHOM KJjlacCU(DUKAITUH, BBIICIISIOT CISAYIOIIUE CTaIUN:

1) I (runepkoarynisiiiiOHHAs) — TUIEPKOATYJISINAS U arperamnus TpomMOo-
L[UTOB;

2) 11 (mepexomHasi) — HapacTaroias KoaryJonaTus U TPOMOOIIMTOIICHHUS,;

3) I (runoxoaryisiiiioHHAs)) — TIyOOKasl TUMIOKOATYJISAIUS (BIUIOTH /10
MIOJIHOM HECBEPTHIBAEMOCTH KPOBH).

PackpbITh B3aMMOCBA3b KIIMHUYECKUX U F€MOCTa3UOJIOTMYECKUX U3MEHE-
Huil B quHamuke /IBC-cuHapomMa mo3BOJISIET BBIACICHUE KIMHUYECKUX (PopM
(OeccumnToMHas, TPOMOOTHYECKaAs, TpoMOOreMopparuieckas, remopparuye-
ckas) mis kaxaou u3 ctaguid (E. I1. IBanos, 1993).

OpranuzanuoHHbld KOMUTET MexayHapoaHoro obmiectBa «Tpom003 u
remocTas» (International Society on Thrombosis and Haemostasis) B 2001 .
OPUHST KJIACCU(DHUKALMIO CTENEHU TSHKECTH KOAaryJSIMOHHBIX HApyIIEHUW B
munamuke JIBC, nmpemnoxennyro F. B. Taylor u coast. (Thrombos Haemostas.
2001. Vol. 86. P. 1327-1330). OcHOBY ki1accu(pUKAINN COCTABISIET KOJTUIECT-
BEHHAs OLEHKA OTKJIOHEHWH psAJla KOaryJsILHOHHBIX IOKa3aTejeld OT HOPMBI,
BBIpaKeHHas B Oaminax (taou. 1).

Koarynsiuonnsie n3MeHeHus], IiTyOrHa KOTOPhIX OlLlEHEHa B 5 GaiioB u
BBIIIE, PACCMATPUBAIOTCS Kak runokoarynsunonHas cragus JBC. Onn npen-
CTaBJISIIOT YIpO3y ISl )KU3HH, TPEOYIOT MPOBEAECHUS HEMEJIEHHBIX T€paNeBTU-
YECKUX MEPONPUATUHN, BKIIOYAsi BOCTIOJIHEHHE AePuInTa (aKTOpPOB CBEPTHIBA-
HUs, BBeieHne antTutpomOuHa Il u KpOBSIHBIX TIACTHHOK.
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Koun4yecrBennasi mepa ouenku tskectu IBC

Tabnuya 1

Iloka3zareJnb Iudposoe 3HaAYeHHE U OLIEHKA B 0ajiax
> 100 <100 <50
CozepsKkaHue TpoMGOLHTOB, X107/
FICPARAHIC TPOMDOTIHTOB, 1 0 GayoB 1 Gayn 2 Oayia
[IpucyTcTBUE pacTBOPUMBIX (GUOPHUH- [ToBbliIeHO [ToBbIilIEeHO
Hopma
MOHOMepHBbIX KoMIIiekcoB (POMK) nnu B 2 paza B 3 paza
coaepkanue Jl-numepon 0 6amoB 2 Gama 3 Gamra

VY anuHeHne NpoTpOMOMHOBOTO BPEMEHU <3 3-6 >6

10 CPaBHEHHIO C KOHTPOJIEM, C 0 6amnoB 1 Gamn 2 Oanna
Dus / -1 =1 .
HOPHHOTEH, /T 0 GamnoB 1 Gamn —

I'EMOCTA3HOJOTMYECKHUE CTAIUU JIBC

l'unepkoazynayuonnas cmaous:

1) ykopoueHHe aKTUBHPOBAHHOIO MapIMAIbHOIO TPOMOOIIACTUHOBOTO
BpeMenu (AIITB) wiu cHmwkenue otHomenus (R) Bennuunbl AIITB nmanuenTa
k BenmmunHe AIITB B kontpose ot 1,0 1o 0,8 u menee (npenen — 0,8—1,2);

2) YKOPOYEHHOE, HOPMAJIbHOE WJIM YBEIIMYEHHOE Ha 3—6 C MPOTPOMOHMHO-
Boe Bpems (IIB); yBennueHne mMexayHapOJHOTO HOPMAJIU30BAHHOIO OTHOIIIE-
nus (MHO) ot 0,9 10 1,7;

3) ypoBens ¢hubpuHOTEHA KpoBH O0see 1,5 r/m;

4) ypoBeHb TpOMGOIMTOB nepudepuueckoil kposu Gonee 100-10°/1 (Ba-
Ha JUHAMHUKa CHHXKEHUSI TPOMOOIIMTOB KaxK ibie 12 yacoB);

5) MOJOKUTEIbHBIM KaYECTBEHHBIN TECT, WM MPEBBIIIAIOLIEE HOPMY KO-
JUYECTBEHHOE COJIEpKAHUE PACTBOPUMBIX KOMILIEKCOB MOHOMEpOB (ulOpuHa
(PKM®);

6) MOBBIIIIEHHOE 10 CPAaBHEHHUIO ¢ HOPMOM B 2—3 pa3a cojep:kaHue IMpo-
IYKTOB Jerpaaanuu ¢udpruHoreHa u ¢GubpuHa;

7) MOBBIIIIEHHOE IO CPABHEHHUIO C HOPMOM B 2 pa3za u 0oliee coaepx aHue
JI-numepoB.

HecMoTpst Ha HOpMaIbHYIO WM TIOBBIIIEHHYI0 aKTUBHOCTh aHTHUTPOMOH-
Ha [II (AT III) B runepkoarynsironnoi cranuu JIBC, npoucxonut norpediie-
nue AT 1II, popmupyromiee ero nedunurt, paBHO Kak U JIPYTUX €CTECTBEHHBIX
AHTUKOATYJISIHTOB, TaKUX Kak npoterd C uiu npoTeuH S.

l'unokoazynayuonnas cmaous:

1) yBenuuenue AIITB unu otHomenust BenuunHbel AIITB manuenTa k Be-
muuune AIITB B konTposie ot 1,21 u 6onee;




2) yBenuuenue 1B no cpaBHEHHUIO ¢ KOHTpoJieM Ha 6 ¢ u 0oJiee Uiu yBe-
mmaearie MHO ot 1,71 u Gosee (BO3MOKHO MEHEE BBIPAKEHHOE YBEITMYCHUE
MHO);

3) ypoBeHb ¢pubpuHOreHa KpoBu menee 1,5 1/i;

4) ypoBeHb TPOMOOLUTOB TIepH(eprueckoii kposu Meree 100-10°/x;

5) MONOXKUTEIbHBIM KAa4eCTBEHHBIM TECT, WJIM MPEBbIIIAIONIEE HOPMY
KOJInueCTBeHHOE coaepkanue PKM®;

6) MOBBIIIIEHHOE 10 CPaBHEHUIO ¢ HOPMOHM B 3—5 pa3 cojepkaHue Mpo-
JTYKTOB Jierpaaaiuu ¢udpruHoreHa u GubpuHa;

7) TMOBBIIIIEHHOE 1O CPaBHEHUIO ¢ HOPMOW B 2—4 pasa u Oonee coaepka-
Hue J[-numepos.

Jnsa npeatudukanun craauu JIBC mocTatouyHO OTKIOHEHHUS OT HOPMAJIb-
HOTo Juarna3zoHa 4 u3 7 nepednciaeHHbIX TeCTOB. Pemas 3a1ady no J1uarHoCTHKE
JIBC u ero craauu HEOOXOIUMO COOTHECTH PE3YIbTaThl JAOOPATOPHBIX UCCIIE-
JIOBaHUU C OOBEMOM M KAa4ECTBOM I€MOCTAaTUYECKON Teparuu, MPOBEACHHOU
HakaHyHe 3a 24 daca. [Iokazarenn remocrasza y 340pOBBIX JETEH pPa3IMYHBIX
BO3PACTHBIX I'PYIII IPUBEAECHBI B IpwiL. 1-3.

Teuenue [IBC B mepuosie HOBOpokaAeHHOCTH (mepBbie 30 qHEN >KU3HU)
MOKET ObITh MOJIHUEHOCHBIM (OT 1-2 1 110 1 cyT, HanpuMep, CeNTUYECKUNA 10K
y MIIaJIeHIIa C TPaMOTPHULIATEIbHBIM CETNICUCOM), ocTphIM (0T 1-2 cyT a0 1 He-
JIEJI, HAIPUMED, TSKENbIH CeTNCHC), TOAOCTPbIM (0T 1 Heenu 10 HeCKOJIbKHUX
MECSIIEB, HAPUMEP, BUPYCHBIM renaTuT). HeTunuuHeIM [J1 mepuojia HOBO-
POKJIEHHOCTH SBJISIETCSI XPOHWYECKOE WM peuuauBupyromee teuenue J[BC
(ruranTckas remanruoMa win cunjapom Kasabach—Merritt) B cuimy Toro, 4To
JUIS peanu3alud JaHHOTO (peHoMeHa HeoO0XoauMm Oojiee MPOAOJIKUTEIbHBIN
OTPE30K BPEMEHH, MHOT/Aa MPEBBIIAIOLIUIN TO/I.

Knuuuka ABC

MHOT0(haKTOPHOCTh «ITYCKOBBIX MEXaHHU3MOBY» OMPEICISICT pa3IudHbIC
kinHuyeckue nposisnenus JBC kpoBu. ['maBHas xiImHUYECKas O0COOCHHOCTH
JIBC — xpoBOTEeUEeHUE, BHE3ANTHOE U CEPHE3HOE, MPEICTABISAIONIEE OMACHOCTh
JUTSL SKU3HH, WK TpOMOOAIMOOIMYEeCKUE OCloXHeHus. JIr000i U3 nepeyncieH-
HBIX KOMIIOHEHTOB MOET JTOMUHHUPOBATh, MPEIONPEAELIIAS KIMHUYECKYIO Kap-
THUHY U TSXKECTh COCTOSHUSL.

OueBuaHAsT ¥ MHOTOJIMKAsl B CBOUX MPOSIBICHUSX MOJUOPraHHAS JHC-
¢bynkuus Beeraa comnpopoxaaer IBC. Octpas moueyHasi, me4yeHOUYHas, JbIXa-
TeJbHAsl HEIOCTAaTOYHOCTh, HapyweHue Qynkuui [[HC co cBoumu cneundu-
YEeCKMMU KIMHUYECKUMH U J1a0OpaTOPHBIMHU MPOSIBJICHUSIMU ONPEICIISIOT
CUMIITOMATHKY 3a00JI€BaHUS U €0 OCIOXKHEHUs. Bce KMHUYecKue NMpu3HaKH,
ONPEAEIAIOIIME TSHKECTh COCTOSIHUS NALIMEHTA, CBA3AHbI C IPOrPECCUPOBAHUEM
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JIBC. B 10 e Bpemsi OHH MOTYT ObITh 00YCIIOBIICHBI MTATOT€HE30M U MPOTpec-
CUPOBAaHHEM OCHOBHOro 3aboseBaHus. [logoOHas mpoTHUBOpeuMBas OLIEHKa
KJIIMHUYECKOM CHMIITOMATUKH CBA3aHA C MHOIOTPaHHOCTBIO U Pa3HOOOpa3uemM
MaTOT€HETUYECKUX MEXAHMU3MOB, JieKalux B ocHoBe pazButus JIBC. Muoro-
¢dakropHocTh natodpusunonoruu JIBC He Bceraa mo3BojsieT YBEPEHHO BBIIBUTh
UCTUHHYIO MPUYMHY KIMHUYECKOTO CHUMITOMA WM JJA0OpAaTOPHOTO MPOSBIIE-
HUsl OOJIE3HM, TaK KaK KPOBOTOUYHMBOCTb, KPOBOM3IUSHUS U KPOBOTECUCHUS —
HIMPOKO PaCHpPOCTPAHEHHBIE CUMIITOMBI PA3JIMYHBIX T€MOPpPAru4ecKux 3a0oie-
BaHUM y JETEM.

