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[emoduaua B -3To HaciaeAcTBEHHOe 3a00JieBaHHWE CBEPTHIBAIOILEN CUCTEMBI

KpPOBH, ClellJIeHHOe C X-XpOMOCOMOH, XapaKTepHu3ywlieecsd CHUXEeHUEM WU
MOJIEKYJIIPHBIMU aHoMaausMu IX d¢akTopa cBepThiBaHUS. AKTYaJbHOCTb
M3y4YeHUs JAaHHOW TeMbl 3aKJK4YaeTcd B TOM, YTO MPU HECBOeBpPEMEHHOM
JIMaTHOCTHKE W MO3JHO HA4YaTOM JieYeHUU TreMOQUJIUS MOKEeT NPUBECTH K
TSDKEJIBIM  [OCJAe[CTBUSAM. B JjiedeHMM O6OJIbHBIX TreMOQUJINENd OCHOBHBIM
KOMIIOHEHTOM  fBJISIETCA  CBOEBpeMeHHas  aJieKBaTHasd  IMOXXU3HeHHas
3aMeCTUTeJIbHas Tepanus, N03BOJIALAsA BOCIOJHUTh YPOBEeHb AePUIIMTHOTO
daktopa B maadMe. OCHOBHAs lieJib TAaKOM TeMOCTAaTHYECKOW Tepamnuu -
NOBBICUTh COJep)kaHue JePUUUTHOro @akTopa B KpOBH OOJIBHOTO [0
3p$eKTUBHOTrO YPOBHS.

KiroyeBble cJji0oBa: reMapTpo3, KoaryJonaTus, TreMopparus, CUCTeMbI
CBEPTHIBAHUSA KPOBH.

AxTtyanbHOCTb. ['eModuius pefikoe HaclieLCTBEHHOe 3a00JieBaHUe, CBSI3aHHOE
C HapylleHWeM KoaryJasanuu (mpoueccoM CBEPTbIBaHUS KpoBH). [lpu 3Tom
3a00/1eBAHUU BO3HUKAIOT KPOBOU3JHAHUSA B CYCTaBbl, MbIIIIbl U BHYTPEHHUE
OpraHbl, KakK CIIOHTAaHHbIe, TAK U B pe3yJibTaTe TPaBMbl UM XUPYPTUYECKOTO
BMeliaTteabCcTBa. [lpyu remoduanuum pe3ko BO3pacTaeT OMNACHOCTb THUOeNHn
nanyeHTa OT KPOBOU3JIUSIHUS B MO3T U JIDYTHE }KMU3HEHHO BaXKHbIE OPTaHbl, 1axe
NpU He3HAYUTeJbHOU TpaBMe. boJsibHble ¢ TSkKENOU PopMol reMoPpuauuU
NO/IBEPrarTCcsd UHBAJIUAU3Al U BCJIEACTBHE YAaCThIX KPOBOU3JIUSIHUU B CyCTaBbI
(remapTpo3bl) W MblllleyHble  TKaHU (remaToMmbl). [Jlig  obecreyeHUs
HOpPMaJIbHOTO reMocCTa3a HeoO6X0UMO, YTOOBI YPOBEHD JIa3MEHHBIX (PAaKTOPOB
cBépThiBaHUA ObLI He HKe 30 % oT HopMbI. [Ipu reMmoduinm JIETKOW CTENEHU
coZiep>kaHue paKTopa CBEPThIBAHHUSA COCTaBJsAET OT 5 % /10 25 % OoT HOpMBI, IPU
reMopuanu cpenHel Tsxkectd koHueHTpauus VIII u IX dakTopoB cHMkaeTcs
HUKe 5 %, a y manueHTOB C TDKENOU (GOpMOM reMODUIMHU COJeprKaHUe
IJ1Ia3MeHHbIX GaKTOPOB CBEPThIBaHUS onycKaeTcst HMkKe 1 %.

BeaymuMu ~ cuMntToMamMd — reMoouwsaMu B ABAAOTCA  MOBBbINIEHHAs
KPOBOTOYMBOCTb C MEPBBbIX MECAIEB >XKU3HH; IOJKOXKHbIE, MEXMbIIIEYHbIE,
cybdaciyasbHble, 3a0pIOIIMHHbIE T'eMaTOMbl, OOYCJOBJIEHHblEe VIIUMOAMU,
nope3amMH, pPa3JIMYHbIMU XUPYPrUYeCKUMHU BMeNIaTeJbCTBAMH; TeMaTypHUS;
0OWJIbHbIE TOCTTPaBMaTH4YeCKHE KpPOBOTEYEHMS; TreMapTpo3bl KPYMHBIX
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CYyCTaBOB C BTOPUYHBIMHU BOCNAJIUTEIbHBIMUA U3MEHEHUSMH, KOTOPble TPUBOAAT
K OpPMUPOBAHUIO KOHTPAKTYP ¥ aHKHUJIO30B.

