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®YHKUIA NIMA3MOBUX PAKTOPIB VIII 1 IX B CUCTEMI
FEMOCTA3Y. OCHOBHI MPUHLMNMW 3AMICHOI TEPAMIT

Hoeax B.JL.', I'puza I1.B.", Manuzon 0.1.%, Asopcvkuii B.B.%, Illesuyk O.1.°

LTV «Incmumym namonozii kposi ma mpanceysiiinoi meduyunu HAMH Ypainuy, m. JIveie
2 Xapriscokutl obnacnutl Llenmp cyscou Kposi
3 Jlvsiscora obnacna kniniuna ncuxiampuuna aikaphs

Pesrome. B 02113006itl cmammi 8UKIAOeH cyuacHi no2nsiou Ha cmpykmypy i oyuxyiro VI I IX pakmopis 3eopmanns
Kpo6i, ix ponb y cucmemi eemocmaszy. Buceimneni ocnogni npunyunu 3amicnoi mepanii.

Knrouosi cnosa: ¢hakmop VIII, paxmop IX, cemocmas, 3amicna mepanisi.

Cucrema 3cigaHus kpoBi Ta Qiopunonisy (C3K®), sk BaxMBa CKJIa[0Ba CUCTEMH IéMOCTa3y, Ma€ BelH-
Ke 3Ha4YeHHA JUIs 3a0e3MeUCHHs )KUTTEASIbHOCTI opranisMy. C3K® miaTpuMye IHpPKyITIO0YY KPOB Y PiIKOMY,
IUIMHHOMY CTaHi, IOIepe/XKae 1 3yNuHsA€E KPOBOTEUl Ta KPOBOBTPATH, 3a100irae BHYTPIIIHBOCYAUHHOMY 3CilaH-
HI0 KpoBi [1]. BizcyTHicTh 00 HU3BKHI PiBEHB Y IUIa3Mi ACSKUX (aKTOPIB 3rOPTAHHS KPOBI, IO MOXKE OyTH SIK
HaOyTUM, TaK i CHAJIKOBUM, MPU3BOJUTH JI0 BHUHUKHEHHS KPOBOTEY PI3HOTO CTYIEHS THKKOCTI. OIHUM 3 TSDKKHX
CIIa/IKOBHUX TEHETHYHUX 3aXBOPIOBAHb, SIKE BUKJIMKaHe BPOLKeHNM JiedirmToM daxropis 3ropranns kposi VIII i
IX (¢. VI i . IX), € remodinis A i B. XBopoOa xapakTepu3yeThCs MOPYIICHHSIM KOAr'YIISIIHHOTO TeMOCTasy —
CHCTEMHU 3C1IaHHS KPOBI 1 IPOSBIIAETHCSA YaCTUMU KPOBOBIJIMBAMHU B CYIJIOOM, M’sI31, BHYTPIIIHI opranu. Tspkka
(dopma remodinii BuHHKae, komu piBeHb ¢.VIII B mepudepiiiniit kpoBi cranoBUTH MeHIIE 1%, cepenHs — piBeHb
¢.VIII cranoButs 1-5%, nerxa — 5-15% [3, 4, 6]. Konuenrtpanis ¢. VIII 1 ¢. IX B mna3mi kpoBi npeacTaBicHa B
Tabmn. 1.

Tabnuus 1
XapakTtepuctuka dakropiB VIl i IX 3cipaHHs kpoBi (3.C. BapkaraH, A.l1. Momor, 2003)
MixHapop- HawbinbL nowupena KoHueHTpauis B Mepiop Hanis- MiHimankHa KoHUEH-
POA P Tun dakTopa Micue cuHTesy HeHTP .u pioA Tpauisi, HeobxiaHa
Ha Has3Ba HasBa nnasmi KUTTA
Ans reMocTasy

dakTop AHTUreModinbHWn MeviHka, o
Vil mroByniv A KodpakTtop SHOOTENIOLMTH 0,01-0,02 r/n 12-18 rog 20-35%