Y HOBOPOXXIEHHBIX U JETEH MEPBOTO I'OJa KU3HH, B OTIIMYUE OT ITALIUCH-
TOB JPYroro BO3pacTa, paclio3HaBaHWE OCHOBHOI'O 3a00JIeBaHUs HE BCErjaa
IpelonpenessieT TeHe3 HapyleHn remocra3a. OJuHAKOBbIE MPOSBICHUS Te-
MOPPArn4eCcKOro CHHAPOMAa MOTYT HMETb MECTO IPH Pa3JINYHBIX KIMHHUYECKUX
CUTyalusiX, B TO K€ BpEeMs IIPHU OJHOTHUITHBIX IO XapakTepy 3a00JjeBaHUSIX Ha-
PYILIEHUs CBEPTHIBAHUS KPOBU MOTYT OBITh COBEPIIEHHO pa3nuyHbIMU. [lo3TO-
My Ha MPaKTHKE BBIACISAIOT HAPYIIEHHS I'eéMOCTa3a MEPBUYHOTO (COCYIAUCTO-
TPOMOOLMTAPHBINA, HAPUMEP, NMPU UIMONATUYECKON TPOMOOIUTONEHUYECKOM
NypIype), BTOPUYHOTO (KOAryJsiIHUOHHBIA, HApUMeEp, BPOXKIEHHAas reModu-
musi, K-ButamunzaBucumas popMa reMopparudeckor 00Jie3HU HOBOPOXKIACH-
HOT0) ¥ CMEUIAHHOTO THUMOB (MOJIMKOMIIOHEHTHAs T'€MOCTa3HOINaThs, Hampu-
Mep, Y HoBopoxaeHHBIX ¢ JIBC).

Hauano pazsutus JIBC y HOBOpOXIEHHBIX HE UMEET XapaKTEPHBIX KIIU-
HUYECKHX IposiBIeHNN. KiimHnueckast KapTrHa TUIepKoaryiasiiMOHHON CTaquu
JIBC necneuuduyuHa, Majo OTJIMYAETCS OT OOIIMX MPU3HAKOB OCHOBHOIO 3a-
OoJieBaHUS W €ro OCJIOKHECHHH. B KIMHHMUYecKOW KapTHHE, 0COOCHHO B THIIO-
KoaryJsiuuoHHou craauu JIBC, HabnrogaeTcst nojimopraiHas He10CTaTOYHOCTh
(IpIxarenpHas, MNEYEHOYHO-IOYEYHas, HaANOYECYHUKOBAs, HEIOCTATOYHOCTh
KPOBOOOpAIICHNUs WM APYTUe MPOSBICHUS OJOKaAbl CHCTEMbI MHUKPOLUPKY-
JSIUUU TAPEHXUMATO3HBIX OPTaHOB).

B runepxoarymsauuonsoi ctaguu IBC reMopparnueckux nMpu3HaKkoB, Kak
npaBuio, He ObIBaeT. B OTIenbHBIX cilydasx BCIEACTBUE TPOMOOLMTOIECHUH,
CBOMCTBEHHON OCHOBHOMY 3a00JI€BaHHIO, MOTYT BO3HUKHYTb METEXHAJIbHbBIE
reMopparu4eckue BBIChINIaHUA. ['eMopparuu BCIIEICTBHE BHYTPUCOCYIUCTOTO
CBEpTHIBAHUS KPOBU y HOBOPOXKJIECHHBIX HaOIIOIAIOTCS, MPEUMYIIECTBEHHO,
B rumnokoaryisnuonHoi craguu [IBC. ¥V uwactu OO0NBHBIX reMopparuvecKuit
CHUHIPOM DPAa3BUBAETCs 110 MUKPOLMPKYJISATOPHOMY HIIM IETEXUAIBHOMY THUILY:
TOYEYHBIC IIETEXNUAJIbHBIC KPOBOM3JIMAHUSA HA KOXKE, IOBBIIICHHAS PAHUMOCTH
KOXXM U CIM3UCTBIX 000J109eK, KPOBOTOUMBOCTh U3 MECT UHBEKUUN. /[oBOIBHO
YacTO BCTPEUAIOTCS HKEIyJOYHO-KUIIEYHbIE KPOBOTEYEHHUsS (MejleHa, pBOTa
nBera KodeitHoi rymm). B oTmenpHBIX, HamboJiee TSIKEIO MPOTEKAIOIINX
ciyyasix (CErncuc, CeNTUYECKU IIOK), BBI3BAHHBIX I'PAMOTPHULIATEILHOM MUK-
podaopoli win BUpPYCHOM HHGEKIUel, TeMopparu4ecKuii CHHIPOM HOCUT

9



IEHEPAIM30BAHHBIM XapakTep II0 MHUKPOLUUPKYJIATOPHO-TEMATOMHOMY THITY
(MaccuBHas CIIMBHAsi FeMOpPparuyeckas Chblllb Ha KOXKE U MHOYKECTBEHHBIE KPO-
BOIIOATEKH, KEITYIOYHO-KUILIEYHBIE, HOCOBBIE, JIETOYHBIE KPOBOTECUEHHUS], FEMa-
TypHsl), OTMEYAIOTCS KPOBOMBIIUAHUS B MATKHE TKAHU U BHYTPEHHUE OpPTaHbI.
BrlnonHeHre MHBEKIMM, KIU3M, UHTYOAalMid Tpaxen U OPYTruX MaHUITYJISIUN
COIIPOBOX/IAETCA KPOBOTEUEHUEM M3 CIM3UCTBIX 000JIOUEK M KOXKU. MHorue
reMopparuy pa3BUBarOTCs MapalieIbHO MPOrPECCHPOBAHNUIO OCHOBHOIO 3a00-
J€BaHUs WIK MaHU(ECTUPYIOT KIMHUYECKON KapTUHON BHE3aIHOTO U Jpama-
TUYECKOIO0 KPOBOTEUEHHs B PaHHEM IIOCJIE€ONEpalMoOHHOM nepuone. Hapsny
C IeMOPParu4eCKUMM OCJIOKHEHUSAMH, OJHUM M3 KIMHUYECKUX IPOSBICHUN
octporo JIBC Moxer ObITh TpoMOO(IEOUT, WM MOBTOPSIOMIMECS SIH30]IbI
TPaH3UTOPHOTO LepedpaibHOro TpoMO03a C COOTBETCTBYIOLIEH HEBpOJIOrHYe-
CKOM CUMITOMAaTHUKOH. B psjpe cinydaeB y OONBHBIX HAaOMIOJAIOTCA KIMHHYE-
CKH€ MPU3HAKUA TPOMOO3a MAarucCTpalibHbIX COCYJOB, OCOOEHHO IOCJIE KareTre-
pHU3aLMH LEHTPAJbHBIX COCYAOB M MEPUPEPUUECKUX BEH. ITU TPOMOBI MOTYT
PacIpOCTPAHATHCS MO XOAY KPOBEHOCHOI'O COCYJA, NOCTUTas MOJIOCTEU Cep-
11a; HEPEJKO OHU MHPUUUPYIOTCS U CIY>KAaT IPUUYUHON CynepruHPEKINN U CeTl-
cuca. K xnmuanueckum nposieineHusm IBC MOXKHO OTHECTH M Tak Ha3bIBa€MbIE
«CTPECCOBBIE» SA3BBI HA CIAM3UCTBIX 000JI0OUKAX KETYyAOYHO-KUIIEUHOTO TPAKTa,
B I€HE3€ KOTOPBIX JIEKUT MUKPOTPOMOO3 MEIKUX KOHLEBBIX COCYJIOB, BbI3bI-
BAIOIIMKM HEKPO3 U UILIEMMIO CIM3HMCTOMN, YTO BEJAET K KPOBOTCUECHHIO, & NHOI' /1A
U K niepdoparum.

OwnarHoctuka OBC

Kapruna xoarynonornueckux M3MEHEHUH, perucTpUpyeMbIX J1abopaTop-
HO, HOCUT MO3aW4HbIli XapakTep, U3MEHSAETCS B COOTBETCTBUU C JUHAMHKOMN
KIIMHUYECKUX TPOSBICHUN 3a00JIeBaHUSI M 3aBUCUT OT MPOBOJMMOM Teparuu
HapylieHui remoctasa. [loaToMy, HHTEpOPETUPYS PE3YIbTATHI JTaOOPATOPHBIX
WCCJICIOBAHNM, HEOOXOJUMO YUYUTHIBATH OO0BEM M KAa4eCTBO IPOBOIUMOTO
nedenusi, ero 3(p(PEeKTUBHOCTh, TUHAMUKY U3MEHEHUW TreMocTa3a BO BPEMEHH,
B 3aBUCHMOCTH OT KIIMHUYECKOTO COCTOSIHUS MAllUEHTA.

I'EMATOJIOrTMYECKHUE U3MEHEHMS, CBSI3AHHBIE C PA3BBUTHEM JIBC

Ouensb vacto y nanueHToB ¢ /JIBC remaronornyeckue ucciae 0BaHMs BbI-
ABJISIIOT OYEBUAHBIE U3MEHEHHUSI, CBOMCTBEHHbIE OOLIMPHBIM KPOBOU3IUSHUSAM
WIN KIMHUYECKHM OE€CCHUMIITOMHBIM T'€éMaTOMaM BHYTPEHHHX OpPraHOB, YCKO-
PEHHOMY Pa3pyLIEHUIO SPUTPOLUTOB BCIEACTBUE IEMOJIN3a WIN UHBIX IPUYHH.
[losiBnenne B mnepudepuyeckoil KPOBU HE3PENBIX SPUTPOLUUTAPHBIX (POopM
U IIA30LATO3a IO3BOJISAET BBISIBUTH KPOBOTECUYEHUE WIIM PA3PYLICHUE KIIETOK.
OpnHako ciietyeT MOMHHUTh, YTO CTENEHb IIM30LHUTO3a HE BCETIa KOPPEIUPYET
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c 00beMOM KpOBOIIOTEPH, a caM (PAKT MOSBICHHUS B KPOBH HOBOPOKICHHOTO
HE3pEJbIX IPUTPOLUUTAPHBIX (DOPM HE UCKITFOUAET HATMYHUE APYTOro OCHOBHOIO
3a0oneBaHusl. OUeHb YaCTO CIy4YalHON HAXOAKOM, MOATBEPKIAIOIIEH BHYTpPHU-
COCYAUCTBIA TE€MOJIM3, MOXET CTaTh IIOBBIIIEHUE CBHIBOPOTOYHOM JIAKTaT-
JETUJIPOreHasbl U CHUYKEHUE YPOBHS rantorioonHa. MacCUBHBINA BHYTPUCOCY-
JAUCTBIN F€MOJIN3, TEMOTTIO0MHEMUS U TeMOTJIO0UHYpHUSl OTMEYAIOTCsI UCCIIEN0-
BaTeJIIMU 3HAYUTEIIBHO PEXKE.

TPOMBOLIMTOIIEHUSI

TpomOounTOoNEeHNUs1 — OJVH U3 PAHHHX U YCTOMYMBBIX NMPU3HAKOB IIO-
TpeOneHus: GakTOpOB CBEPTHIBAHUS M KIETOYHBIX AJIEMEHTOB KPOBU JIJISl HJICH-
tudukaruu craguu JIBC. HopMmaiibHOE MIIM TOBBIIICHHOE COJICPIKAHHE TPOM-
ormros (200-10°/1 1 Gonee) XapakTepHO IS TUMEPKOATYIISIHOHHON CTaIHH.
CHIbKeHHe umcna TpoMmOomuToB B muamasoHe (199-100)-10°/1 y peGenka
C MpU3HAKAMU TUNEPKOAryJISIITUOHHHBIX U3MEHEHHUI CO CTOPOHBI MIa3MEHHOTO
reMoCcTa3a OTpa)XaeT CTENEHb MOTPEOJEHUs KIETOYHBIX 3JIEMEHTOB KPOBHU.
Jns runokoaryisiuonHod cranguu  JIBC HauOornee TUNMMYHO CHUXKEHUE
COZepIKaHMs TPOMOOLUTOB B KpoBu MeHee 99-10°/1. Ocobble CI0KHOCTH BO3-
HUKaIOT B mporiecce auarHoctuku JIBC y manueHToB ¢ UCXOAHOM TpOMOOIIU-
TONICHUEH, HaAmpUMep, B Clydae HIUOMNATUYECKON TPOMOOIIMTONCHHUYECKOM
nypnypbl (UTII). ¥V nmampieHTOB C rpaMHETaTUBHON CENTHUIIEMHEH TPOMOOIH-
TOTICHUSI HAOJII0JAeTCsl 3HAUUTENIbHO PaHbIIIEe, YeM Pa3BUBAIOTCS KOATYISIUOH-
HbIC HapylIeHus. B coyydasx rpaMmo3uTHBHON OaKTEpUEMHH, PABHO KaK U JPYy-
rux ¢opm JIBC, tpombGoruroneHuss u runopuOpUHOTEHEMHUS Pa3BUBAIOTCS
OJTHOBPEMEHHO.

