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6 8o3pacme om 18 0o 40 nem, npoxcusaroujux 6 Camapckoti ob6nacmu.
Onpedenervt ABO-epynnocneyupuueckie 0c00eHHOCHU MEXAHUZMOB
K0AYNAUUOHHO20 U MPOMOOUUMAPHO20 2eMOCA3a NPU 2emoPunuL,

4o no3eosnsem 000cHo08aMb JUPPepeHUUPo8aHHvIli N00X00 K NPOEeOeHU
3aMecmumenvHoll Mepanuu 6 peiume «no mpe6osanuo»

u npu npogunakmuxe npenapamamu 0euUUUMHsLX GaxKmopos
C6epPMbLBAHUS KPOBU Y NAUUEHIMOB ¢ 2eMOPUIUel.
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BeepeHue

CoBpeMeHHOe obecriedeHne maru-
€HTOB C KOAarylIomaTUsIMHU Ipera-
patamu GaKTOPOB CBEPTHIBAHMS
KPOBU MO3BOJIM/IO YBEINYNTD IPO-
MOJKUTENBHOCTD KU3HU OOTBHBIX
reModuaMeit ¥ yIy4IINTh ee Ka-
4ecTBO [1, 2, 3], 4TO OATBEPXKAaET
MeXJyHapo#Hblil onbIT [4]. B Poc-
CUU 3aMEeCTUTETbHAS TepPaIns Ia-
LMeHTOB ¢ reModuanert ocyuect-

BJISIETCS COTJIACHO HAIMOHAbHBIM
nporokonaM [5]. Tem He MeHee He
yTpaTuia CBOEl aKTyalbHOCTU
npob6nema 3G PeKTUBHOCTH JIede-
HIUS U TPOPUITAKTUKY KPOBOTEYE-
Huit. IIpy OXMHAKOBBIX YPOBHSIX Jie-
¢unmrHOro pakTopa CBEpTHIBAHMS
KPOBM MHTEHCUBHOCTD U XapaKTep
KPOBOIIOTEPbh MMeeT MHAUBUAY-
a/JIbHbIe OT/INYNS y Pa3HBIX HAL-
eHTOB ¢ reModuneit. [TopaxkeHns

CyCTaBOB y OO/NbHBIX reModumne
OCTAIOTCS B LIEHTPe BHUMAHNS CIIe-
LMaIUCTOB, IpodUIaKTUIeCKOe
BBeJIeHII€ IIPeraparoB e uInTHBIX
(bakTOpOB CBEPTHIBAHNUS KPOBU BO
B3POCIIOM BO3pacTe He yCTpaHsAET
HapyILIeHNUs, a TOTbKO YMEHbIIAeT
YaCTOTY PELUAMBOB reMapTPO30B
[6, 7]. TakuM 06pa3oM, aKTyaIbHBIM
BOIIPOCOM OCTaeTcsA paspaboTka
HOJXO[0B K MHAMBUYyaNU3alun
Tepanuy npu remodunnmu [8].

Lienb nccnepoBanua

O6ocHoBarp audpdepeHunpoBaH-
HBIIl TIOXOJ] K IIPOBEJICHNUIO 3aMec-
TUTETbHOI Tepannu IpernaparaMu
HeUIUTHBIX (PaKTOPOB CBEpPTHIBA-
HUA KPOBU Y OOTIBHBIX reModumeit
C y4eToM reMOCTAaTMYecKOTO II0-
TeHNuasna npu pasHoit ABO-rpyn-
NOBOJl IPUHANIEXKHOCTU KPOBU
HaIVIeHTOB.

