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B nocneanee Bpems MOSBUIOCH OOJIBIIOE YUCIO padO0T, B KOTOPBIX BHICOKUI
ypoBeHb (paktopa VIII (FVIII) paccmarpuBaercs, kak (akrop pucka TpomMO030B
[1-15, 17]. WsBectHOo, uTO amama3oH KojeOanwii ypoBHs (akrtopa VIII B
HOpMaJIbHOM 11a3mMe BecbMa mmuUpok U coctasiser 50-150%. Ilpu stom,
CIIOHTaHHAsi KPOBOTOYMBOCTh I'€MAaTOMHOTO THIIAa BO3MOXHA JIMUIb MPU ypPOBHE
3TOr0 KOAaryiasiquoHHOro gakropa menee 5%.

KpoMe koarymsimonHoro criocob6a, s omnpenenenus ypoHs FVIII
UCIIONB3YIOT MMMYHOJoOTHueckne metoauku [16]. K Hemocrarkam mnociieTHHUX
CJIELyeT OTHECTH BBICOKYIO TPYJOEMKOCTh W 3HAUUTEIIbHBIE BPEMEHHBIE 3aTPAThI
IIPU OCYIIECTBIECHUH, a TAK)KE€ HEOOXOAMMOCTh OCHAILIEHUSI KIMHUYECKOH jJabopa-
TOPUM  CIICIUATBHBIM  JIOPOTOCTOSAIIMM  OOOPY/IOBAaHWEM JUIsl  BBIMOJHEHUS
uMMmyHOo(pepMeHnTHOTO aHamm3a. Kpome Ttoro, crommocts HMDA-nHaGOpoB s
onpenenenus (akropa VIII moka BechMa BhicOKa. Hammume 3TUX HEJOCTATKOB U
0COOEHHOCTEN MPUBEIO K TOMY, YTO CErOAHS JI€Hb BECbMa IIMPOKO MPHUMEHSIOT
KOaryJisiiuoOHHbIE criocoObl [ist onpenenenus ypoBus FVIIL.

B nannoii pabore Ha ocHOBe naHHbIX ompenenenus ypoHs FVIII y 102-x
O0O0JBHBIX € TpoMOO3aMH TMpEJCTaBiI€Ha YacToTa TPOMOOGUINHN BCIEACTBUE
Bbicokoro ypoBHs (aktopa VIII B pernone 3anagnoit Cubupu P®D, a Takxke
OpeiCTaBiieH J1abopaTOpHBIM METOJ [Jisi  ONpENENeHUs BBICOKOTO YPOBHS
KoaryJsiiuoHHoro dakropa VIII.

MaTepunaAbl U METOAbI
VYposenb dakropa VIII onpenensiau npeacTaBIeHHBIM HUKE METOJIOM.
PeakTuBLI M 000pYI0BaHKE:

1) 3,8% (0,1M) pacTBOp uMTpaTa HaTpus;

2) Tpuc-HCl o6ydep, pH 7,4  (mpousBoaurtens "Texnomorus-Cranmapt",
Poccus);

3) Tex-AIITB-On-tect, (AIITB-pearent, roroBas K HPUMEHEHUID CMECh
9NIaroBoM KUCHOTHI U (ochomunuaos, mnpousBoguTens "TexHomorus-
Cranpapt", Poccus);

4) Control Plasma N (quoguibHO BBICYLIEHHAs KOHTPOJIbHAs HOpPMaJibHAs
miazMa ¢ u3BecTHbIM ypoBHeM (aktopa VIII, mpousBoautens "Dade-
Behring", I'epmanus);

5) Hedurmutnas mno ¢daxropy VIII mmazma, muodwibHO BBICYIICHHAS,
(mpousBoautens "Dade-Behring ", 'epmanus);
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6) Xnopun xamsuuss 0,025 M pactBOD, "TexHonorus-
Cranpapt", Poccus);

7) LUentpudyra OITH-8, (Poccus).

(Ipou3BOAUTENH

Pa3BeieHHe KOHTPOJIbHOM MJIA3MBI

[ToaroroBka pa3BeieHUd KOHTPOJBbHOM HOPMAJIBHOM IUIa3Mbl C U3BECTHBIM
ypoBHeM KoarynanuoHHoro dakropa VIII nns moctpoenus kanuOpOBOYHOTO
rpaduka npeacTaBiIeHO B TaOIHIIE.