OO6BIYHO 60JIE3HBIO CTPAZAIOT MY>KYUHBI (HacJeJ0OBaHUe, ClielJIEHHOE C I0JIOM),
YKEHIUHbI K€ 0ObIYHO BBICTYNAKT KaK HOCHUTEJbHUIbI FeMOPUINU U MOTYT
pPOAUTH OOJIbHBIX CbIHOBEW WJIM J04Yeper-HOCUTEeNbHUL. B CBA3U C TeM, 4YTO
COBpeMeHHasi MeauIMHa CYLLeCTBEHHO npo/JjieBaeT CpeZHIO0
NPOAO/KUTENBHOCTD KU3HU O0JIbHBIX TeMOUINEN, TO ONpeAeEHHO MOKHO
CKa3aThb, YTO CAy4Yau reMOPUIJINU Y IeBOYEK OYAYT BCTpedyaThCs BCE yaiie. Kpome
TOro, mpuMepHo B 15—25% ciy4yaeB ob6cyejloBaHMe MaTeped MaJbYMKOB,
cTpajawiux remModuvei, He BbISIBJAsSET yKa3aHHbIX MYyTalldid TE€HOB, 4YTO
O3HayaeT IMOsSBJeHWE MyTallud B MOMEHT (QOPMUPOBAHUS POAUTENbCKON
II0JIOBOU KJIETKH.

Llesnbto naHHOUM paboThl sBJAsIETCS U3ydeHHe YpoBHA dakTopa IX y 60JbHBIX
reModurei B npu 3aMmecTUTEIbHON Tepanuu PeKOMOUHAHTHbBIM NIpenapaTamMu
$aKTOpOB CBepThIBAaHUS KPOBH.

Hayynasa HoBu3Ha. CoBpeMeHHas 3aMeCTHUTe/IbHasd Tepalus IpenapaTamMu
¢dakTopa IX cBepThIBaHUA NPUBE3YT K YMEHbLIEHUIO CTENEHU BbIPAXKEHHOCTH
KJIMHHAYECKHUX CUMIITOMOB 3a00JieBaHMs, a TaKXKe yJIy4lIeHUI0 KayeCTBa XKU3HU
NALMEeHTOB, YTO CHUKAET PUCK PAa3BUTHUA OCJIOXKHEHUH.

Marepuasbl W MeTOABl HcCAeOBaHUA. B xole wucciefoBaHUS OBbLIU
MCI0JIb30BaHbl KIMHUYECKHUE U JIabopaTopHbIe AaHHbIe 60 MalMeHTOB, KOTOPbIe
rocnutanusupoBaauce B PCHIIMUI' M3 PY3 ¢ guarnosom «[emodunus By,
TshKkesasg @opMa TedeHUs. [lalMeHTBhl TOCNMTAJM3UPOBAJIUCH 1O MOBOAY
reMapTpPO30B KOJIEHHBIX CYCTaBOB. DTU Mal[MEHTbl COCTAaBUJIU HCCJEyeMYIO
rpynmny. Bce manueHTsl fanyd J00poBoJibHOE HHGOPMUPOBAHHOE COTJIacMe Ha
y4acThe B HCCAelO0BaHUMU 3QPeKTUBHOCTU mpenapata AjmnpoJsvkca. Bospact
nanyMeHToB cocTaBista oT 10 go 55 Jer.

Y Bcex O00JIbHBIX ObLIM 00CJeA0BaHbl KJIWHUYECKHE, OUOXHMMUYECKHE U
KOaryJioJIoTU4eCcKre MeTO/bl UCCIe[JOBaHUS.

['maBHBIM NpUHIUN JedyeHUs remoduansa B - cnenuduyeckas 3aMecTuTe/IbHasA
Tepanus KOHIleHTpaTaMu (aKTOpPOB cBepThiBaHUA. KoHueHTpaThl ¢dakTopa
NPOU3BOJATCS JIMOO M3 YesoBeYeCKOM IJa3Mbl (IJla3MaTH4YeCKHUe), IMO60 OHU
reHeTU4YeCKU MO HUIIMPOBaHbl (PEKOMOWHAHTHLIE).