JIABOPATOPHOE IOJATBEPKIEHUE /IBC

PactBopumbie (HUOPUH-MOHOMEPHBIE KOMILUIEKCHI, IPOIYKThl Jerpajaiuu
¢ubpunorena un pudpuna (IIIPD), A-numepsl, sBisscs mapkepamu IBC, obec-
NIEYMBAIOT BO3JCUCTBUE TPOMOMHA HAa (UOPUHOTEH U MPEACTABISAIOT TEOPETH-
YeCcKyl0 OCHOBY au(depeHnanbHOi JUarHOCTUKY MEXAY NPOAYKTaMu Jerpa-
nanuu pudbpunoreHa u guodpuna. Hapsay ¢ perucrpanueit POMK 1o Tecty ¢
optodeHanTposuHoM, s BeisiBiieHuss POMK u pannux [1JI® ¢ ycnexom Mo-
KET HCIOJB30BAThCSI TECT CKJICHBAHUSI CTA(UIOKOKKOB — KJIAMIIUHT-TECT
(3. C. bapkaran u coaBt., 1989). Jluarnoctuueckuii HaOOp ISl BBITOJTHEHUS
nanHoro tecta Bbimyckaercas HIIO «Texnomorus» (r. bapnayn). C BbIcOKOH
CTEIIEHbIO TOYHOCTH AKTUBALMIO IJIA3MUHOBOW CUCTEMBI IMO3BOJISIET IMOIATBEP-
JIUTh KOJIMYECTBEHHAs peructpauus conpepxkanus 111D u [I-aumepoB meTooM
reMarrjIlOTUHALIMY ¢ YaCTUIAMU JIATEKCa WIM UHBIM KOJIMYECTBEHHBIM METOJIOM.

[TapakoarynsimoHHbIe TPOOBI (3TAHOJOBBIA WM MPOTAMUHCYJIb(aTHBIN
TECT), HECMOTpPSI HAa MPOCTOTY U JOCTYINHOCTb, 00JIaJAal0OT HU3KON 4YyBCTBHU-
TEIbHOCTHIO, MAJIOCIIELIM(PUUHBI U HHOT/IA IaI0T HECOMOCTABUMbIE PE3YJIbTaThI.
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Pe3ynbprarel BBIOMHEHHS TECTa <GKEIATUHHU3ALMW» HCCIENYEMOM IIa3Mbl B
MPUCYTCTBUM ITAHOJIA, YaIlle OTPULIATEIIbHBI, YEM ITOJI0KUTEIbHBI Y TAIHEHTOB
¢ HeocnopumbiMu JTokazatenscrBaMu JIBC. HanpoTus, TeCT «oKeNaTUHU3ALUN»
HccleyeMOol Tla3Mbl B MPUCYTCTBUU MPOTaMUHA Cyjb(dara yaille BBISBISET
JIOKHOITOJIOKUTENBHYIO peakinio y naiuentoB, He uMmeromux JIBC. Crnenyer
OTMETUTb, uTO y manueHtoB ¢ [IBC, nabopaTopHo n0oKa3aHHBIM, Yalle IMOJ0-
’KUTEJIbHA POTaMUH-CYJIb(aTHas MpoOa YeM FTaHOJIOBAS.

HaunbGonee 4yBCTBUTENBHYIO pPEAKIMIO, IMO3BOJAIONIYIO BbIABUTH JBC,
npeacTaBisgeT perucrpanus GocHoaunuaHbIX MUKPOBE3UKYJI, KOMIUJIEKCA TKa-
HeBoro ¢akropa ¢ pakropom Vlla, pubpunonentuga A, KoMmruiekca TpOMOUH-
antutpoM6uH III. Onpenenenne pubpuHonentuna A Gosee crenuduUIHO, YeM
onpenenenue 11D u [I-numepos.

Hcnonp30Banne KpoBHU W3 IYNOBUHBI U1 BbIsBIeHUs [IBC y HOBOpOX-
JICHHBIX SIBJSICTCS OJHOM M3 TJIaBHBIX MPUYUH AUATHOCTHYECKUX U TEPANECBTHU-
YECKHUX OLINOOK.

PYTUHHAS IUATHOCTHUKA /IBC

CeroHs HE CyLIECTBYET HH OJIHOTO YHUBEPCAJIBHOTO KIMHUYECKOTO WIIH
71a00paTOPHOTO MOKa3aTelssl, MO3BOJIAONIEro BbIsiBUTh J[BC y KOHKpETHOro
6onpHOTO. J{111 MTaGopaTopHOro noATrBepkaeHusa nauarHoza JIBC HeoOxonuMmo:
nojcuuTaTh TpoMOoIuThl, onpenenuth AIITB, 1B u konuenTparuto hudpu-
HOT€Ha, Takke o0s3arenbHa peructpauus yposus [P, J[-numepoB u npucyt-
ctBus POMK. YkazanHuslii nepedeHb J1a00paTOPHBIX MCCIEIOBAHUMN JTOCTATO-
yeH juisl uaeHTudukauu craguu JIBC u pemieHus Bompoca O MpOBEIECHUU
Koppurupymoiieil tepanuu. OlLieHKa TeMocTa3a, BBINOJIHSIEMas PYTHHHBIMU
TeCTaMu B JUHAMUKe 3a00JeBaHus, B OOJBIIUHCTBE CiIy4yaeB OoJiee mHpOpMa-
THBHA U BAXXHA, YEM OJIHOKPATHOE OMPEACIEHUE MOKA3ATEIS ¢ UCKIFOUUTEIBHO
BBICOKMMU JHATHOCTUYECKUMH BO3MOXKHOCTSIMU. OITHOKPATHO BBISIBICHHOE
CHUKEHHME 4YHCiIa TPOMOOILIMTOB WJIM 3apETrUCTPUPOBAHHASI B JUHAMUKE MPO-
rpeccupymomias TPOMOOUUTONECHUS TPEACTABISIOT BBICOKOUYBCTBUTEIbHBIN,
HO Hecnenuduyeckuid npuszHak J(BC. U3mepenue ypoBHs anTuTpoMOuHa III
MMEET JIOMOJHUTEIBHOE MPEUMYIIECTBO U3-3a CHEHU(PUIHOCTH OLIEHKU CTelle-
HU NoTpeOsIeHrs HanboJiee BaKHBIX HHTHOUTOPOB TpoMOuHa. nentudunmpys
cranuto /IBC, Bcerna He0OX0AMMO OLICHUBATh 0ObEM 3aMECTUTEIBHON TEPAIUH,
MIPOBOAMMOM TMAIMEHTY HaKaHyHE HCCIelNOoBaHus. AHalU3 TOJIBKO Jaboparop-
HBIX TOKa3aTesel 06e3 ydyeTra KIMHUKYA U MPOBOJIMMOMN 3aMECTUTEILHONW U aHTH-
KOAryJISTHTHOM Teparuy 4acTo MPUBOJUT K OMMOOYHBIM BHIBOAM.

JN®OEPEHIMAIBHBIN TUATHO3

JIyist HapyIIeHUN COCYIUCTO-TPOMOOIIMTAPHOTO reMocTa3a (TpoMOOIUTO-
MEHUS] U TPOMOOLIMTONATHS) CBOMCTBEHHO YBEIUYEHUE OOIIEKOATrYJIAIIMOHHBIX
MoKa3aTeyel B CBA3U C TE€M, UTO PE3YJIbTAT UCCIEIOBAHUI 3aBUCUT OT aKTHB-
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HOoCcTU (comepxaHusi) TpoMmOouutapHsix (aktopoB. Benmunna AIITB u [1B
KBuka, Kak NnpaBHUIIO, COOTBETCTBYET BO3PACTHON HOPME MEpUOAa HOBOPOXK-
neHHOoCcTH. KOCBEHHBIM MPU3HAKOM, MOJTBEPKIAIOIIUM CHU)KEHUE aKTUBHOCTHU
(oTcyTcTBUE) TPOMOOIUTAPHBIX (PAKTOPOB, SBJISETCS M3MEHEHHE TOKa3aTeseH,
OTpaXaloLUX COCTOSIHUS COCYAMCTO-TPOMOOIMTAPHOIO T'eMOCTa3a: MeTeXHU-
aNbHBIA TUI F€MOPPAruuecKoro auaTe3a, yBeJIndeHue JIUTEIIbHOCTH KPOBOTE-
YEeHUS, TIOJIOKUTEINIbHAS «IIP00a KIyTa», CHUKEHUE PETPAKIIMN KPOBSHOTO CTy-
CTKa U €ro TeMOCTaTUYECKUX CBOMCTB, BO3MOXKHO YBEIMYEHHE IMOKa3aTess
crioHTaHHoro ¢uopuHonuza. JuddepeHuupoBaTh TPOMOOIUTONECHUIO OT
TPOMOOIIUTONIATHH TIOMOTAET PETUCTPAIUs Yhciaa TPOMOOIUMTOB Tepudepuye-
CKOW M BeHO3HOH KpoBH. UneHTrudukanuys tumna TpoMOOIIUTOIATUA BO3MOKHA
pu uccienoBanuu ¢ nomoinbto arperomerpa AP 2110 «Conap» arperauuoH-
HO-3JIF€3UBHBIX CBOWCTB TPOMOOIIMTOB B COYETAHUU C UMMYHOJOTHYECKHM U
KOAaryJsILHOHHBIM CTaTyCOM.

Cpean npuoOpeTeHHbIX HapyUIEHWH KOaryJsiHOHHOTO I'eéMOCTa3a y HO-
BOPOXIEHHBIX Hanboliee yacTto BcTpeuaercss K-BUTaMUH3aBUCUMBIA reMoppa-
TMYECKUH AuaTe3 — «IepBUYHASI reMopparuyeckas 00Jie3Hb HOBOPOKICHHBIX)
(II'BH). Yactora pa3sutus K-suramunzasucumoit opmel III'BH cocrasnsier
1 caydait Ha 200—400 HOBOpOXICHHBIX. Takue BapHallMiu Y4acTOTHl OOBICHS-
I0TCS Pa3IMYHBIMU CPOKaMU TPHUKIAJbIBaHUS pPeOCHKAa K Ipyaud U BUIAMU
BCKapMJIMBAHMsI TIEpPUO/Ia HOBOPOXKJIEHHOCTH, PA3IMYHBIMU CPOKAMU TIEPEKATUS
MyTIOBUHBI 1 00BEMOM TpaHCIUIAIEHTApHOU TpaHcy3un. YpoBeHb K-BuTamuH-
3aBUCUMBIX (PaKTOPOB MOKET OBITh PE3KO CHMKCHHBIM B CBSI3U C Ha3HAYECHUEM
MaTepy B TOCIETHUE HeIenu OepeMEHHOCTH HEMPSMBIX aHTUKOATYJSHTOB,
IPOTHUBOCYOPOKHBIX TpenapaToB, 0apOUTYpaTOB, a TaKXKe MPU IMATOJIOTHU
IUIALEHTBI, TO3AHUX TOKCUKO3aX OEpPEMEHHOCTH Ha (JOHE U3MEHEHHOT'O 3CTPO-
reHHoro (ona. K cHmkeHHI0 ypoBHs MPOKOAryJIsIHTOB B KPOBU HOBOPOXKICH-
HOTO MOXET MPUBECTU HaApyIIeHHE BcachbiBaHus BuUTaMuHA K B KuUIlIEUYHUKE
MaTEepH MPHU ATEPONATUAX, TUCOAKTEPHUO3aX, 3a00JIEBAHUIX KETUHBIX MYyTEH.