Ta6Aauua. Cxema pasBeAeHUss KOHTPOAbHOU NMAQ3MbI C

ATTECTOBAHHBLIM 3HaA4YeHUEeM chbakTopa VIl AAf nocTpoeHus

KAAMOGPOBOYHOMU KPUBOU

IIpoOupka, Ne 1 2 3 4 5 6
Bydep, ma 0,8 0,5 0,5 0,5 0,5 0,5

KonTtposnbHast mia3ma ¢
aTTeCTOBAaHHBIM 3HAYe-
HUEM aKTHBHOCTH
dakropa VIII (100%), v

0,2 -//- -//- -//- -//- -//-

Ilepememars u nepenec- | ¥ AY AV AV AY A
TU B IPYTYIO IPOOUPKY L=05ml  Losmn=ll Losun=ll Loswd! =0 1mre
[Tonyyaemoe pa3BeneHue 1:5 1:10 1:20 1:40 1:80 1:500
ElpOBeHB dakropa VIII, 100 50 25 12,5 6.25 1

%

JUist kaxaoro pasBeleHUs KaluOpOBOYHOM IJIa3Mbl ONpPENEISIM BpeMs
CBEPTHIBaHUS JBAXIbI (CM. XOJ OINpPEICIICHUs), CPEIHUIN Pe3yNbTaT OTMEUYaIN Ha
KaauOpoBoYHON KpuBOil. COEAUHSIIN HAHECEHHBIE TOUKHU.

PasBeeHue uccjaeayeMou mjiasMsl

s onpenenenust ypoBHs ¢aktopa VIII uccrnenyemyro miazmy pa3Boauin
oydepom Tpuc-HCl B cootnomennn 1:5. Onpenensim ypoensb ¢dakropa VIII mo
KanmuOpoBouyHOU KpuBoil. [Ipu xonmnenTpanuu ¢axropa VIII 6omee 75%, a Takxke
JUIS. UCKJIIOUCHHST TPOMOOGHINU, OOYCIOBJICHHOW THUIIEpIpOAyKIueld dakTopa
VIII, y OoOnabHBIX ¢ TPOMOOTHYECKMM aHAMHE30M, HCCIECAYEMYIO IIJIa3My
pa3Boauin B cootHomeHnuu 1:10 u 1:20.

Xoj onpeaeseHus

1. K 0,1 M pa3BeaeHHOW WHCCIeAyeMOM Iula3Mbl (WJIM OJIHOTO U3
pa3BeeHUIl KOHTPOJIbHON IUIa3Mbl MPU MOCTPOSHUU KAIMOPOBOUHOTO rpaduka),
B3STOM B MPOOUMPKY (WJIM KIOBETY KoaryjomeTpa), nodasisum 0,1 mn nepunuraon
no ¢akropy VIII mnazmer u 0,1 min AITTB-pearenTa.

2. IlpoOupKy BCTpSXMBAJIM M MOMELWIAIM Ha BOASHYIO OaHIO IpHU
temmeparype +37°C.

3. Yepes 3 muH k cmecu pobasisuiim 0,1 mi pabodero pactBopa Xjopuaa
KaJIBIHsI, UMEIoIiero Temrepatypy +37°C, u BKIIIOYaIn CEKyHI0OMED.
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4. Otmeuann Bpemsi cBepThiBaHus (oOpasoBanus ¢uOpuHa) MpH
NEPUOJNYECKOM TOKAYMBAHUU TPOOUPKHU.

Onpenensiin  BpeMsi CBEPThIBAHUS JABAXJbl, W YUWUTHIBAIU CpPEIHUN
pe3yJibTar.