AHTUreModinbHWi ) - o
dakTop IX moByniH B MpodepmeHT Mevinka 0,003-0,005 r/n | 20-30 rog 10-20%

3po0iieHi 32 OCTaHHI JSCATUIIITTS OIOXIMIYHI BIAKPUTTS B Tay3i JOCHIIKSHHS reMoQilii Ta 1HIIMX BUIIB
KOaryJonariii po3IIMpUIIH HAIly YSBY PO €TiOJOTiI0 XBOPOO, IX AIarHOCTHKY i JIIKYBaHHSI.

Ha nanwmit yac BBakaethbes, mo ¢. VIII sBisie co00r0 1Ba BiIMIHHUX OJIUH BiJI OTHOTO OUIKIB, sIKi 1epe0yBaloTh
y IUIa3Mi KpOBi y BUIVIAAI HEKOBAJCHTHO 3B’s3aHUX KoMILIekciB. Daxrop VIII cuHTe3yeThCS CHHYCOIZHHUMH
KJIITUHAMHU IEYiHKY 1 eHpoTemionutamu. Y 1984 p. pauenumu CLLIA Oy BuaineHuil reH, skuii BiIOBija€ 3a CHHTE3
¢axropa VIII. I'en po3ramioBanuii Ha JOBroMy Iiedi X-XpoOMOCOMH, JOBKHHOIO 186 THC. map HyKJICOTHAIB, Ma€e
26 eK30HIB 1 25 IHTPOHIB 1 € OJHUM 3 HAHOLIBIINX 13 BiTOMUX reHiB JgroauHu [11].

Crpykrypa tuiazmoBoro ¢. VIII, Bu3HayeHa Ha MiJACTaBi HYKJICOTHAHOI mociigmoBHOCTI 3paskiB JIHK,
npeacrasiena A, B i C nomenamu [7]. Jomenu A i C MaroTh aMiHOKUCIIOTHY MOCITIIOBHICTS, iIeHTUYHY V (hakTopy
3cigzanHi KpoBi. KpiMm 1poro, JoMeHN A MarOTh Taky K TOMOJIOTIIO, SIK 1 epyJI0IUIa3MiH — O1JIOK 3 BMiCTOM 10HIB
migi [11]. @. VIII BUKOHY€ KIIIOY0BY POJIb Y IPOLECT 3Cinanus KpoBi sk kopakrop IX, i mpuckoproBay akTuparii
¢. X.

OcTaHHIM YacoM y MEIMYHY IPaKTHKY BIPOBaKYIOThCs HOBI MeToau JIHK niarnHoctukm miaTumiB remodimii
[3], a came:

[ — anani3z noniMop¢ismy noBxuHN pecTpukuiitanx Gpparmentis JJHK (ITJPd-anamnis);

II — npsima ineHTHdIKALISL MyTaLlii.

@. IX cuHTE3y€eThCS B MEUIHIN i SBIsIE COOOI0 OIHOIAHIIOTOBHII ITIOKONPOTEIH 3 MOJIEKY/IIPHOIO Macolo
56000. I'en MicTUTBCS Ha TOBroMy IuIedi X-XpOMOCOMH, JOBKHHOIO 34 THC. TTap HyKJICOTH/IB 1 Ma€ 8 eK30HiB 1 7
iHTpOHIB, MicTUTh 415 aminokucnor [2, 7]. Pazom 3 ¢.VIII i pocdonininom ¢. IX y npucyTHOCTI i0HIB KabIiito
YTBOPIOE (PEPMEHTHUI KOMILTEKC 1 EPETBOPIOE HeakTUBHY GpopMy ¢. X B akThBHY ¢. X, .