Huskuil B TeueHHe NEPBBIX JAHEN KU3HU ypOBEHb K-BUTaMHH3aBUCHUMBIX
(aKTOpPOB y 3/I0POBBIX JOHOIIEHHBIX HOBOPOXKIEHHBIX C OJIArOMOIYYHBIM Te-
YEeHUEM NEPUHATAIILHOTO IMEpPUo/a MOXKET ObITh OOYCIIOBIIEH TPaH3UTOPHOU
(GYHKIMOHANTBHOW HEIOCTATOYHOCTBIO MeYeHH, a He AeduuuTom Butamuna K.
OT0 MOXET ObITh MOATBEPKIECHO OTCYTCTBHEM B KPOBH HOBOPOXKIECHHOTO
Mosekya-nipeamectBeHHUKOB (akropos I, VII, IX, X — «Protein in Vitamin
K-absence — npoteun B orcyTcTBUE BUTaMuHA K».

I'emopparnyeckuidi CHHAPOM, BO3HUKAIOIIMKA B PE3YJIbTaTE HAPYIICHUU
nporpombuHOOOpazoBanus (nedunut ¢akropa Il ¢asblr cBepThHIBaHUS KPOBH),
MOXKET MPOSBIATHCS MEJIEHOW (KUIIEYHBIM KPOBOTEYEHHEM, IUATHOCTUPYE-
MBIM 10 HaJUYMIO CTyJla YEPHOIO LBETAa WM CBEXEH KPOBU B KaJOBBIX
Maccax), KpoBaBoil pBoToi (haematemesis) WM pBOTOHN KEITYJOUYHBIM COIEP-
KUMBIM LIBETa KOPEHHOM Iyllid, HHOTJa MAaTOYHbIM KpoBoTeueHueM (methror-
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rhagia) y HOBOpPOXJIEHHBIX JeBOYeK. Kpome 3TMX CUMITOMOB y HOBOPOXKJIE€H-
HBIX TeMopparudeckasi 00JIe3Hb MOXKET MPOSABIATHCSA Ke(aloreMaroMo, Kpo-
BOTEYEHHUEM IPU OTHAJCHUM OCTATKA IMyNOBUHBI, PEJIKO — KPOBOU3IHUSHUEM B
MO3T (BHYTPHKETYI0UKOBBIMH, CyOapaxHOUJaIbHBIMU, CYOAypaibHbIMU I'eMa-
TOMaMHu), JIETKue, Me4YeHb, HAANOUYeYHUKH. OOUIbHBIE KPOBOTEYEHHS MOTYT
HPOSIBIIATHCS OJEHOCTBIO KOXKHU U CIM3UCTBIX 000JOYEK, TaxUKapaAueH, Mmpu-
3HaKaMM TOCTreMopparuueckoi aHemuu. IIpu HecBOeBpeMEHHOM OKa3aHHUU
IOMOIIM peOEHOK MOXKET NMOrMOHYTh OT T€MOPPArMyecKoro I10Ka BCIEACTBUE
octpoii kpoBonorepu. KokHble U MOAKOKHBIE TeMOpparuu (Iyprypa) B BUJE
NETEXHUI paclpOCTPaHEHHBIX 3KXMMO30B BCTpedaroTcs: pexxe. Hapsny c Beipa-
KEHHOM KPOBOTOUYMBOCTHIO BO3MOXHBI JIATEHTHBIE (OPMBI, MPU KOTOPHIX
HapyIICHUs CBEPTHIBAHUS KPOBU 3@ CUET M3MEHEHUS TPOMOHMHO- U MPOTPOM-
OMHOOOpa30BaHMs BBISABIIAIOTCS JIMIIb IPHU JIAOOPATOPHOM HCCIIEJOBAHUU I10
YBEJIMYEHUIO MPOTPOMOMHOBOTO BpemeHH. OHHM MpPEeNCTaBisIOT coO0i omac-
HOCTb ITPH ONEPATHBHBIX BMEIIATENIbCTBAX WM IIPH KAaT€TEPU3ALMH HEHTPAIb-
HOU BeHbl. Meneny y nerei 1-ro aHs ku3Hu HeoOxoaumMo quddepeHunpoBaTh
(mpoba AnTa) ¢ CUHAPOMOM «3arjlaTbIBaHUS» KPOBH MaTepHu, KOTOpas MOXET
nonacTb K peO€HKY NpU MPOXOKAEHUU €ro M0 POJOBBIM MYyTSIM MPHU TPEIIMHAX
Ha COCKax y MaTepH.

Bcerna cnenyer mOMHUTE 0 mo3/HEH (opMe reMopparuyeckoi 0oJe3HHu,
BO3HUKAIOIEH Yy MJIa/IeHLIEB Ha 4—8-i HeemsaX )KU3HU. 3a00JIeBaHUE Yalle BCe-
ro BO3HUKAET y JETEH, HAXOAAIMXCA HAa €CTECTBEHHOM BCKApPMIIMBAaHUHU, YbU
MaTEepH B CBSI3U € MMOIPELIHOCTBIO B IUETE MOIYYarOT OIPAHUYEHHOE KOJIMYECT-
BO BUTamMuHa K.

Cpenu BpOXKJIEHHBIX KOaryjionaTuii Haubosiee 4acTo BCTPEYaroTCsl TeMo-
¢unus A (aedpuuut pakropa VII), remopunus B (6onesns Kpuctmaca, aedu-
uT (paxktopa IX), peructpupyemsie TOIBKO y JHUI] My>KcKoro noja. Hacrnenct-
BeHHBIH nedumut daktopa XI (6one3ns Pozentans, remodumus C), pakropa
XII (6one3ns Xaremana), hakropa VII (runompoxonBepTHHEeMus), dhakTopa X
(6one3nn Ctroapra—IIpaysp), dbakropa V (maparemoduinus), dhakropa Il (rumo-
nporpomOunemusi), ¢akropa I (A-runodudpunorenemusi) u ¢akropa XIII
OTHOCHUTCS K KaTeropuu penkux (popm HaclleCTBEHHbIX KoarynonaTuil. Kmm-
HUYECKHE MPOSABIICHUS TeMOQUINU MOTYT OBITh C MEPBBIX JHEH JKU3HU: Keda-
joremMaToMa, KpOBOTEYEHME IPU OTHAJEHUM OCTaTKa IYNOBUHBI, PEAKO —
KPOBOU3IIUSHUE B MO3T (BHYTPHIKEIyJI04KOBas, cybapaxHOUJanbHas, CyOmIy-
pajbHasg reMatromMa), OOIIMPHBIE KPOBOMBIIMSHUA B MSTKHME TKaHU, B 00JACTU
NYHKIUHM nepudepudecknx BeH. BrIpaXkeHHOCTh KPOBOU3IUSAHUNA 3HAUUTEIHHO
IIPEBOCXOJUT CTENEHb HAHECEHHOM TpaBMbl. M31MBLIAsCSA KPOBb JI0JIT0 OCTAET-
Csl )KMJIKOM, IIMPOKO MPOHUKAs B TKAHU W BIOJb (aciuil. Bo3mMoxHO crasie-
HUE MBI, HEPBOB, KPOBEHOCHBIX COCY/I0OB, YTO MOXKET IPUBECTU K HILIEMHUH,
napajinyy, KOHTpaKTypam.
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[Ipu koarymnonatuu, 00ycIoBICHHONW AePUITUTOM (HaKTOPOB MPOTPOMOU-
HOBOTI'O KOMIUIEKCA, yBeaudeHue nokaszatens [IB comnpsbkeHo ¢ yBenndeHueM
AIITB, a, ciemoBaTenbHO, U OOIIEKOATYJAIMOHHBIX IOKa3aTeiaeh (Bpems
CBEpTHIBaHUS 1IeIbHOM KpoBH Mo JIu-Yaiit). B cBs3u ¢ OTCYTCTBUEM Hapyllie-
HUM QuOprMHOOOpa30BaHUsS TPOMOMHOBOE BpeMsl, KaK MPABUJIO, HE U3MEHEHO.
[Ipu remodunuu, B oTinuue ot aeguiura GakTopoB MPOTPOMOMHOBOTO KOM-
IUIEKCa, YBEJMYEHUE OOIICKOAryISIIMOHHOTO MMOKa3aTeNsl COMPSHKEHO C YBEIU-
yenuem AIITB Ha ¢oHe HEM3MEHEHHBIX BEJIMYMH MPOTPOMOMHOBOTO U TPOM-
OMHOBOI'O BPEMEHH.

Nleyenne ABC

Jleuenne /IBC mpencraBiser TpyIHyIO 3anady. Bexymmil u nepBocTerneH-
HbIII KOMIIOHEHT JICYEHUSI — HEMEJJICHHOE YCTPAHEHHE JIEUCTBHS MEPBUYHOIO,
MPUYUHHOTO (PaKTOpa, UHUIIMKUPOBABIIIETO Pa3BUTHE HAPYIICHUN TeMOCTa3a.

OO0s13aTeNbHBI TEpPAeBTUUECKUE MEPONPUATHS, HAPABJICHHbIC HA JTUKBU-
JAlI0 TUMOBOJIEMMHM M TKaHEBOM rumonepdy3uu, KOPPEKILHUIO KHCIOTHO-
OCHOBHOT'O COCTOSIHUS U BOJIHO-3JIEKTPOJIUTHOIO OOMEHa, MOJAJIepKaHue a/IeK-
BaTHOM okcureHauuu. [IpuMeHeHne nepeurncaeHHbIX Je4eOHbIX MEPOIPUATUI
onpeaensieTcss BeIyIlIMM NaTOr€HETUYECKUM MEXAHHU3MOM HapyILIEHUN TOMEo-
CTa3a, a X MPOBEACHHE OCYIIECTBIAIOT B COOTBETCTBHM C OOLIECTIPUHSATHIMU
METO/IAMH.

OcHOBY ycTpaHEHUsl HApYIIEHUM I'eéMOCTa3a COCTaBIISAECT 3aMECTUTENbHAs
Tepanus mnpernapaTaMd ¥ KOMIIOHEHTaMU KPOBU B COYETAaHUM C Ha3HAYE€HUEM
(U3HOJOTMYECKUX AaHTUKOAryJasHTOB. Takas Tepamusi moka3zaHa NalMeHTaM C
AKTUBHBIM KPOBOTE€UEHHUEM WIIH MEPE] MPEICTOAEH NHBAa3UBHOM MPOLIEAYPOH,
CBSI3aHHOMW C pEAJIbHBIM PUCKOM F€MOPPArnyecKuX OCIIOXKHEHU. [ 1aBHas 1enp
3aMECTUTEIbHON Tepanuu — TMOAJIEPKAHUE TeMOCTATHYECKOIO0 MOTEHIMaja
TPOMOOITMTOB ¥ TIa3MEHHBIX (DaKTOPOB CBEPTHIBaHUS, BKItoUas (prOpHUHOTEH.
Jljis 5TOr0 Ha3HAYAIOT KPUOIUIa3My, TPOMOOKOHIIEHTPAT, a B CIIy4yae CHUKECHUS
ypoBHs ¢uOpuHOreHa menee 1,0 r/a BBoasT kKpuornpenunutar. ClemyeT moM-
HUTh, YTO MHUHHMMAJIbHBI TI€MOCTaTHYECKUH ypoBeHb (puOpunorena 0,8 /i
B cinywae gepuuura niua3zMeHHbIX (DaKTOPOB CBEPTHIBAHUS BBOJAT HEIOCTAIO-
1€ KOMIIOHEHThl COOTBETCTBYIOIIEr0 KOHILEHTpaTa. [Ipu kpoBoTeueHUM Iist
oOecrieueHus aIekBaTHOIO reMocTa3a y OOJbHBIX B TUIOKOATYJISIITUOHHON CTa-
muu JIBC HeoOxoauM Oosiee BBICOKMN YPOBEHb TPOMOOILIMTOB B KPOBH, YEM
OOJBHBIM C TPOMOOIIMTONIEHUEH MPU COXPAHEHHOW TpOMOOIUTapHOU (GyHK-
nuu. JlokazaHHOE CHUKEHUE aKTMBHOCTHU MM JE(ULIUT OCHOBHBIX MHTHOUTO-
POB CBEpPTHIBAHUS ONPENEIACT Ha3HAYCHHE KOHUEHTpaToB mporenHa C wunu
antutpoMOuHa III. Tlokazanuii 1yt BBEACHUS KPUOILIa3Mbl U MIPENapaToB KPOBU
C LIETTBI0 AMITUPHUUYECKON MPOPUIAKTUKN TeMOPPArUYECKUX OCIOXKHEHHH HET.
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JIEYEHME B TUNIEPKOAT YJIIIMOHHOM CTAJUU ABC
(MOJIHUEHOCHOE, OCTPOE, IIOJJOCTPOE TEUEHHUE).
IMPO®UTAKTUKA IBC