MaTepuan nmetoabl
ucaiepoBaHuna

IIpoBegeno nccnenosanme 185 roc-
nurtanu3anuit 30 60IbHBIX C TsXKe-
noit popmoii remodpunu A (paxrop
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cBepTbiBanyA kpoBu VIII menee 1%)
B Bospacte oT 18 go 40 ner, npo-
xuBamomux B CaMapckoit 06/macTi.
3aMecTUTeNIbHAaA TepanusA IIperna-
paramy ¢akTopa CBEpPTBHIBAHUSA
kposu VIII (MmMmyHaT®) nposopu-
JIach B PEeXMMe «II0 TpeOOBaHNIO»
coryacHo mogenAM 4.3 u 4.4 nporo-
KOJIa BefleHIsI OOIbHBIX C reMOo(uIn-
ent ot 01.10.2009, BK/II0YEHHOTO B Ha-
LMOHAJIbHBIN cTaH#apT Poccuiickoi
Depepanun. 50% 6OIBHBIX C TsDXKe-
0¥t reMouInelt A Toydany mpo-
(duIaKkTIYecKoe JIeYeHre B CpeqHel
mose 25 ME/xr 3 pasa B Hepernio,
cornacuo mopenu 4.2 [5]. Komn-
JIEKCHOE MCC/IeJOBaHMe CHCTEMBI
remMocTasa y 601bHbBIX reModunmen
IPOBOJNIN B IIEpBble CYTKM IIOCTIE
BO3HJMKHOBEHMA KPOBOTEUEHN A, IO
BBeJICHM TIpernapara JieQUIMTHOTO
¢akTopa cBeprhiBaHMA KpoBu. [Ipn
9TOM Yy HAIlIeHTOB, HAXOAVBIINXCA
Ha IpodUIaKTUIeCKON 3aMeCcTu-
Te/IbHOI Tepamnuy, MHTepBaa Bpe-
MEHU MeX/Ty IOCTIe[[HUM BBeJleHeM
npenapara GakTopa U MOMEHTOM
B3ATIA KPOBU Ha VICCTIEIOBAHNE CO-
CTaBMI MUHMMYM 3 fiHA. YPOBEHb
¢dakropa Bunnebpanja oneHusancs
KaK BO BpeMs KpOBOTEUYEHMs:, TaK
U BHE IIep1oja KPOBOTEUEHMIA.
OlleHKa KOaryasillMOHHOTO TeMo-
CTasa MPOBOAVIACH C IIOMOIIBIO
ABTOMAaTMYECKOTO KoaryjaoMeTpa
STA-Compact (“Roche”, ®pan-
1us), TPOMOOLUTAPHOTO TeMOCTa-
3a — C IIOMOIIbI0 TeMaTOIoTMYecC-
Koro aHammsaropa Sysmex KX-21
(“Roche”, dnonus) u ompepene-
HUA arperaliioHHOl CIIOCOOHOCTH
TPOMOOLMTOB METOZOM BU3Ya/IbHOI
TeTeKIMM BpeMeHM Hadaja arpe-
ralum ¢ MHAYKTOpaMI: a/leHO3MH-
mudocdarom (AID); xonmareHoM,
yHUBepCa/lbHBIM MHIYKTOPOM ar-
peranuu (YWA). [Ins onpenenenus
rpynn Kposu 1o cucreme ABO uc-
II0/1b30BaJIN IePEKPECTHRIN CIO-
€06 ¢ MOMOIbI0 MOHOK/TOHATbHBIX
aHTUTeEL

KoHTponbHYIO I'PYIIly COCTaBUIN
185 mpaKTUYeCKU 3JOPOBBIX MYXK-
4MH B Bo3pacTe oT 18 fgo 45 ner
(28 +1,5 ner).

Craructuyeckass obpaboTka pe-
3y/IbTaTOB MCC/IEOBAHUII IpOBe-
TeHa C MIOMOINBI0 CTATUCTIYECKOTO
nakera SPSS 12.0 u STATISTICA

OHKonorna, remaronoria v paauonorna. N2 3

bonesHu cuctembl KpoBHA

Ta6nuya 1. Ilapamempol KoazyAAUUOHHO20 2eMOcma3a u cooeprycanue anmumpombuna I11 y 6onvHvix
¢ msancenoti zemodunueii A, ¢ yuemom epynnot kposu (no cucmeme AB0O)