OCKiJIbKH MIKPOCYAMHH 1 TPOMOOIUTH BUKOHYIOTh IIPOBIHY POJIb y NEPBUHHIN 3yNHHII KPOBOTEUi HA PiBHI
MIKPOLUPKYJISLii, el MeXaHi3M BU3HAYAETHCS SIK CYOUHHO-MPOMOOYUMApHULL, ab0 NEepPeUHHUL 2eMOCmAa3.
MIKpOCYIMHH pearyioTh Ha MOLIKO/KEHHS CIIa3MOM, BHACTIJOK SKOTO BOHHM TUMYACOBO CTAIOTh MOPOXKHIMH 1
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B nepii 20-30 cek. kpoBoTedi He BUHHKAE [8]. Criazm 00yMOBICHUI CKOPOYCHHSAM KIIITHH TJIaKOT MyCKyJIaTy-
PH CyIMH Y pe3yJbTari MOCHIICHHs e(hepeHTHOT CUMIIATHYHOI IMITYJIbCallii, MATPUMYETBCS KaTeXoiaMiHaMu, sKi
HAJXOIITh Y KPOBOTIK, a TAKOK BUBIJIBHEHHAM XOJIiHECTEPa3H, sika OJIO0Kye ALIATAliiHY JiI0 aleTUIXOiHY.

dopmyBaHHs KoarymsiiiHUX (GiOPHMHOBUX) 3TYCTKIB BiIOyBaeThCs NEHIO IMi3HIIIC 1 BU3HAYAETBCS SK
B8MOPUHHULL KOA2YTIAYIUHUL 2eMOCA3.

Y mpoueci 3ropTaHHs KpOBi BUAULIIOTH 4 MOCIINOBHI KoarymawiiHi ¢aszu [8]:

— YTBOpPEHHS NPOTPOMOiHa3H;

— YTBOPEHHS TPOMOIHY;

— yTBOpeHHS GibpuHy;

— PeTpaKIIist 3TyCTKa.

®. VIII i ¢. [X 6epyTh ydacTh B yTBOPEHHI POTPOMOIHA3H 32 BHYTPIIIHIM MEXaHI3MOM.

Ilpu yrBOpeHHi nporpombinasHoro kommekcy ¢. IX akrusyerscs dakropom IX , 3aBisku npouecy npore-
0J1i3y Ta MPHCYTHOCTI 10HIB KaJbLit0 i GOCOOIMmiTy, KU TOCTA4aeThCsl aKTUBOBAHUMHU TpoMbouuTamu [7,8].
V ueit xe vac ¢. IX, akruye paxrop X. Cam ¢.VIII € kopaxropom ¢.IX, i mpuckoproe mponec aktusaii ¢.X
npubinusHo B 200 000 pasis [8]. Aktuosanuii ¢.X, 6epe yuacTs B yrBopeHHi nporpomoinasu. ®axrop IX akrubye
¢.VII i TakuM YHHOM MATPUMYE 3B’ 30K MiXK BHYTPILIHIM 1 30BHIIIHIM MeXaHi3MaMH 3cifaHHs KpoBi. [Ipomec
3CilaHHSA KPOBI NMPOXOAWTH y BUIVIAAL JIAHLOTA MPOTEONITUYHUX PEAKIil, y AKUX MPOGEPMEHTH CEPUHOBHX
npoteas3 TpaHcopMmyroThesi B akTHBHY (opmy [7]. B pesynbrari yTBOPIOETBCS BENIMKA KiJIbKICTh KiHIIEBOTO
(epmenTy, skuii nepetBoproe (hidpuHOTeH y GidbpuH (puc.1).
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Puc. 1. Cxema koarynsuii 3 akueHTom Ha ponb i.VIIl i ¢. IX B cuctemi remoctasy
Mpumitka “: ®/1-choconinia. TO3—TpombouuTapHuit aktop 3