BoccranoBnenue n noaaepkaHue aHTUKOAryJITHTHOTO ITOTEHIIAANIA KPOBU
(aHTUKOATYJISTHTHAS TepaIus):

— JI0Ka3aHHOE JIa0OPAaTOPHO WUJIM MOJATBEPKIACHHOE KIMHUYECKH MOTPeo-
neHue (HakTOPOB CBEPTHIBAHUS ONpPEIEIsAeT MOKa3aHus JUIisl Ha3HAUCHUs CBEXKe-
3aMOPOKEHHOM MI1a3Mbl (MPEANOYTUTENHLHO KproobennenHas) a0 10—-15 ma/kr
B CYTKH B/B, pABHOMEPHO pacrpeielisis CyTOUHYI0 103y Ha 4 BBedeHUs (Kax-
nple 6 4YacoB); cieayeT IMOMHHUTb O BO3MOXKHOCTH pa3BUTHSI CBS3aHHOIO
¢ TpaHc(y3ueil mia3mMbl OCTPOTO MOBPEKACHUS JICTKUX;

— AHTUKOAryJISIHTHAs TEpaIlusl.

JlomyCTUMO B LENSAX MOBBIIICHUS AHTUKOATYJISHTHOTO IMOTEHIMAala J0-
HOpPCKOM KpHOIUIa3Mbl NEPEN €€ BEIACHHEM PELUNUEHTY A00aBIsATH B KPHO-
ma3My HeppaKIMOHUPOBaHHBIN renapuH B cootHomennu 1 EJl medpakimo-
HHUPOBAHHOIO TenapyHa Ha | MJI BBOAMMOM PELUITUEHTY KPUOILIA3MBbI.

AHTHUKOAryJISHTHI IPSIMOTO JAEHMCTBUS B 033X, BBI3BIBAIOIINX TMIIOKOAry-
JSAUMOHHBIA 3P deKT B runepkoaryisiquonHon craauu JIBC, mokaszansl nersam
npy TpoMOO3€e MarucTpajibHOrO COCYJa, HEKPO3€ YYACTKOB KOXKH BCIEIACTBUE
MUKpPOTpOMOO3a COCY/I0B, HEOOXOJIMMOCTH MPOBEACHUS SKCTPAKOPIOPATHLHON
OKCUTEHAIIMM WJIU JETOKCUKAIIMM OpraHuM3Ma MallMeHTa, UCIOJb3ys Hedpakx-
[IMOHUPOBAHHBIN TenapuH. [[03a moadupaeTcss MHAUBUYAIBHO, aJeKBATHOCTh
no3bl orpaxkaet yenuueHre AIITB nanuenta B 2 pa3a o CpaBHEHHIO C KOH-
TpOJIeM; CyTOYHas J103a MOKeT cocTaBisaTh oT 100 mo 500 EJI/kr; BBOASAT Me-
TOJIOM HETIPEPBIBHON HHQY3UH MPEANOUYTHTEIHHO Yepe3 OTIASIbHBIN BEHO3HBIN
JOCTYIl. YUHWTBHIBasi CKOPOTEYHOCTh TuUIlepKoaryiasiunoHHo craguun JBC,
HEO0OXOJMM CHUTYallMOHHBIM KOHTPOJIb 3a aJI€KBAaTHOCTBIO J03bl I'e€HapvHa U
YPOBHEM THIOKOATYJISALMHU, B IPOTUBHOM Cllydae B Ipolecce TpaHCHOopMaIiu
runepkoaryssinnonHon craauu JIBC B craauio rHNOKOAryssiiuy MPOU30MIET
OTHOCHUTENBbHAS MEPEI03UPOBKA FENaprHa.

Cnegyer mOMHUTh, YTO Y HOBOPOKJICHHBIX HCIOJIb30BaHHE He(paKIno-
HUPOBAHHOTO TeMapuHa B J103aX, OOECMEYMBAIOIIUX THIIOKOATYJISIIIMOHHBIN
s dexT, sBingercss oAHUM U3 (HAKTOPOB, MPUBOASIIUM K Pa3BUTHIO TeMOpparu-
YEeCKUX OCJIOXKHEHUHU. Y nerel B Bo3pacte 10 1 roga Ha oHe rUmoKoaryJssiu-
OHHOTO 3(pdekTa remaprHa reMopparuiecKue OCI0KHEHHS BCTPEUAIOTCS Yallle,
4yeM y JeTelt 6osee crtapiiero Bo3pacra.

AnbpTepHaTHBa HEPPAKIIMOHUPOBAHHOTO TeMaprHa — HATpUEBas COJIb
HU3KOMoJeKysipHoro renapuHa (HMI'), paspemieHHas uisi MOAKOXHOTO U
BHYTPUBEHHOTO BBEJCHUS METOJOM HENPEPHIBHON BHYTPHUBEHHOW WHQY3UU.
Cyrounas noza HMI' B runepkoarynsiuonHoit craguu JIBC MoxkeT nocturaTth
10 200 aatu-Xa ME/kr B cyTku. [lokazanusi kK mpUMEHEHHIO: TPOMOO3 MarucT-
pPaNIbHOTO COCYJa, HEKPO3 YYaCTKOB KOXH BCIJIEJICTBUE MHUKPOTPOMOO3a COCY-
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JI0B, T€NapUH-UHIyLIUPOBAHHAS] TPOMOOLMTONEHUS Y HalMeHTa C JOKa3aHHbIM
TPOMOO30M KPOBEHOCHOTO COCYZa; HEOOXOIUMOCTh MPOBEACHHS IKCTPAKOp-
IIOpPaJbHOW OKCUI'CHALIUU WU JETOKCUKALMUA OPraHU3Ma IAalUEHTa. Y YUThIBas
CKOPOTE€YHOCTh U3MEHEHUN IeMOCTa3a MpPU CENTUYECKOM IIOKE, IIPUMEHECHUE
HMI" tpebyer cuTyalluOHHOrO J1TaOOPATOPHOIO KOHTPOJIS 32 COCTOSIHUEM Te-
MocTa3a mytem peructpanuu AITTB.

JIroboe kpoBOTEUEHHE, BO3HUKILIEE HA (JOHE BBE/ICHUS FE€apUHOB TpeOyeT
HEMEIJICHHOI'O0 IIPEKPALEHUs aHTUKOATyJITHTHOM TE€pallid U BBIACHEHUS IIpU-
YUHBI KPOBOTEUYEHMs, IIOCJIE YEro B 3aBUCUMOCTH OT CUTyalLUH IPUHUMAIOT
penieHre 0 IPOJOJKEHUN aHTUKOATYJITHTHOU TEPaIIiH.

JIEYEHUE B THIIOKOAT'YJIAIUOHHOMN CTAUU JIBC
(MOJIHUEHOCHOE, OCTPOE, IIOJOCTPOE TEYEHHUE)

Koppexkuusi TpoMO0IIUTONIEHUN MOTPeOJIeHNsI 1 TPOMOOUMTONATHH:

1) TpomOouuTonenus: (YUCAO TPOMOOLMTOB B mepudepuueckoil KpoBU
meree 20-10°/1 omnpenensaeT MOKa3aHus N BBEACHUS JOHOPCKOTO TpoMOo-
KOHIIEHTpaTa ¢ NPOPHUIAKTUYECKON LETBI0 MTPU OTCYTCTBUU T'€MOPPATUYECKUX
IIPOSIBIICHUN;

2) KpOBOTOYMBOCTh METEXHAIBHO-MSATHUCTOTO THUIA WJIH KPOBOTEUEHHUE
C MOBEPXHOCTU CIM3UCTHIX O0O0JIOUEK Yy MAIlMEHTOB B THIOKOATYJISIIMOHHON
craguu [IBC onpenenser noka3zanus sl BBEACHUSI OJHOTPYIIITHOTO JOHOPCKO-
ro TPOMOOKOHIIEHTpaTa MpHU YKCIe TPOMOOIMTOB mepudepuyeckoi KpoBU
menee 50-10°/1 B moze 2,0-2,5:-10"" TpoMGOIMTOB/M” OBEPXHOCTH Tela MM
10—15 mur/kr Maccel Tena B CyTKH (B cliydae, €ClId TOJICYET TPOMOOIIUTOB,
COJIEp KAIMUXCS B MTAKETE, 3aTPYAHEH);

3) uHBa3uWBHAs NpPOLELYypa WM XUPYPrHYECKOE BMEIIATEIbCTBO AETIM
6e3 mpusHakos JIBC pomycTumo mpH gmcie Tpombormtos 50-10°/1 u Goee.

B cinywae /IBC mu1s BBIOJIHEHUS ONEPATUBHOIO BMEIIATENLCTBA YPOBEHD
TPOMGOLUTOB J0KeH npesbimath 70-10°—75:10°/1. HeoGocHoBanHOE TIpodu-
JAKTUYECKOE NMPUMEHEHHUE JTOHOPCKOM TPOMOOLIMTHONW Macchl, B OCOOEHHOCTH
MyJIMPOBAHHOM (OT HECKOJBKUX JIOHOPOB), HEJOMYCTUMO B CBSI3U C BBICOKUM
PUCKOM Pa3BUTHS CBA3AHHOTO C TpaHC(y3uel OCTPOro MOBPEKIACHUS JETKUX.
VY nereit ¢ IBC npeanoyTuTenbHO NMPUMEHEHNE TEPANEBTUUECKUX 03 TPOM-
OOLIMTHOM MacChl OT UHAUBUAYAIbHBIX JTJOHOPOB.

BoccTaHoB/1eHMe aHTMKOATYJISSHTHOTO MOTEHIMAJIA KPOBU U KOpPpPeK-
HMS KOATYJIONATHH NMOTPedIeHUs:

1. Ceexe3amopokeHHas Ila3Ma — Ipenapar s CTapTOBOW Teparvy,
IPOBOAMMOM C LIENBI0 BOCIIOJIHEHUA JAe(UlINTa MIa3MEHHBIX (aKTOpOB CBEp-
THIBAaHHUSI M €CTECTBEHHBIX AHTUKOAryJsHTOB. MHQY3Us pa3MopokeHHOH 10-
HOPCKOM KpHOILIa3Mbl JAETSIM B CyMMapHOHM a03e 10 MiI/Kr, BBOIUMOM CO CKO-
pocTbio 1-2 MII/Kr B 4ac, no3BosieT noBbicuTh Ha 10-20 % ypoBeHs (akropa
VI umm IX. UHdy3us Takoil CKOPOCTH HE BIUSET HA aKTUBHOCTH (DaKTOPOB
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IPOTPOMOMHOBOTO KOMIUIEKCa pernunueHTa. boiarocHas mHPY3us KpHOILIa3Mbl
co ckopocThio 10 MII/KT B T€UEHHE Yaca COMPOBOXKIAETCS MOBBILICHUEM aKTHB-
HOCTU (DaKTOPOB MPOTPOMOMHOBOr0 Komiuiekca peuunuenta Ha 8—10 %. Ko-
POTKMI Tepuoj Tojypacnaja B CHUCTEMHOM KPOBOTOKE HEAKTHUBHPOBAHHOIO
¢dakropa VII, paBHblil 4—6 yacam, OrpaHUYUBAET IPUPOCT AKTUBHOCTU (PaKTOPOB
NPOTPOMOMHOBOTO KOoMIulekca. Eciu cocTosiHue 1eHTpanbHOW TeMOIMHAMUKU
HE TMO3BOJISIET OOBEMHO-CKOPOCTHYIO HAarpy3ky KOJUIOMJIOM B KOJHYECTBE
10 my/kr B TeueHue yaca u 0oisiee, TO HEOOXOAUMO TIEPEUTH HA BBEJCHUE Mpe-
napaToB, COAepKaIIUX KOHIIEHTPAT (aKTOPOB MPOTPOMOMHOBOTO KOMILJIEKCA.