Ipynna xpoBu
Ilokasarenp 0 (I), n=59 A (II), n=66 B (III), n=44 AB (IV),n=16
M+m, pasbpoc | M+m, pasépoc | M+m, pasépoc | M+ m, pasbpoc
71,88 +7,94 82,45+ 5,04 65,55+ 1,54
B | 6033-12912 | 73,10-13545 | ~0S9RSOT | 63349785
AUTB, ¢ P =0,001 Pro=0,002 »25-99, Py =0,001
K 37,79+£4,41 34,93 +£4,62 35,44+ 3,36 36,66 +2,27
5 | 8879+897 92,0£2,19 o ST 2T 82,442,5
ITpoTpoM6MHOBEII 62,21-110,35 88,11-122,56 Ay 70,15-95,86
0 Py =0,004
WHJEKC, %
K 91,28 £6,57 90,7 +£15,49 91,1+£9,66 93,85+6,94
B 3,35+£0,77 4,49+0,38 3,57+1,28 3,57+1,28
2,22-4,31 3,53-4,41 2,14-2,96 4,50-4,84
DubpuHOTreH, I/71
K 3,72+1,28 3,26+ 1,15 3,48+1,00 3,42+0,55
B 18,66+0,8 17,71+0,42 18,3+£0,89 15,2+£0,41
Tpom6uHoBOE 14,95-21,78 15,48-18,56 16,14-23,11 14,32-16,91
Bpewms, C
K 18,17+1,25 17,85+ 1,15 18,01 +1,45 17,67 +1,09
5| 9353851 90,31+8,55 e ares 114,1+4,94
Antnrpom6u 111, % 85,24-98,62 68,21-105,11 Py =0,02 98,45-123,4
K 111,0+9,35 110,71 £9,8 114,1+5,94 122,1+4,94

N — KOMYECTBO OTpefie/ieHuTi TOKa3aTesis TeMOCTa3a; Py 1 Py > Py gy Py gy — CTATUCTUYECKAS 3HAYMMOCTD PasInamit
B 3HAYEHNAX [TOKa3aTesIell B IPYIIIAX MAIMEHTOB C COOTBETCTBYIOIIMMM IPyIIIaMy KpoBy; b — mokasaTenu 601bHbIX
remodumeit; K - moxasarenu kontpons; AYTB - akruBMpoBaHHOE YaCTUYHOE TPOMOOILIACTIHOBOE BPEMSL.

7.0 ¢ ucnonb3oBaHMEM IapaMeT-
PUYECKUX U HelapaMeTpUUecKMX
METOJIOB.

Pe3ynbTatbl U 06CyxaeHKe

Y 60nbHBIX reMouIelt A TSXeNnoi
cTemeHM ObII MPOBEfjeH CPaBHU-
TEJIPHBII aHA/IN3 KOATY/ISIIOHHO-
TO ¥ COCYAMCTO-TPOMOOLTAPHOrO
MOTEHIIMaNa CUCTEMBbI TeMOoCTasa
npu 0 (I) - AB (IV) rpynnax kposu
(tabm. 1). [JaHHbIE TUTEPATyPBHI CBU-
[eTeNbCTBYIOT 06 0COOEHHOCTIX
¢dakropa cBepreiBanusA Kposu VIII
u ¢axropa Bunnebpanga nmpu 0 (I)
rpymne kposu [9-14]. B HekoTOpPBIX
HMONY/ISALMOHHBIX MCCIETOBAHMAX
ObL/I0 [T0Ka3aHO, 4TO y /1uij ¢ I rpym-
II0J1 KPOBY YPOBeHBb (paKTOpa CBep-
teiBauus VIII u ypoBeHb dakropa
Bunnebpanma Ha 25% HIKe, 4eM
Ipy Ipyrux rpymmax xposu [10].
B mccnepoBaHuM, NpOBEelEeHHOM
Y 3OPOBBIX JKEHIUH ¥ Y XKEeHIIH-

HOCHUTENbHUL] TeHa reModuInmy,
ObLT BBIIBIEH 3HAYMMO 6Ormee HU3-
KMt ypoBeHb 0601X (PaKTOPOB IIpH
I rpymne xposu [14].