IlocTpoeHue KaJIMOPOBOYHON KPUBOM

Hcnonp3yst KamuOpOBOYHYIO KPUBYIO, HAXOAWIM aKTUBHOCTH (aktopa VIII
B uccienyeMor mmiasme. Cienyer MOMHHTb, 4YTO [UJIl ONPEACIICHUS YPOBHS
daktopa VIII y OonpHbIX ¢ reModwinern A W TpU ONPEACICHUU YPOBHS
unruouropa x dakropy VIII, nocraTodno ucnosib3oBaTh pa3Be/ileHUE NCCIETYEeMOM
mia3Mbel 1:5. Opnako npu KoHueHTpanuu dakropa VIII 6omee 75%, a Taxke s
UCKITIOUCHUS TpoMOodminu, o0ycloBiIeHHOW Tumeprpoaykuuein dakropa VIII,
HEOOXOJUMO OTPEICIUTh BpPEeMsl CBEPTHIBAHHUS C DPA3BEACHHUSIMH HCCIEIyeMON
mwiazMbl  1:10 (mMOdMy4YeHHBIM pe3yapTaT CcleayeT YMHOXUTh Ha 2) u 1:20
(MOJy4YeHHBIN pe3yabpTaT cleqyeT yMHOXHUTh Ha 4). Kak npaBuio, pe3ysbTaTbl
onpenenenust ypoBHs (daktopa VIII B pasHbIX pa3BeieHUSX MOCIE YMHOXCHUS
COBITAJAIOT. B ciydae HeCOBNAAEHHUs CIIEyET YUUTBIBATh CPEAHUN PE3YIIBTAT.

Ecnu B pasBenenun 1:20 BoisiBieH ypoBeHb (pakropa VIII 6onee 75% (mo
YMHOXXEHUSI Ha 4), TO B 3TOM clly4yae CIeAyeT NpUroToBUTH pasBeaeHue 1:40.
OnpenenuTs BpeMs CBEPTHIBAHUS C 3TUM PA3BEIACHUEM B YKA3aHHOMW BBILIE TECT-
cucteme. OnpenenuTs KOHIEHTpaIuo (hakTopa CBEPTHIBAHUS MO KATHMOPOBOUYHON
KpPHUBO, a 3aTE€M MOJIYUYECHHBIN pe3yJIbTaT YMHOKUTH Ha 8.

Ouenka pe3yJbTaTOB MCCIeI0BAHUS

B nopme ypomens ¢akropa VIII nHaxomurcs B nuamazone 50-150%.
Conepxxanue ¢akropa VIII B numamazone 151-175 sBmsieTcs mNOrpaHUYHBIM.
Omnpenenare koHueHTpauuio (akropa VIII xkemarenpHO BHE OCTpOoro mnepuoaa
TpoM0O3a, a TOCie BBIIUCKA W3 CTanuoHapa. JKenarenpHO BBINOJIHATH
ONpEJEIeHUE IBAXK/bI, C HHTEPBAJIOM HE MeHee 3-X Heaenb. CTaOuiIbHO BBICOKUI
pe3ynbTaT onmpeneseHus aHTUreMo(uiibHOro ri1o0yauHa (npesbimarommii 175%)
ClielyeT pacleHUBaTh, KaKk TPOMOO(DUINIO BCIAEACTBUE TUIEPIPOIYKIHUU (hakTOopa
VIII. Kpome Toro, cienyer omnpeneiauTb KoHueHTpauuio ¢akropa VIII y
POJICTBEHHUKOB, IMMOCKOJBKY HEPEIKO 3Ta TPOMOO(MIHS UMEET HACJIEICTBEHHOCTh
[12].