2. Konuentpar AT III (He conepxkut renapun). JJaHHblii penapaT moka-
3aH JUIsl BOCIIOJTHEHHS JIOKa3aHHOTO JabopaTopHO nedummra aHTUTpOMOUHA
III. ITpu yposue ayrutrpom6buna III B mpenenax 50—70 % Bo3pacTHO HOPMBI
ero Ae(UUUT MOXKET ObITh BOCIIOJIHEH 3a CYET TPaHC(Py3UU JTOHOPCKOM KpHO-
mia3Mel B 00beme 10-15 kr/cyTt. B cirydae maGopaTopHO TOKa3aHHOTO CHIKE-
HUS ypoBHS akTUBHOCTH aHTUTpoMOuHa III Menee 50 % oT Bo3pacTHOI HOPMBI
NOKa3aH Ipenapar, cojepkalnii KoHueHtpat anturpomouna I, e cogepxa-
muii renapud. Pacuer onHOKpaTHOM TepaneBTHUYeCKO 103kl (/IT) BBITONHSIOT
o hopmyie:

JOt = (AT — An)M,

riae AT — TeparneBTUYECKUN YPOBEHb aKTUBHOCTH aHTUTpoMOuHa III; Au —
UCXOJIHBIA YPOBEHb aKTUBHOCTH aHTUTpoMmOuHa I11; M — macca tena, Kr.

MuHUMaNbHBIA TEpPaneBTUYECKUN YPOBEHb AKTUBHOCTH aHTUTPOMOUHA
IIT y nereii cocraBnsger He meHee 70 %. IloBTopHO mpemapaT BBOAST uepe3
12 yacoB. CKOpOCTh BHYTPHUBEHHOI'O BBEJEHHUS IIpenapara COCTAaBISET J10
50 ME/muH.

3. KpuonpeuunuraT — npenapaT Ajs BOCIOJHEHUs ypOBHs (pruOpuHOre-
Ha KpoBH. bomrocHoe BBeneHHE 25 MJ 3aMOPOKEHHOIO KPHUONPELMUIINTATA B
TEUYCHHE Yaca MOBBIIIAET olmiee conepkanne puOpruHOreHa B KPOBH MallMeHTa
Ha 325 mr. Mcxond U3 JOIKEHCTBYIOLIET0 00beMa HUPKYJIUPYIOUIEH MIa3Mbl
B OpraHu3Me peOeHKa M peajibHOM KOHLEHTpauuu (puOpMHOTreHa B €IUHULIE
00bEMa pacCYUTHIBAIOT KOJIMYECTBO (PIIAKOHOB KPUONpPELMIUTAaTa, HEOOXO0I1-
MO€ JIJIsl TOBBIIIEHUSI YPOBHs (GUOpUHOreHa B KPOBH peOeHKa 10 Oe30rmacHoin
koHueHTpaiuu 1,0—1,2 /11, cnocoOHOro ob6ecnedynTb OCTAHOBKY CIIOHTAHHOTO
KpOBOTEUYEHHUs. [[151 BBIITOIHEHUS MMOJOCTHOTO XUPYPrUYeCKOr0 BMEIIATEIbCT-
Ba WM KaTeTepU3allid LIEHTPAJIbHON BEHBI YpOBEHb (PUOpHMHOTEHa y JeTeit
JOJDKeH ObITh He MeHee 1,5 1/1. MUHUMAIBHBIA T€MOCTAaTUYCCKHA yPOBEHB
¢bubpuHOreHa, MO3BOJISAIOMNNA N30€KaTh CIIOHTAHHBIX KPOBOTCUYCHHH y JeTei
0€3 MPOSABICHUH CUCTEMHOI'0 BOCTIAIMTEIbHOTO 0TBeTa, — 0,8 /11

OcraHoBKa npogo/Kawuerocss Kposoredenus. [Ipu orcyrcTBum noi-
HOILIGHHOTO T€MOCTaTUYECKOTO 3(PQeKTa 3aMEeCTUTENILHON Tepaniuy KOMIIOHEH-
TaMHU KpOBH (IPOAODKEHNE KPOBOTEUEHHS) IMOO MPU HAJTMYUU JTaOOPaTOPHBIX
MPU3HAKOB COXPAHSIOLIEHCS KOAaryJjaomaTuu MNOoTpedsieHus (TUIOKOAryJssiuus,
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nedunut GakTOpOB CBEPTHIBAHUS, TUIICPHUOPUHOIN3) U, COOTBETCTBEHHO, yT-
PO3bl KPOBOTEUYEHUSI BO3HUKAET HEOOXOJUMOCTh B IPUMEHEHNH WHTEHCHBHOM
réMOCTATUYECKON U KOPPUTHUPYIOLIEH FeMOCTa3 TEPAIUU:

1) Konuentpar ¢pakropoB nNpoTpOMOMHOBOTO KOMILJIEKCA — KOHIIEHTPAT
K-Buramunzasucumseix ¢akropos cepteiBanus (II, VII, IX, X) u ecrectBen-
HBIX aHTUKOAryJsHToB (rpoteuH C u S) — MpeAcTaBiseT mpenapaT A BOC-
noJiHeHust aedunura (GakTopoB MPOTPOMOMHOBOTO KOMIUIEKCA C LEIBIO MPO-
(UIAKTUKU U OCTAHOBKU KPOBOTEUEHMSI, BOSHUKIIETO BCJEACTBUE MOTpedIie-
HUs (HaKTOPOB MPOTPOMOUHOBOTO KoMmIuiekea y nereii ¢ JIBC. Pacuer pa3oBoit
TeparneBTUIeCKOr 0361 (JIT) BRIMOTHSIOT 110 hopmyie:

Hr = (At — Au)M,
rae AT — TepaneBTHYEeCKU YPOBEHb aKTUBHOCTH (haKTOPOB MPOTPOMOMHOBO-
ro Kocmiekca; Au — HUCXOJHBIA ypOBEHb AKTUBHOCTH (haKTOPOB MPOTPOMOHU-
HOBOT'O KOMILIekca, %; M — Macca Tejia, K.

[ToBTOpPHO OYepeAHYyIO 103y IpenapaTa MpU HEOOXOAUMOCTH BBOJST Ue-
pe3 12 vacoB. OH moka3zaH ¢ LEJNbI0 MPO(PUIAKTUKA KPOBOTECUEHUS Y AETel
c ABC B ciiyyae CHMXEHHUS] aKTUBHOCTH (DaKTOpPOB MPOTPOMOMHOBOIO KOM-
mekca 10 ypoBHsa MeHee 30 %. g oCTaHOBKM KPOBOTEUYEHHUSI, YTPOKAIOIIETO
’KU3HU peOCHKa, MpenapaT BBOJAT B CIyyae CHM)KEHHUS! aKTUBHOCTU (DaKTOpPOB
IpOTPOMOMHOBOTO KOoMILTekca MmeHee 50 %.

2) PexomOuHaHTHBIA akTUBUpPOBaHHBIM (pakTop rVIla — snrakor-anbda
aktuBHpoBaHHbIN B A03¢ 90 Mmkr (4,5 KEJI)/kr B/B CTpylHO B TeueHHe 2—5 MU-
HYT Ka)KJible 2 4aca BBOJST JO OCTAHOBKH MPOIOJKAIOMIETOCS KPOBOTEUEHUS,
yrpoxatoiero xu3Hu. [lokazanus nis Beenenus rVIila y nereit B ciyuae JIBC:
BO3HHMKIIIEE BO BPEMs IOJOCTHOW OIEpaliyd KPOBOTEUEHHUE, IMPOSBIISIIOLIEECS
T (Py3HON KpPOBOTOUMBOCTBIO CO BCEW PaHEBOl MOBEPXHOCTH; KPOBOU3JIHS-
HUE B LEHTPAIbHYIO HEPBHYIO CUCTEMY Ha (pOHE TPOMOOLIMTOIIEHUH; JIETOYHOE
KPOBOTEUYCHHE Yy MAI[MEHTA B COCTOSIHUHA TPOMOOIIMTONIEHUH BO BPEMS UCKYCCT-
BEHHOM BeHTWJAIMM JieTkuxX. Huskuit ypoeHb (daktopa V (menee 20 %
BO3pAaCTHOW HOpMBI) U runodubpunorenemus: (meHee 1,0 /71, HE MO3BOJISIOT
peanu3oBaTh remocraruueckuil apdexr nmpenapapa ¢akropa rVIla. Jdepurur
daktopa V BOCHIOJIHSIOT BBEACHUEM KPHOTLIIA3MBI.

3) Wnaruburops! GpuOpUHOIN3a — apPOTUHUH — BBOJAT B CYTOUHOU J103€
14 000 ATpE/xr mMaccel Tena B/B METOAOM TUTPOBAHUS C MTOCTOSHHOW CKOPO-
cThio. [lepen HayanoM CyTOYHOTO TUTPOBAHUS BBOIAT 25 % CyTOUYHOM O3Bl B
BHJIe O0Mt0OCHOW MHBEKIMU B TeueHne 30—60 munyT. [lokazanue 11 BBEICHHS
npenapara: IMpOoJOJIKAIOIIEECs] KPOBOTEUEHUE, BBI3BAHHOE JOKA3aHHBIM BTO-
pUYHBIM (HUOPUHOIU30M WM TepBUYHBIM (pubpuHOTeHom30M. [Ipenapar BBo-
JAT 10 OCTAaHOBKM KpoBoTedeHUs. [IIMpOKuil CIIEKTp aHTUIIPOTEa3HOW aKTHUBHO-
CTU TIpenapaTtoB ampoOTHHHHA OOYyCIAaBIMBAET HEOOXOIMMOCTh MPUMEHEHUS
npu GUOPMHOTEHOIN3E X MaKCUMANbHBIX /103. B 3aBUCMMOCTH OT mpou3BOIH-
TeJsl Mpenaparbl MOTYT UMETh pas3IMyHbIe €AUHUIBI U3MEPEHUs aKTUBHOCTHU:
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1 antutpuncunoBas enununa (ATpE) npemapara paBHa 1,33 kamuiMkpenH
nHaktuBupytomeit equnuie (KUE).

AHTHKOATYJSAHTbI. ['€MapvH B THUIOKOATYyJISILMOHHBIX J03aX y JAETER
¢ rumnokoaryysinnoHHoun cragueit [[BC mpoTMBOMOKa3aH B CBA3U C BBICOKOH
BEPOSATHOCTBIO YCWJIEHUSI KPOBOTOUMBOCTH. J[OIyCTMMO B LENSAX MOBBILICHUS
AHTUKOATyJISTHTHOT'O MOTEHLHAJIa JOHOPCKON KPUOILIa3Mbl MIEPE] €€ BEICHHUEM
pelUnueHTy q00aBlATh B KpUOIIIa3My He(DpaKIIMOHUPOBAHHBIN renapuH B CO-
orHomienuu 1 EJ[ HedpakuuoHupoBaHHOTO remapuHa Ha 1 M1 BBOJMMOM
PELUIHUEHTY KPUOILIA3MBbl.