B HameM mcciefoBaHUM TOCIH-
TaTU3MpPOBaHHBIE OONbHbBIE pac-
Hpee/ININCh 110 TPyIIaM KpOBH
crepytomum obpasom: 0 (I) rpym-
ma KpoBu - y 32%, A (II) - y 36%,
B (I1I) - y 24%, AB (IV) - y 8% mauu-
entoB; Rh(+) - B 85%, Rh(-) - B 15%
cny4daes. Ipynnocrenudpuyeckne
0CO6EHHOCTY KOATY/MAIMOHHOTO Te-
MocCTasa y 06C/elyeMbIX A IeHTOB
HpeJiCTaB/IeHbI B TabI. 1.

Y o06crnefoBaHHBIX TALMEHTOB
¢ A (II) rpynmoit KpoBM aKTu-
BUPOBAHHOE YaCTUYHOE TPOM-
6onnactunoBoe Bpems (AUTB)
coctraBuio 82,45+5,04 ¢ u 6p110
3HAUMMO BbIIle [0 CPABHEHUIO CO
3HAUeHUsAMMN y OONBHBIX C APYTHU-
mu rpynmamu xkposu (p, .= 0,002,
Py =0,001). OTO MOXeT cBUJE-
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DOJIe3HM CCTEMbI KPOBIA

Tabnuya 2. [lapamempoL mpomboyumapHozo zemocma3sa y 6onvHvIx ¢ msixcenoii zemogunueti A
c0(I) - AB (1V) epynnamu kposu

Ipynna xpoBu
Iloxasarenn 0 (I), n=59 A (II), n=66 B (III), n=44 AB (IV),n=16
M+ m, pa3bpoc | M+m, pazépoc | M+m, pasépoc | M+m, pasépoc
336,14 419,11 293,24+19,17 263,56+ 18,94 400,78 £23,25
Konuuectso b 182.0-568.0 184,0-437,0 157,0-360,0 239,0-503,0
TPOMOOLUTOB, > > Piv="0,007 Prm=0,001 Py = 0,001
x10°/1
K 233,75+13,3 251,50+ 28,58 237,63 +19,66 276,67 £19,3
9,76+0,14 2:41£0,12 9,99+0,15 8,5+0,09
C . b 7,72-11,00 7,75-10,10
penHmit 06beM 6,81-11,05 —0.005 9,11-10,50 ~0.001
TPOMGOLUTOB, (1 Pum=Y; Puwv=Y,
K 10,73+0,21 10,36 £0,33 10,95+ 0,46 9,97 £0,09
15,27 £5,88 16,0£2,65 21,4+2,94 13,5+0,1
Arperanus b 13,12-19,2 13,10-19,20 15,0-25,36 11,10-15,4
TPOM6OLUTOB Prm=0,002 Pr_m= 0,005 P = 0,005
cAJlD, ¢
K 12,2+0,99 13,5+1,22 11,8+ 1,01 14,8+ 1,4
16,85+2,57 16,22+1,37
> ’ 17,33+3,33 21,5+3,33 ’ 4
Arperanus b 14,01:19,21 14332411 16,20-27.10 14,11—_17,35
TPOMOOIUTOB Prm=0,01 Py =0,02
C KOJUIAT€HOM, C
K 15,2+1,02 16,9+1,42 14,9+1,02 16,6+1,3
17,45+2,91 17,3+1,41 22,9+2,89 16,0£2,5
Arperanusa b 15,11-22,12 11,21-21,30 15,23-26,47 12,20-18,34
TPOMOOLNTOB P = 0,004 Pury=0,03
cYUA, c
K 15,2+0,99 16,5+ 1,22 14,3+0,99 16,8+ 16,4