Ogpniero 3 npo6eM JikyBaHHs XxBopux 3 aedinurom ¢. VIIL i ¢. IX (remodinist A i B) e anexBarne HanaH-
HsI MEIMYHOI TOTIOMOTH TIPH BHYTPIITHIX 1 30BHIIIHIX KPOBOTEUAX, y HEpIIy Yepry — ILTYHKOBO-KHIIKOBUX, BHY-
TPILIHBOYCPETIHNX, BHYTPIIIHEOCYITIOO0BHUX, HOSB1 BEIMKHUX I'€MaTOM B OpraHax i TKaHHHAX.
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Kputnunnii piBeHb (akTOpiB 3ciIaHHs, TP SKOMY MOXIJINBE BHHUKHEHHS KPOBOTEY, TIPEICTaBICHHH y Ta0I. 2.

KputnuHui piBeHb cakrtopis VIl i IX, npu skomy moxnvBe BUHMKHEHHA KpoBoTey (Kolde H.J?:826(I)7([)J1u)g ?
dakTop HopmanbHuii MiHiManbHUi piBeHb aKTUBHOCTI (haKTopiB, MokasHukm TecTiB
3cifaHHA piBeHb AKuiA 3abeanedye remocTas YK nT AMNTY Ty
Vil 60-150% >10% N N I N
IX 60-140% >10% N N T N

Mpumitka: YK — yac kposoteui; MT — npoTpom6GiHoBUiA TecT; AMNTY — akTBOBaHMIA napuianbHUn TpoMbonnacTuHoBui Yac; TH — TpomGiHOBUI
Yac; N — HopManbHWii MOKa3HUK TECTY; T — MPOAOBXKEHWIA Yac 3ropTaHHs KPOBi MPU AaHOMY MeTOZi AOCHIAKEHHS.

CpOrojIHI MOXKHA KyIipyBaTH BC1 BUIU KpoBOTEY 3a yMoB npusHadeHHs ¢. VI i ¢. Xy Bucokux (aexkBaTHUX )
J103aX MPOTATOM TPHBAJIOTrO 4acy. BeexeHHs B opranism namienta IMO ¢. VIII Ha 1 kr mMacu Tina migBuiLye
koHuentpaio ¢. VIII B mra3mi xposi Ha 2% i ¢. IX Ha 1% [5, 7].

[MpuHIMM 3amicHOI Teparii miJ 4ac MPOBEICHHS XipypridHoi omepamii y XBOPHX 3 TSKKAMH (OpMaMH
remoinii A i B npexcrasieno B Tadn 3.

Tabnuus 3
MpuHUMNKM 3amicHOI Tepanii Nig Yac NnpoBeAeHHSA XipypriyHoi onepauii y XBOpUX 3 TAXKMMU chopMamMu
remodpinii A i B (Hunbcon U.M., 1999)

lemodinis A lemodinis B
[Hi nikyBaHHA - - - -
Benuvka onepauisa Marna onepaudida Benuvka onepauisa Mana onepauisa
[eHb onepadii. BaxaHui piseHb d.
VI &.IX (%). 50-150 40-50 50-150 40-50
MouatkoBa posa . VIl i d.IX (MO
Ha Kr macu Tina). 50-60 25-40 60-70 30-40
MiaTpumytoua posa . VIII, d.IX,
(MO Ha kr macu Tina). 25-30 20-30 30-40 20-30
IHTepBan (rog). 4-6 6-8 8-12 8-12
2—7- peHb nicna onepadii. baxa-
Hui piBeHb . VI &.IX, (%). 40-60 30-50 40-60 30-50
MigTpumytoua gosa . VIII, d.1X,
(MO Ha kr macu Tina) 20-40 15-20 30-40 30-50
IHTepBan (ron) 4-8 6-12 12-24 24
8- aeHb nicnsa onepadii. baxkaHun
piBeHb . VI i ¢p.IX, (%). 15-25 _ 15-25 _
MigTpumytoda gosa . VI, d.IX,
(MO Ha kr macu Tina). 10-15 _ 10-20 _
IHTepBan (rog). 12-24 _ 24-48 _

JlixyBanus kpoBoted npu aedinutax ¢. VI i ¢.IX mpoBoasTe KOHIEHTPOBAHHMHE MperapaTaMu HUX GpaKkTopiB
3CiIaHHs KPOBI, SIKi BUTOTOBIITIOTHCS 3 IOHOPCHKOT [1a3Mu, a00 METOIaMU FeHHOT iHKeHepil [9].