B cimydae Tpom0o03a MarucTpaibHOro cocyla y peOeHKa B THIIOKOAryJis-
uroHHou ctaguu JIBC BBogsAT HaTpueByro coab HMI', npennazHaueHHyro st
BHYTPUBEHHOI'O BBEJCHHS IIyTEM TUTPOBAHUS B TEUYEHHE CYTOK. B ciyyae
TpombomTonernu (Meree 100-10°/1) paccunThiBaeMas Ha SAHHUIYY MACCHI Te-
na (KkujorpaMm) TepareBTudeckas cyrounas noza HMI B antu-Xa ME/kr ko-
JUYECTBEHHO paBHA COJEPKAHUIO TPOMOOLMTOB B €IMHHIIE O0ObeMa KpPOBH.
Hanpumep, ecii 9iciIo TpOMOOLHUTOB mepudeprieckoii KpoBu pasHo 75107/,
To cytouHas no3a HMI' cocraBur 75 antu-Xa ME/kr. [IpodunakTiky BEHO3HbBIX
TpOMOO30B BCJIEACTBUE BBIHYXIAEHHOW TMIOJAMHAMHH IMPOBOMAST MAaLUEHTaM,
MMEIOIIMM LIEHTPAJIbHBIA BEHO3HBIA KaTE€TEpP M HAXOASAUIMMCS Ha UCKYCCTBEH-
HOU BEHTWJISILIUM JiIeTKUX OoJee 3 Henenb. [Ipodunakruueckas po3a coctapisier
50 % ot TepaneBTUyecko. [Ipu HEOOXOAMMOCTHU MPOBEACHUS IKCTPAKOPIIO-
paNbHON JETOKCHKAIIMM OpraHu3Ma (TeMOoJuain3, Ia3MapuibTpanus) MpH
OCTpOIl TIOYEYHOW HEAOCTATOYHOCTH BHYTPUBEHHO OOJOCHO BBOIAT 5—10
antu-Xa ME/kr ¢ nocneayromum BBeaeHuem 4—5 ME/kr B yac.

HMTI', oGnanaroruii CBOMCTBOM aHTHUKOATYJISTHTA X TOPMO3SIIIIUI are3UI0
U arperanui TpoMOOIMTOB y JAeTed B rumokoaryisiuuonHoi cragun JIBC,
3ampelleH.

AHTHIIOT JJI BCEX TemapuHOB — MpoTaMuHa Ccyibdar; 1 Mr mporamuHa
cynbdara HehuTpanuzyer 100 antu-Xa ME HMI' unu 100 EJl nedpaxuuonu-
POBAaHHOIO TrenapuHa. AHTHONPOTEKTOPbI — AULIMUHOH — BBOJSAT JUJISI CHHKE-
HUSl POHUI[AEMOCTH COCYIUCTOM CTEHKU B A03€e 10—15 MI/Kr BHYTPHMBEHHO
4 pa3a B CyTKH.

Tpancdy3un >3pUTPOLIUTAPHBIX KOMIIOHEHTOB IS MOJAJIEPKAHUS YPOBHS
remoryioonHa kposu He menee 90—100 /1.

J103b1 IpenapaToB, PEKOMEHYEMBIX IIPOTOKOJIOM Ul IETEH, IIPUBEACHBI
B PYKOBOJICTBaX, B TOM 4uciie yTBepKIeHHbIX M3 Pecniybnuku benapycs B ka-
4yecTBE y4eOHO-METOINYECKOT0 MOCOOus sl CTYJICHTOB U BpaueH.

20



JlnTepaTypa

1. Cnpasounux 1o nedeHuto aetckux Oonesnet / mox pea. M. B. Unuko. Munck : be-
napycb, 1998. 703 c.

2. Nlemckue 6one3nu / E. I1. Cymko [ mp.]. Munck : Bermedinmas mkomna, 1998.
559 c.

3. Benoycos, FO. b. Knuandeckas papmakonorus u papmakorepanus / FO. b. Bemo-
ycoB, B. C. Moucees, B. K. Jlenaxun. M : Yausepcym IlaGaummunr, 2000. 213 c.

4. Luvinkyn, A. I'. J10361 TEKapCTBEHHBIX MPENapaToB, MPUMEHIEMbIX B IEIUATPHH /
A.T'. UpmkyH. Kues : Knura mitoc, 2000. 70 c.

5. Cnpasounux Bunans. JlekapctBennsie cpeactsa Poccuun. M., 2006. 1235 c.

21



(44

Iloka3zaresiu remocrasa y 310pOBbIX JeTeill pa3JIM4HbIX BO3pacTHhIX rpynn (X+16)/X

lNpunoxeHue 1

Bospacr aereii

THoxkasare:s remocrasa 1 nenn 5 mHen 30 aHeit 6 MecaLeB 1-5 Jger 6-10 Jger 11-16 aer
varcrop 1. duGpmroren. o/ 225341 | 237387 | 216324 | 1.833.19 | 17405 | 15740 | 1.54-4.48
’ ’ 2.83 3.12 2.7 2,51 276 2,79 3.0
arcrop I1. mporposGan, Ean 037-059 | 048078 | 051-085 | 0.74-1,02 | 0.71-1.16 | 0.67-1.07 | 0.61-1.04
’ ’ 0.48 0.63 0.68 0.88 0.94 0.88 0.83
darcrop V. npoaxiicepms, Bl 054090 | 0.70-120 | 080-1.16 | 0.73-109 | 0.79-127 | 0.63-1.16 | 0.55-0.99
: ’ 0.72 0,95 0,98 0.91 103 0.90 0.77
arcrop VIL moxonseprun, Bl | 047085 | 02-L16 | 066-L14 | 0.67-107 | 055-L16 | 052120 | 0.58-L15
’ ’ 0.66 0.89 0,90 0.87 0.82 0.85 0.83
Daxrop VIIL, aHTAreModuibHb 061-139 | 055-121 | 058-124 | 055092 | 059-142 | 058-132 | 0.52-131
Fi06yuH, BT/ 1,00 0.88 0.91 0.73 0.90 0.95 0.92
®daxrop Bruieopania, EJmi 086220 | 083-1.97 | 069-1.87 | 0.62-152 | 0.60-120 | 044144 | 0.46-1.53
153 1,40 128 1,07 0.82 0.95 1,00
034072 | 034-0.72 | 036066 | 0.61-1.11 | 047-1.04 | 0.63-0.89 | 0.59-1.22
®axrop IX (Kpuervaca), E[mn 0.53 0.53 0.51 0.86 0.73 0.75 0.82
026054 | 034073 | 044073 | 058098 | 0.58-1.16 | 055-1.01 | 0.50-1.17
Paxrop X (Cmoapr-Tlpayspa), E[m | 45 0.49 0,59 0.78 0.88 0.75 0,79
024052 | 039071 | 040-0.66 |0.62-1.10 | 0.56-1.50 | 0.52-1.20 | 0.50-0.97
Paxrop XI (Poserrans), EJ/mr 0.38 0.55 0,53 0.86 0.97 0.86 0,74
033073 | 029-0.65 | 033065 | 058096 | 0.64-129 | 0.60-1.40 | 034-1.37
Paxrop XII (Xaremana), EJl/mn 0.53 0.47 0,49 0.77 0,93 0.92 0.81
0.53-1.05 | 0.69-1.19 | 0.66-120 | 070-133 | 0.72-143 | 0.65-1.51 | 0.57-1.40
Paxrop Xllla, Gubpunasa, /v 0,79 0,94 0,93 1,04 1,08 1,09 0,99
My, By 1623 | 179255 | 1.62234 | 261341 | 0.78-1.18 | 0.75-1.08 | 0.68-1,03
) 1,95 2.17 1,08 3.01 0,98 0.92 0.86
. N Jp— 0.70-1.00 | 085-1.15 | 088-1.12 | 097-125 | 0.93-1.17 | 0.98-1.10 | 0.78-1.18
’ 0.85 1,00 1,00 111 1,05 0.99 0,98




Oxonuanue npun. 1

€C

HOKa3aTeﬂb reMocrTrasa B03paCT HeTeﬁ
1 nenn 5 nHei 30 nHeii 6 MecsLeB 1-5 ner 6—-10 aet 11-16 ner
L17-1.61 | 123-1.73 | 128-1.77 | 170212 | 1.14-223 | 1.282.09 | 0.98-2.12
a2 Maxpornobymas, EJ/mn 139 1,48 1,50 1.91 1,69 1,69 1.56
T 054090 | 0.75-1.05 | 0.68-1.10 | 1.15-1.67 | 085-1.83 | 0.88-1.54 | 0.68-1,50
’ 0.72 0,90 0.89 1,45 1,35 1,14 1,03
0.71-1.15 | 1.69-1.09 | 049-0.75 | 0.62-092 | 039-147 | 0.69-130 | 0.65-137
o1 ATHTpRIICHH, EJl/Mn 0.93 0.89 0.62 0.77 0.93 1,00 1,01
O — 051075 | 054080 | 0.63-0.93 | 0.94-1.14 | 082-1.39 | 0.90-131 | 0.77-132
; 0.63 0.67 0,78 1,04 111 111 1,05
TIporens C, Ell/ma 027-045 | 031-053 | 032-054 | 048070 | 040-092 | 045093 | 055111
0.36 0.42 0.43 0.59 0,66 0.69 0,83
Mporens S, Eflh 024048 | 036-064 | 048-0.78 |0.71-1,03 054-1.18 | 041-1.14 | 052-0.92
; 0.36 0.50 0,63 0.87 0.86 0,78 0,72

Ipumeuanus:

1. ConepkaHue TepeUHCICHHBIX B TabmuIe (hakTopoB, kpome GudbpuHoreHa, npuseneHo B EJI/Min. 1 EJ] cooTBeTCTBYeT copep)aHUIO
daxTopa B 1 M1 mmyJsia JOHOPCKOM MJI1a3MBbl, YCIOBHO IIPUHATOMY 3a CTaHAAPT.

2. BepxHuil 1 HWKHUM Npesesl OTKIOHEHUM OT CpeAHero 3HaueHus: X MpUBECHBI B Ipeaenax 16 — ans aereld B Bo3pacTe 10 roja;
26 — n71s ieTei cTapiie roja.

3. Tabnuua neperneyaTaHa U3 CTaTeu:

— Development of the Human Coagulation System in the Full-Term Infant / M. Andrew [et al.] // Blood. 1987. Vol. 70. Ne 1. P. 165—
170.

— Maturation of the Hemostatic System During Childhood / M. Andrew [et al.] // Blood. 1992. Vol. 80. Ne 8. P. 1998-2005.
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Iloka3aTesiu remocTa3a y JOHOIIEHHBIX JieTeil nmepBbIxX 6 mecsines xku3Hu (X+10)/X

lNpunoxeHue 2

IToka3aTean remocrasa

Bospacr nereit

1 neb 5 aueit 30 nueit 3 mecsina 6 MecsilieB Crapuie 6 mecsilieB
daxrop I, pubpuHOreH, /1 2,25-3,41 2,37-3,87 2,16-3,24 1,75-3,11 1,83-3,19 1,56-4,00
’ ’ 2,83 3,12 2,7 2,43 2,51 2,78
daxrop I1, nporpom6us, BT/ 0,37-0,59 0,48-0,78 0,51-0,85 0,6-0,9 0,74-1,02 0,70-1,46
’ ’ 0,48 0,63 0,68 0,75 0,88 1,08
®axrop V, npoakienepu, EJl/m 0,54-0,90 0,70-1,20 0,80-1,16 0,69-1,11 0,73-1,09 0,62-1,50
’ ’ 0,72 0,95 0,98 0,90 0,91 1,06
®axrop VII, npokonseptu, EJl/Mr 0,47-0,85 0,62-1,16 0,66-1,14 0,65-1,17 0,67-1,07 0,67-1,43
’ ’ 0,66 0,89 0,90 0,91 0,87 1,05
®axkrtop VIII, anTuremopmibHbIH 0,61-1,39 0,55-1,21 0,58-1,24 0,56-1,02 0,55-0,92 0,50-1,49
rinooynuH, EJl/mMn 1,00 0,88 0,91 0,79 0,73 0,99
daxrop Buuiebpara, EJmn 0,86-2,20 0,83-1,97 0,69-1,87 0,74-1,62 0,62—1,52 0,50-1,58
’ 1,53 1,40 1,28 1,18 1,07 0,92
0,34-0,72 0,34-0,72 0,36-0,66 0,44-0,9 0,61-1,11 0,55-1,63
®daxkrop IX (Kpucrmaca), EJl/mn 0,53 0,53 0,51 0.67 0.86 1,09
0,26-0,54 0,34-0,73 0,44-0,73 0,53-0,89 0,58-0,98 0,70-1,52
®daxkrop X (Ctroapt—IIpayspa), EJl/mn 0,40 0,49 0,59 0.71 0.78 1,06
0,24-0,52 0,39-0,71 0,40-0,66 0,55-0,83 0,62-1,10 0,67-1,27
®daxkrop XI (Poszenrans), EJl/mn 0.38 0,55 0,53 0,69 0.86 0.97
0,33-0,73 0,29-0,65 0,33-0,65 0,46-0,88 0,58-0,96 0,52-1,64
®axrop XII (Xaremana), EJl/mn 0,53 0.47 0.49 0.67 0.77 1,08
0,53-1,05 0,69-1,19 0,66-1,20 0,7-1,38 0,70-1,33 0,55-1,55
®axrop Xllla, pubpunaza, EJI/mn 0.79 0.94 0.93 1,04 1,04 1.05
Inasvmsoren, B/ 1,6-2,3 1,79-2,55 1,62-2,34 2,11-2,85 2,61-3,41 2,48-4,24
’ 1,95 2,17 1,98 2,48 3,01 3,36
oty ArTimasyms, EJUn 0,70-1,00 0,85-1,15 0,88-1,12 0,92-1,24 0,97-1,25 0,68-1,36
’ 0,85 1,00 1,00 1,08 1,11 1,02