N — KOTMYECTBO OMPeNeTeHNi TTOKA3aTeNs TeMOCTa3a; P, 1 Py 1o Py py Prppy — CTATUCTUYECKAS 3HAYMMOCTD Pas/Iuymit
B 3HAaYeHNsIX [I0Ka3aTelell B IPYIIIaX MALeHTOB C COOTBETCTBYIOLVMM IPYIIIaMyl KpOBY; B — rokasaTenu 60IbHbIX
remo¢unueit; K - nokasarenu kourpons; AP - ageHosunpudocdar; YVIA - yH1MBepcambHbI MHAYKTOP arperarui.
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TeNbCTBOBATh O Oosee cnaboMm
BHYTPeHHEM MeXaHN3Me KOaryJis-
uuu y 60nbHBIX reModuaneir ¢ A
(II) rpynmoit xposu. Kak mokasaHo
B Ta01. 1, HanboblIee CpefHee 3Ha-
YeHue IPOTPOMONHOBOTO MH/EKCA
(ITTU) m HauMeHblllee 3HAYEHIE
aKTMBHOCTYU aHTUTpOMOUHA III BBI-
SIBJICHBI Y OOIBHBIX TSXKEJIOl TeMo-
¢unueit A ¢ B (III) rpynmoit kxposu.
IIpenoONOXKNTENIBHO, Y 9TOI KaTe-
TOPUI MALVIEHTOB CYILIECTBYET KOM-
HeHCAaTOpHasA peaKI[Ms BHEIIHEro
HyTU CBEPTBIBAHUS KPOBU U IIPO-
TUBOCBEPTHIBAIOIIE]l CUCTEMBI, Ha-
[paBjIleHHas Ha MPefOTBpAlleHIe
4Ype3MEPHOI KPOBOIIOTEPHL.

BoisiBNIeHHBIE HAMM T'PYIIIOCIIEI -
¢dryeckme 0cOOEHHOCTU KOATYI-
I[MOHHOTO TeMOCTa3a y OOIbHBIX
remoduneit A TsXenoin cTerneHn
MIMEIT OTINYMUsS OT 0CObeHHOCTeN

reMoCTa3a B 3/[[l0POBOI NOMYIAL M.
Tak, B 3[{0pOBOIT IIOY/ISAL{UU MYX-
YYH OTMe4YeHa TEeHHEeHIUA K T'HU-
nokoarynsauuu npu 0 (I) rpynme
KpoBU (MaKcUMajbHbIEe 3HAUEHUs
AYTB, 60mee BBICOKME 3HAYEHU
TPOMOOIIIACTMHOBOI'O BPEMEHN).
ITpn A (II) rpynne xpoBu, B OTINU-
4ye OT JJAHHBIX 06CIIefJOBaHHBIX
HaMI MALMEHTOB ¢ reModuanei,
BBISIBIEHA CKJIOHHOCTH K I'MIIEPKO-
arymssuuu (Hanbonee HU3KMe 3Ha-
yenus AYTB, rpombonnacTuHOBO-
ro BpeMeHU, aHTUTpoMOuHa III).
Kak y 3gopoBbix my>xuns ¢ B (III)
IPYINIION KPOBMU, TaK U Y OONBHBIX
remodunueit sHauenus AYTB mu-
HUMaJbHbI, HO 3HaueHue IITU He
MMeeT TeH/[|CHIINN K YBeINIeHNIO.
Kaxk y 340pOBbIX MYXX4WH, TaK 1 Y
60nbHBIX reModueit mpu AB (IV)
rpyIie KPOBYM OTMEYEHO JOCTATOY-

HO CTabM/IbHOE COCTOSIHIE CUCTEMBI
reMoCTasa 3a cyeT cbaJaHCUPOBAH-
HOCTHU CUCTEM IIPO- U aHTUKOAry-
nsuun [9, 15].

Ipu uccnegoBannu TpomboLUTap-
HOTO 3B€Ha reMocTasa y OGONbHBIX
TsDKes1oit reModuneit A B mepuop
KPOBOTEUEHUII TaK>Ke BBISABJICHDI
rpynnocrennuduieckne 0cobeH-
HocTH (TabII. 2).