Jloza npenapary npu aediuuti ¢.VIII po3paxoByeTbes 3a popmynoro [5]:

—  TIpH TDKKIK Gopmi 3axBoproBanHsI X=M x L x 0,5;

— npu cepenniit hopmi X=M x (L-P) x 0,5.

Tpu nedinuri ¢. IX no3a nmpenapary po3paxoByeThes 32 POPMYIIOO:

—  TIpH TSKKiK Gopmi 3axBoproBanHsI X=M x L x 1,2;

— npu cepenniit hopmi X=M x (L-P) x 1,2,

ne X — no3a (akropa 3ropTaHHs KpoBi 1uisi oqHOpa3oBoro BeeeHHs (MO);

M — Bara xBoporo;

L — BincoTok piBHs (hakTopa, SKOro HeoOXiqHO JTOCITHYTH;

P — mouarxoBuii piBeHb haKTOpa y XBOPOIO JI0 BBECHHS IIperapary.

Jlo mpemnapariB 3aMicHOI Teparril TaKOX Halle)KaTh: aHTUTeMO(ibHA I1a3Ma, KPIONPELHUITiTaT, KOHIEHTPATH
¢.VII (Imynat 250MO (Bakcrep CILA), npenapatu ¢. IX (Imynin 600 MO bakcrep CILIA) Ta iHmi npenaparu,
OTpUMaHi IUISIXOM TiOpUIOMHOT TEXHOJIOTII.

BUCHOBKMU

TakuM UMHOM, eroxaibHi O10XIMIYHI 1 TeHETHYHI BIAKPUTTS, 3pOOJICHI IPH TOCIIHKSHHSIX CIIaJKOBOTO aAedi-
Ty ¢axropis 3ciganug kposi VIII i IX (remodinis A 1 B) B octaHHI poKH, HaAAI0Th MOXKIIMBICTE OLIBII TOBHO-
IO PO3YyMiHHSI €TIONOTIi XBOPOOH, BIPOBAKEHHS Cy4YaCHUX METOIB JIarHOCTHKH Ta HOBUX METOJIIB JIiKyBaHHSI.
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DYHKUMA NNA3MEHHbBIX ®AKTOPOB VIIl U IX B CUCTEME FrEMOCTA3A. OCHOBHbIE NPUHLNbI
3AMECTUTENBHOW TEPAMUU

Hoeaxk B.JL., I'puza I1.B., Manuzon O.H., Asopckuii B.B., Illesuyx O.H.

Pestome. B 0030pHOH cTaTbe H3IO0XKEHBI COBPEMEHHBIC B3IIAABI Ha cTpykTypy M ¢yHkmuio VIII I IX dakropos
CBEPTHIBAHUS KPOBH U UX POIIb B CHCTEME reMocTa3a. VI310KeHb OCHOBHBIE IPHHIIUIEI 3aMECTHTEIBHOH Tepartii.

Knrouegwie cnosa: paxmop VIII, pakmop IX, cemocmas, 3amecmumenshas mepanus.

THE FUNCTION OF PLASMA FACTORS VIII AND IX IN HEMOSTASIS SYSTEM
THE BASIC PRINCIPLES OF REPLACEMENT THERAPY

Novak V. L., Gryza P.V.,Malygon O.I., lavorskyi V.V, Shevchuk O.I.

Summary. Modern views on the structure and function of the blood clotting factors VIII and IX, their role in hemostasis
system are outlined in the review article. The basic principles of replacement therapy are highlighted
Keywords: factor VIII, factor IX, hemostasis, replacement therapy.
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