O0cyenoBaHHbIe 00JbHbIC H TPYIINIA KOHTPOJIS

brino o6cnenoBano 102 6onbHBIX (57 My 4uH U 45 KEHIIWH) ¢ BEHO3HBIMU
U apTepuaibHbIMU TpoMOO3aMH B Bo3pacte 10 46 ner. M3 yncia obcneqoBaHHBIX
001bHBIX, 17 06cnenoBano B Bo3pacte 14-20 ner, 34 GonbHBIX - B Bo3pacte 21-30
net, 42 GonbHBIX - B Bo3zpacte 31-40 net, u y 9 GonbHBIX TpoMOO3 pa3BUIICS B
Bo3pacte 41-45 ner. Y 67 O0NbHBIX B aHaMHE3€ ObUTH TPOMOO3bI TITyOOKHX H/HIN
MOBEPXHOCTHBIX BEH HIKHUX KOHEUHOcTeW. Y 19 W3 HHMX BO3HUKaIM TPOMOO-
sMOonu, a y 5 Oputn peruauBbl TOJIA. V 16 GosibHBIX ObLIM apTepUalibHbBIC
TpoMO03bl. Hanuuue TpoMOOB AOKYMEHTHpPOBaHO (iedorpapuyecku W/Wid Nnpu
OYTUIEKCHOM CKaHUpPOBaHWUHW. Y JIBaJlIaTU BOCbMHU OOJIBHBIX ATOW TpYyHIbI
yCTaHOBJIEHbI KaBaibHbIC (GuiIbTphl Mojenu "POII-TOJIA" u "Boman". ¥V 1péx
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OOJIBHBIX BO3HUKAJIU PETPOMOO3bI KaBabHBIX (PuibTpoB. [loBbimenne COD Bble
20 MM B dac oOHapyXeHO y JABaamaTd TpEX OonpHBIX. JlelkonuTo3 mpu
MOCTYIUICHUU B CTallMOHAp BBISBIEH y 32 OonbHBIX. B aHanmu3zax KpoBH, KpoMme
YMEpPEHHON TrurepraMMarjioOyJIuHeMUH, y TATU OOJBHBIX U THUIEPXO0JIECTEPUH-
€MUU Y BOCHbMHU OTKJIIOHEHHUM He ObUI0 0OHapykeHo. OOcnemoBaHue OOJBHBIX C
TpoMOO3aMHU MPOBOAUIIN BHE OCTPOTO MEPHOIA.

HopmainbHble mapameTpbl CHUCTEMbl TeMOCTa3a ObUIM OIpEAeNIeHbl IpH
obcnenoBanuu 47 310pOBBIX JroeH (29 My»)4uH u 18 >xeHIMH) B Bo3pacTe A0 45
jaeT. Y BcCeX JHI KOHTPOJIBHOW TpyNIbl BBINOJHSUIM IOJHOE HCCIEAOBAaHUE
CBEPTHIBAIOIICH M (PUOPUHOIMTHYECKONW CHUCTEM, a TakKe TPOMOOIUTApPHOIO re-
MOCTa3a (Tak UCKIIOYAJId BO3MOKHOCTh MONaJAaHusl B KOHTPOJIBHYIO TPYIITY JHIL C
HEBBISIBJIEHHON MaToJIOrMEN 3Toil cucTembl). [lonydeHHble HAMM MOKAa3aTeNH CH-
CTEeMBI TEMOCTa3a y 370POBBIX JIFOJIC KOHTPOJBHOW TPYNNbl ObUTH B TpeAeiiax
(U3MOIOrMMYECKO HOPMBI M COOTBETCTBOBAIM NPUBOAUMBIM B JIUTEpAType
JTAHHBIM.

Pe3yAbTaTbI

bonpmmHCTBO HMccnenoBareneld cumtaroT ypoBeHb FVIIL Gonee 175%
dbakTopoM pucka pa3BuTUs TpomMO030B. M3 uncna oOcie0BaHHBIX OOJBHBIX C
tpombo3amu (n=102) ypoenr FVIII 6onee 175% Obln BhIsiBIEH y 8 OOJIBHBIX
(7,8%) ¢ TpomOO3aMu (CM. PUCYHOK).

FVIIl (%)
210
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Puc. CpeaHue 3Ha4yeHus ypoBHS FVIII y 60AbHbIX C
Tpombodnanen, 06yCAOBA€HHOM BbICOKMM COAEPXAHMEM
doakTopa VI, GOAbHBIX C APYTMMU MPUIUHAMU TPOMOO30B U B
KOHTpPOAE



Kak BuHO U3 Mpe/ICTaBICHHOTO PUCYHKA, B KOHTPOJIbHBIX MCCIEAOBAHUAX
ypoBenb (aktopa FVIII 611 paBen 99,8+3,4. Cpennmii mokazatens (axropa VIII
y OOJBHBIX C TIOBBIMICHHON KOHIIEHTPAITUEH 3TOT0 KOATyJSIITUOHHOTO (pakTopa ObLT
195,148,5% (P<0,001). ¥ GonbHBIX ¢ TpoMOO3aMU BCIEACTBUE APYTUX MPUYUH
ypoBenb ¢aktopa VIII 6su1 paBen 107,3+4,3% u cTaTUCTUYECKH HE OTIUYAJICS OT
HOpPMAaTUBHBIX 3HaueHui (P>0,5).