Y Bcex MCCIefyeMBIX OONbHBIX
ompefeneHo 6ojee BHICOKOE KOJNU-
4eCTBO TPOMOOILMTOB IO CpaBHe-
HUIO CO 3HAYEHNSIMIU KOHTPOJIBHOI
IPYyIIBI, BO3MOXHO, 9TO 00yC/I0OB-
JIEHO peaKIyell TpoMOOIMTapHOTO
remMocrasa Ha KpoponoTepo. OnHa-
KO HauboJIblilee KOINIECTBO TPOM-
601 MTOB OIpefe/IeH0 Y HallYIeHTOB
¢ AB (IV) rpynmnoii kposu (ta6m. 2).
Ycranosneno, yro npu B (III) rpym-
e KPOB) y OOJIBHBIX TSKENOll re-
Modunmeir A TpombonurapHOoe
3BEHO reMOCTa3a pPasBUTO XYKE,
YeM HpY APYTUX TPYINAX KPOBM:
KONMMYeCTBO TPOMOOLVTOB Hau-
MeHblllee, CPeHNIT 06beM TPOM-
601 MTOB MaKCUMaJleH, HapyLIeHa
CTUMY/IMpPOBAHHAs arperanus
TpoM6ouuToB. IloydeHHbIE HAMU
JlaHHbIE CYIeCTBEHHO He OT/INYa-
I0TCSL OT MapaMeTpoOB TPOMOOII -
TAPHOTO reMOCTa3a, O PeIe/IeHHbIX
B pAje UCCIENOBAHNI Y 300POBOI
HOMyIALY My>X4uH [9, 15].

Ilns xapaKTepUCTUKU T'eMOCTATH-
4eCKOro IIOTEHI[Maaa SHAOTEeNNs
cocynoB y 601bpHBIX remoduuner
uccnenosan daxrop Bumrebpanna,
KOTOPBIif, KaK M3BECTHO, IIOCTYTIaeT
B KPOBOTOK IIPEMMYIECTBEHHO 13
9H[OTENNATbHBIX KIeTOK (Tabm. 3,
PVICYHOK).

B Hauem ycciefoBaHMY OIpefiere-
HO, YTO Y OONBHBIX TsXKeoit pop-
moit remodunuu ¢ B (III) rpynmoii
KpOBU HAOII0faeTCsl HAMIYYLINIT
reMOCTAaTUYeCKUII TOTEH ATl 9H/0-
Tenusi. B jaHHOI rpyIe 601bHBIX
KaK BHe KPOBOTEUYEHMII, TaK 1 B IIe-
pMOJ, KPOBOTEUEHUIT OIpefiessancs
MaKCUMaJIbHBII yPOBeHDb (aKTOpa
Bunnebpanpa (pUCyHOK), Ipy 9TOM
B IIepUOJ KPOBOTedYeHMIT (aKTOp
BunnebpaHfa BOCTOBEPHO MOBBI-
mascs u B 66% ciydaes 6b11 6oree
160%. ¥ 6onbubix ¢ AB (IV) rpyn-
II0J1 KPOBY JIaHHBIN ITI0Ka3aTe/lb Ha-
XOJUJICA Bcerja B nuanasone 100—
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160%. Haunbornee cnabble pe3epBHbIE
BO3MOXXHOCTHU 9H/JOTENNSI COCYHOB
Ha6momanucy upu 0 (I) u A (II)
TpyNIIax KpOBY; IPU KPOBOTEUEHN-
SIX Y JAHHBIX GONBHBIX OIIpefe/eHa
TEHJEHIMs K CHIDKEHNI0 dakTopa
Bunnebpanpa.