Y4

Oxonuanue npun. 2

IToka3aTean remocrasa

Bospacr nereit

1 nesb 5 aueit 30 nueit 3 mecsina 6 MecsilieB Crapuie 6 mecsilieB
LI7-1.61 | 123-1.73 | 128-1.77 | 151201 | 170-2.12 0.52-1.20
a2 MaxpornoGymus, EJYmn 139 1,48 1,50 1,76 1.91 0,86
T 054090 | 0.75-1.05 | 0.68-1.10 | 093-137 | 1.15-1.67 0.71-131
) 0.72 0,90 0.89 1,15 1,45 1,01
0.71-1.15 | 1.69-1.09 | 049075 | 057-087 | 0.62-0.92 0.55-131
01 AHTHTpEIICHH, EJl/Mon 0.93 0.89 0.62 0.72 0.77 0.93
O — 0.5 5’6(;,75 0’53,6(;’80 0,63’7(;,93 0,83917 09 0,9;1’011 14 0,719,015 31
Tporenn C, Elmr 027-045 | 031-053 | 032-054 | 041-067 | 048070 0.64-1.28
0.36 0.42 0.43 0.54 0.59 0,96
R 024048 | 036064 | 048078 0.7-1,02 | 0.71-1,03 0.60—1.24
’ 0.36 0,50 0.63 0.86 0.87 0,92

Ipumeuanus:

1. ConepkaHue MepeUHCICHHBIX B Ta0nwIe GpakTopoB, kKpome pudOpuHOTeHa, mpuseaeHo B EJI/Min. 1 EJ] coorBeTcTBYeT ypoBHIO (hak-

Topa B | MJI IyJia JOHOPCKOH MJIa3MBbl, YCJIOBHO MIPUHATOMY 3a CTaHAAPT.

2. BepxHuil 1 HWKHUM NpeJesl OTKIOHEHUM OT CpeAHero 3HaueHus: X MpUBEIEHBI B Ipeaenax 16 — ans aereld B Bo3pacTe 10 roja;

20 — AJIs1 B3pOCIIBIX.

3. Tabnuua neperneyaTaHa U3 CTaTeu:

— Development of the Human Coagulation System in the Full-Term Infant / M. Andrew [et al.] // Blood. 1987. Vol. 70. Ne 1. P. 165—

170.

— Maturation of the Hemostatic System During Childhood / M. Andrew [et al.] // Blood. 1992. Vol. 80. Ne 8. P. 1998-2005.
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lNpunoxeHue 3

Iloka3aTesn remocrasa y HeioHomeHHbIX aeTei (30—36 Heneab recrannu) B TedeHue 6 mecsinen xu3Hu (X+10)/X

IToka3aTean remocrasa

Bospacr nereit

1 neb 5 aueit 1 mecsing 3 mecsina 6 MecsilieB Crapuie 6 mecsilieB
daxrop I, GuGpHHOrCH, I/ 1,50-3,73 1,60-4,18 1,50-4,14 1,50-3,52 1,50-3,60 1,56-4,00
’ ’ 2,43 2,80 2,54 2,46 2,28 2,78
daxrop I1, nporpom6us, BT/ 0,20-0,77 0,29-0,85 0,36-0,95 0,30-1,06 0,51-1,23 0,70-1,46
’ ’ 0,45 0,57 0,57 0,68 0,87 1,08
daxtop V, npoaxtenepus, E/wn 0,41-1,44 0,46-1,54 0,48-1,56 0,59-1,39 0,58-1,46 0,62—-1,50
’ ’ 0,88 1,00 1,02 0,99 1,02 1,06
®axrop VII, npokonseptu, EJl/Mr 0,21-1,13 0,30-1,38 0,21-1,45 0,31-1,43 0,47-1,51 0,67-1,43
’ ’ 0,67 0,84 0,83 0,87 0,99 1,05
®axkrop VIII, anTuremoriibHbIN TII0- 0,50-2,13 0,53-2,05 0,50-1,99 0,58-1,88 0,50-1,87 0,50-1,49
OymuH, EJl/mn 1,11 1,15 1,11 1,06 0,99 0,99
daxrop Buuiebpara, EJmn 0,78-2,10 0,72-2,19 0,66-2,16 0,75-1,84 0,54-1,58 0,50-1,58
’ 1,36 1,33 1,36 1,12 0,98 0,92
0,19-0,65 0,14-0,74 0,13-0,80 0,25-0,93 0,50-1,20 0,55-1,63
®daxkrop IX (Kpucrmaca), EJl/mn 0.35 0,42 0.44 0,59 0.81 1,09
0,11-0,71 0,19-0,83 0,20-0,92 0,35-0,99 0,35-1,19 0,70-1,52
®daxkrop X (Ctroapt—IIpayspa), EJl/mn 0.41 0.51 0.56 0.67 0.77 1,06
0,08-0,52 0,13-0,69 0,15-0,71 0,25-0,93 0,46-1,10 0,67-1,27
®daxkrop XI (Poszenrans), EJl/mn 0.30 0.41 0,43 0,59 0.78 0.97
0,10-0,66 0,09-0,69 0,11-0,75 0,15-1,07 0,22-1,42 0,52-1,64
®axrop XII (Xaremana), EJl/mn 0.38 0.39 0.43 0.61 0.82 1,08
0,32-1,08 0,57-1,45 0,51-1,47 0,71-1,55 0,65-1,61 0,55-1,55
®axrop Xllla, pubpunaza, EJI/mn 0.70 1,01 0.99 RE IRE 1.05
Inasvmsoren, B/ 1,12-2,48 1,21-2,61 1,09-2,53 1,58-3,18 1,91-3,59 0,77-1,22
’ 1,70 1,91 1,81 2,38 2,75 0,99
oty ArTimasyms, EJUn 0,40-1,16 0,49-1,13 0,55-1,23 0,64-1,48 0,77-1,53 0,68-1,36
’ 0,78 0,81 0,89 1,06 1,15 1,02




LT

Oxonuanue npun. 3

HOKa3aTeﬂb reMocrTrasa B03paCT HeTeﬁ
1 nesb 5 aueit 1 mecsing 3 mecsina 6 MecsilieB Crapuie 6 mecsilieB
056-182 | 071-1.77 | 072204 | 1202.66 | 110321 0.52-1.20
a2 MaxpornoGymus, EJYmn 1,10 125 138 1,80 2,09 0,86
T 031-099 | 045-121 | 040-124 | 060-168 | 096204 0.71-131
’ 0.65 0,83 0,74 1,14 1,40 1.0
036-144 | 042-146 | 038-1.12 | 049-113 | 048-1.16 0.55-131
01 AHTHTpEIICHH, EJl/Mon 0.90 0,94 0.76 0.81 0.82 0.93
O — 0,13’3(;,62 0,3(()),5%82 0,3&5(;,81 0,43582 21 0,5&9}) 28 0,719,015 31
Tporenn C, Elmr 0.12-044 | 0.11-051 | 0.15-059 | 023067 | 031-083 0.64-1.28
0.28 031 037 0.45 0.57 0,96
R 0.14-038 | 0.13-061 | 022-090 | 040-1.12 | 044-1.20 0.60—1.24
’ 0.26 037 0.56 0,76 0.82 0,92

[Ipumeuanus:

1. Copep:kaHue NEpEeYHCICHHBIX B Tabmuie (hakTopoB, kpome ¢pubpunoreHa, npuseaeHo B EJl/mi. 1 EJl cooTBeTcTBYeT ypOBHIO (hak-
TOpa B 1 MJI IyJ1a TOHOPCKOH IJIa3MBbl, YCIOBHO MPHHSATOMY 32 CTaHAApT.

2. BepxHuil 1 HWKHUM NpeJesl OTKIOHEHUM OT CpeAHero 3HaueHus: X MpUBEIEHBI B Ipeaenax 16 — ans aereld B Bo3pacTe 10 roja;
26 — U1 B3pOCIIBIX.

3. Ta6numa nepernedarana u3 cratbu: Development of the Human Coagulation System in the Premature Infant / M. Andrew [et al.] //
Blood. 1988. Vol. 72. Ne 5. P. 1651-1657.




OrnaBneHue

BBEIEHHUE ..ottt
JABC-cunnipom. OnpeaeneHue U TEPMUHOTIOTHSI «...vveeeuvieeenreeeenreeeasaeeeesnneens

Oruonorus u knaccudukarus [IBC-cuaapoma y HOBOPOKIEHHBIX ..............

I'emocra3zuonorundeckue craguu JABC. ...

Knuauka I[BC .................................................................................................

JarHOCTHKA JIBC .......ouviiiiiiiii et

I'emaronoruyeckue u3MeHEHUs, CBsI3aHHbIe ¢ pa3ButueM [IBC.............
TPOMOOIIMTOTICHIS .....evveeenevreeennnreeesseeeesreeeeeseeeanseesasseesssseeesssseeesssseesans
Jla6opatopHoe moATBEPKACHUE JIBC ......coovviiiiiiiiieiieeeiee e
Pytunnas auarHoctuka JABC .......ooooviiiiiiiiieeeeeeee e

T DEepEeHIUATTEHBIN THATHOS ......veeetreeiieenireenieesieeenieeesieeesneeesneesneeens

JIEUEHHUE JIBC ..o et e e e e e e

Jleyenue B runepkoaryissunonHoi craauu IBC (MomHueHocHoe,
octpoe, nogoctpoe teueHue). [Ipodpunakrrka JIBC.........cccvvveiieennnnnne.

Jleuenue B runokoarysisiiuoHHou craguu JIBC
(MOJTHUEHOCHOE, OCTPOE, MOJAOCTPOE TECUCHUE) ..eereeerrerrrreeeanrrereeeanerreenss

JIATEPATY P evieeeiiieeieeecieeeee e e e e e et e e e e e e e e e erar e e e e e e e e e e e s nssasaaeaaeaeeens

ITpunoxxenue 1. ITokazarenu remocTasa y 310pOBBIX JeTeH

PABIIUYHBIX BOBPACTHBIX TPYIIIL c..uevveeeneieeeeireeesnnreeesneeeesnseeesnnneeessnseeesnseesans

IIpunoxenue 2. [lokazarenu remocrasa y JOHOLIEHHBIX AETEN

TIEPBBIX O MECSILIEB HIBHH .....vevvveeeeeneiieeeeeaniinreeesennrreeessnnseeeessnsnsseeessnsseeeens

IIpunoxenue 3. [lokasaTenu remocrasa y HEJOHOIIECHHBIX JETEN

(30—36 Hemenb recTaliy) B TEUCHUE 6 MECSIIEB JKU3HM. ........c.evvveeeeennnneen..
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