N3 4ymcna BbIIBIEHHBIX 8 OONBHBIX C TpomOoduiuend BCIEACTBUE
runepnpoaykuuu ¢pakropa VIII ypoBeHb 3TOro npokoaryssiHTa okas3ajucs B Juara-
30He OT 175 mo 199% y 5-u GonbHBIX, y 2-X 00abHBIX ypoBeHb FVIII Obut B
muanazone 200-249. U y ognoro 6oxsHOT0 YpoBeHs FVIII Obut paBen 250%.

[Ipencrasnennsiii Mmeron onpenenenus paxropa VIII Beicoko cnernuduueH,
TaK Kak €ro IOKa3aHWs 3aBHUCAT TOJbKO OT KOHUEHTPALUHUHU KOATYJISIUOHHOTO
dakropa VIII u Ha ero moka3aHUsi HE OKAa3bIBAIOT BIUSHHS APYTHE NePEKTHI
CUCTEMBI T'€MOCTa3a, IIOCKOJIbKY B TECT-CUCTEME NpPHUMEHSETCs IUIa3Mma
nepunutHas Toibko mo (Qaktopy VII, a ypoBeHp Bcex napyrux (hakTopos
CBEPTHIBAHUS M AHTUKOATYJISTHTOB B 3TOM IJIa3ME€ HOPMAaJIbHBIM.

JIJisi OLIEHKH BOCIHPOU3BOAMMOCTU CIOCO0A MCMOJIB30BAIM ONpPENEICHUE
kor(dduLrieHTa BapualMd MPU MHOTOKPATHOM HCCIEAOBAHUM OJHUX U TEX XKe
00pa3loB HOPMAJILHOM MJIa3Mbl U IUIa3Mbl OOJBHOTO C ypoBHeM (aktopa VIII
paBHbIM 200% B passbie AHH. Croco0 Mokazajl XOpOIIyI BOCIPOU3BOAUMOCTbD.
Koaddunuent Bapuaruu He npebiman §%.

BbIBO/AbI:
1. TlpencraBnenusiii cmnoco0 ompenenenus (akrtopa VIII wumeer

XOpOIIYI  BOCIPOM3BOJUMOCTD U  MOXET INPUMEHSATHCS IS
JTUATHOCTUKH TPOMOOMUINN BCIEACTBUE THUIIEPIPOIYKIIUU (haKTopa
VIIIL.

2. Yacrota TpoMOOd U BeaeacTBUE BEICOKOTO ypoBHs (haktopa VIII B
peruone 3anaanoi Cubupu cocrapiuseT 7,8%.
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Pe3rome

Cnoco6 anarHocTukn Tpombodunumn BCcrneacTeme
runepnpoaykuum ¢pakropa Vil

A.H.Mamaes, E.B.IlerpoBa, 3.C.bapkaran

M3BecTHO, uTO nuana3oH Kojiedanuili ypoBHs (aktopa VIII y 310poBBIX
Jr0/iel BechbMa IMIMPOK, a KoHIeHTpaus gakropa VIII ssrnsercs dakropom pucka
TpoMO030B. B manHO# paboTe mpeacTaBiIeH MPOCTON U JOCTYITHBIN JTa00paTOPHBINA
METOJl JUIsl OINpEENICHHUs] BBICOKOTO YPOBHSI KoaryJjsiunoHHoro ¢akropa VIIIL
Kpome Toro, Ha ocHoBe pesynbpraroB omnpeneneHus ypoBHsa FVIIL y 102-x
OONBHBIX C TpoMOO3aMHM U3y4YeHa 4YacToTa TPOMOO(QWIMH  BCIEACTBUE
runepnpoaykiuu dpakropa VIII B pernone 3anagnoit Cubupwu.

Anpec gns nepenucku: 656050, r.bapnayin, yin.ManaxoBa 51, 'bNel 1, Anralickuii
reMIeHTp, JlabopaTopusi TeMocTasza, 3aB. JiabopaTtopueil remocraza AHIpPErO
Hukonaesnuy MamaeBy

e-mail: amamaev@yandex.ru
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