3aKknioyeHue

B Hamem mccinegoBaHuM OBUIM BBI-
apneHsl ABO-rpynnocnenudu-
JecKue 0COOEHHOCTH MoKasaTernell
KOAry/IsALMOHHOTO U COCYAUCTO-
TPOMOOIMTAPHOTO TeMOCTa3a MPH
TsKesnoi remodunu A. Ilonyden-
Hble HaMU JJaHHbIE CBU/ETeTbCTBY-
0T O BO3MOXHOCTY NPOBEJIeHNUs
JIedeHNsT 9TUX MALMEHTOB C yde-
TOM TI'PYIIIIOBOI IIPUHAIEXHOCTH
kpoBu. Haubornee crabunpaoe co-
CTOSHME CHCTEMbI KOAr'yIALMOHHO-
TO 1 COCYAMCTO-TPOMOOINTAPHOTO
reMoCTa3a BBISBIEHO y OGOTBHBIX
TsKenoit remodunueit A ¢ AB (IV)
IPyNIoi KpoBu. Y IaIlMEHTOB
¢ rpynnoit kposu B (III) onpepnerne-
Ha 6oiee BBICOKas aKTUBHOCTD KO-
aryJsAIMOHHOTO TeMOCTa3a, B TOM
YyIC/Ie BHEIIHUX MeXaHU3MOB CBep-
TBIBAHWS KPOBMU, U CHIKEHME aK-
TUBHOCTU aHTUTpoMOUHa III mo
CPaBHEHUIO C APYTUMU IPyHIaMU
KpPOBH, 4TO, MPEAIONIOKNUTENBHO,
MMeeT KOMIIEHCATOPHOE 3HadeHIe.
Y 3TUX HAaIMEeHTOB TaKXKe OIpefe-
JIeH JOCTaTOYHO BBICOKMII FeMOCTa-
TUYECKNIT MOTEHI[MA 9HIOTE/IN,
0 4eM KOCBEHHO CBUJETEIbCTBYET
BBICOKAsI aKTMBHOCTb (hakTopa Bur-
nebpaHza. B To e BpeMsA y JaHHBIX
6OJIbHBIX BBISBIECHBI HEIIOTHOIICH-
HOCTb TPOMOOLMTApPHOTO 3BeHa,
Hapymenue AJID-, xonnares-,
YV A-MHAynMpOBaHHON arperanuu
TpombonuTos. CrefoBaTenbHO,
y 607mbHBIX reMOouUIMelt ¢ TPYIIION
kposu B (III) mpu ucrnonbzoBauumn
11 TpO(IMIaKTNYeCKOTO JTe4eHNU A
npemnapaTtoB fepunutapix GakTo-
POB CBEPTBIBAHMA KPOBH, COfiepKa-
mux gaxtop Bunnebpanpa, eneco-
06pa3HO MPOBOAUTH TAOOPATOPHBII
MOHUTOPYHI 3TOr0 IOKa3aTeysd
Y KOHTPOJIMPOBATH arperaryioHHble
cBolicTBa TpoMbOUUTOB. Y 60Mb-
HBIX C TeMOUIneil A TsKeol cTe-
neny npu 0 (I) mw mpu A (II) rpyn-
Iax KpOBY HaOIIOfaNNCh HUBKNE,
[I0 CPAaBHEHUIO C PYTMMU TPYIIIa-

OHKonorna, remaronoria v paauonorna. N2 3

bonesHu cuctembl KpoBHA

Tabnuya 3. Yposenv paxmopa Bunnebpanoa (% ) y 6onvnvix msicenoii zemopunueii A ¢ pasnuunvimu
2pynnamu Kposu 8 nepuod KposomeueHuti u 6He 0AHHO20 nepuoda

Ipynna xposu
0 (1) A (1) B (I1I) AB (IV)
Ilepuop,
M+m, Mtm, M+m, Mtm,
pasbpoc, pasbépoc, pasbpoc, pas6époc,
MeyiaHa MeyaHa MeyiaHa MegyaHa
n=>59 n=66 n=44 n=16
96,0+12,5 123,7+11,5 126,7+17,2
[pu kposoretenusx 62,0-122.0 96,0-188,0 00t 100,0-154.0
100,0 131,0 i90 0 > 126,0
Prm=0,01 Prm=0,05 ’ Purv="0,02
n=48 n=45 n=33 n=11
Biie KpoBoTeeHMii 103,3+11,8 137,8+25,8 T 117,0+5,1
64,0-142,0 65,0-187,0 ’157 0 > 108,0-130,0
110,0 149,5 > 115,0
pkp, - BHEKp. 0’04

N — KOJMM4eCTBO 01'[p€JI€II€HI/[I/UI TIOKA3aTesnd; pHII pIHII pIIHV_ CTaTUCTUYECKAA 3HAYMMOCTDb pasnwmﬁ[ B 3HAYCHMAX

oKasareseil B TpyIIax IMaeHTOB ¢ COOTBETCTBYIOIMMI IPYIIIIaMI KPOBU; P

Kp. — BHE Kp.

pasnuumii B 3HaYEHUAX TTOKa3aTesIel B JAHHOI TPYIIie KPOBY B IIEPMOMIbI KPOBOTEUEHMIT ¥ BHE KDOBOTEYEHMI.

— CTaTUCTUYECKAasA 3HAYMMOCTDb

AB (IV) npu KpoBoTeueHNUN 100 0
AB (IV) BHe KpOBOTEUeHNS | 100 0
B (III) mpu kpoBOTEYeHNN | 17 17 66
B (III) BHEe KpOBOTEYEeHNS | 33 33 34
A (II) mpu KpoBOTeUeHUN | 20 70 10
A (II) BHe KpOBOTEYEHMS | 20 40 40
0 (I) mpu KpoBOTEUEHN N | 25 75
0 (I) BHe KpOBOTEUEHNSI | 29 57 14
0 Zb 4‘0 éO éO ldO
KonuuectBo naiueHTos, %
daxTop Bunnebpanpa: 70-100% 100-160% > 160%

Pucynoxk. Pacnpedenenue 60nvHbIx msicenoti zemopunueti A no yposuio paxmopa Bunnebpanoa
6 nepuoo kposomeueHull u 6He KposomeueHuil npu pasnuunoii AB0-2pynnoeoii npunaonesHocmu Kposu

M1, KOAryaAanMoHHasa aKTUBHOCTb
BHYTDPEHHETO IIYyTU CBEPTHIBAHUS
KpoBU " reMOCTaTUYEeCKUI IIOTEH-
Maa dHAOTenn s, 06yCHOBHeHHbH71
cHmkeHneMm ¢daxkropa Bunnebpan-
[a Ipu KPOBOTOTEPSIX. Y OOMBHBIX

remMod Vet ¢ ZaHHBIMY TPYIIIAMU
KPOBHM He OTMeYasnoch KOMIIEHCa-
TOPHOJ aKTUBALINU BHEIIIHETO MyTH
CBEPTBIBAHNUS KPOBIL.

Y 6onpubIX reModunmeinr A ti-
xenoit cremenu ¢ 0 (I) m A (II)
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bOMe3HY CCTEMbI KPOBU
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IpynmamMy KpoOBM BO3MOXXHO IIa-
TOreHeTM4eCKM O0OOCHOBAHHOE
UCIIONIb30BaHMe B KadyecTBe 3a-
MECTUTE/NbHON Tepamuu Ipe-
mapaToB, cofepXxamux ¢GakTop
Bunnebpanpa (MimMmyHat u fp.).
Y 3TOit KaTeropum ManueHTOB Mpu
PasBUTHUM TAXKENbIX KpOBOTede-

HUII, He KYIIMPYEMBIX BBe€HMEM
607pIINX [[03 KOHLIEHTpaTa (dak-
topa VIII, Mo >XxM3HEHHBIM IIOKa-
3aHMSAM BO3MOXXHO HpUMEHEHIE
[IpenapaToB ¢ MYHTUPYIOUUM Me-
XaHM3MOM [IeJICTBUsI, HALPUMED,
aHTUMHTUOMTOPHOTO KOATyIAHT-
Horo KoMmmekca. Takum ob6pasom,

y 60NBHBIX TsXKenoil GpopMoil re-
Modunuu A BoiaBiaeHsl ABO-rpym-
nocrnernuduIHbIe OTINYNS B KOa-
TYIALMOHHOM U TPOMOOLIUTAPHOM
3BEHbAX IeMOCTa3a, 4TO MOXET
ObITb yYTEHO PV Ha3HAYeHUM 3a-
MECTUTENbHOI Tepamyuy KOHIIEHT-
patamu GaKTOPOB KPOBIL.
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Rationale for differentiated therapy with coagulation factors in hemophilia A patients
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185 hospitalizations of 30 severe hemophilia A patients (factor VIII <1%, age 18-40 years) were analyzed in the
Samara region. ABO-specific mechanisms of plasma and platelet hemostasis in hemophilia patients were defined.
The authors give rationale for differentiated approach to on-demand factor replacement therapy and preventive

treatment in hemophilia patients.
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