3aMeCTUTEJIbHYI0  Tepamnuilo  OCYLEeCTBJSJIA  NpenapaToM  AJIMPOJIMKC-
peKOMOUHAHTHBIM pakTopoM Py3oreHa IX ais iedyeHuss remoduanu Tuna B. 3To
CpeACTBO, COJEPXXUT  aKTUBHOe  BelleCTBO  3dpTpeHOHaAKor  anbda,
PEKOMOUHAHTHBIN PaKTOp cCBepThiBaHUsI KPOBH IX, ciuThiil 6esok Fc. @akTop X
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— 3TO 0eJIOK, KOTOPbI B HOpMe eCTECTBEHHBbIM 00pa30M BbIpabaTbIBaeTCs B
OpraHu3Me M HeoO0XOJAUM [Jsi 00pa3oBaHUs CTYCTKOB KPOBU M OCTAaHOBKH
KpOBOTeueHUs. Y nanyeHToB ¢ reMopuine B paktop IX oTcyTCTBYeT Un He
paboTaeT [AO/HKHBIM 00pa3oM. AJIIPOJIMKC UCHOJIb3yeTCs [Jis 3aMeHbl
OTCYTCTBYHOLIEro Wiu AebuuutHoro pakropa IX. ITo iekapcTBO, IPpUMEHSETCS
JJIsl JledeHUs UM NPOPUIAKTUKU KPOBOTEUEHUH Yy BCeX BO3PACTHBIX TpYI
nanueHToB ¢ reModuavert B (HacsencTBeHHOe HapyllleHUEe CBEPTbIBAEMOCTH
KpOBH, BbI3BaHHOEe AepuiutoM ¢akrtopa [X). AJNposiMKC NOBbILIAET YPOBEHD
¢dakTopa IX B KpOBU M BpeMEHHO YCTpaHseT CKJIOHHOCTb K KPOBOTEYEHHUSIM.
Cnutbli 6esiok Fc B 3TOM JieKapCTBe yBeJHWYMBAET MPOAOIKUTENBHOCTD
JleHiCTBUS JleKapCTBa.

ANnpoJIMKC NPOU3BOJAUTCA N0 PpEKOMOUHAHTHOM TEXHOJIOTUU 6e3 [00aBJIeHUs
KaKUX-JIMO60 KOMIIOHEHTOB 4Y€JI0BEYECKOT'0 WJIW XMBOTHOTO MPOUCXOXKAEHHUSA B
npolecce MpPou3BOACTBA. PekoMOUHaHTHbIe (QaKTOpPbl CBEPTbIBAHUS KPOBU
(P®CK) Npe/iCTaBJSIOT cobou JIMOPUIN3UPOBAHHbIE npenaparhbl
IJIMKONPOTEWHOB, 00JIaZjaloliMe OUOJIOTUYECKONM aKTUBHOCTbIO ¢aKTopa
CBEPTBbIBAaHHSl KPOBH, BbIJEJIEHHOTO M3 IJIa3Mbl, U MpeJHa3HAYeHHble [Jis
3aMEeCTUTEJIbHOW Tepanuu NpU 3aboJsieBaHUSIX, CBS3aHHBIX C HapyLIEHUSMH
CHUCTeMbI CBEPThIBAHUSI KPOBH.

PesysnbTaTbl U o6cyaeHue. Y 60 O6O0JIbHBIX, MOJy4YaBLUIUX BHYTPUBEHHO
Annpousukc (30 ME/kr Mmacchl Tesia), ypoBeHb ¢akTopa IX yepe3 1 yac nogHscs
no 156,13+4,26%; 4epe3 3 d4aca ypoBeHb ¢aktopa IX cHuU3WICA [0
138,07+£3,54%, 4yepe3 6 uyacoB - g0 111,09+4,31%, 4yepe3 12 yacoB - [0
71,4+5,53%, yepe3 24 yaca - o 15,6+7,38%, a yepe3 484aca - 0 5,58+2,34%
(puc. 1).

Puc.1. AktuBHoCTb IX paKkTopa y 60/ibHBIX reMoPuIneN Mocjie BBeAeHUs
npemnaparToB AJIIPoOJIMKCa
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[Ipy aHanu3e U3MeHeHUd YpPOBHA aKTUBHOCTU F IX B KpoBU IallUeHTOB

1ocJjie BBeJleHUsI PACUETHOU J03bl «AJIPOJIUKC» B JUHAMUKE ObLJIU MOJy4eHbl
WHIUBUAYAJbHO pas/d4yamuidecs KpUBble, OTpaKawlUue 3aBUCUMOCTb
M3MeHEeHUs aKTUBHOCTH paKToOpa OT BpeMeHU. MaKcMMa/ibHbIM IObEM YPOBHS
F IX 66121 oTMeveH y 32 nauyeHToB Yyepe3 30 MuH, y 10 nanimeHTOB Yepe3 1 yac, 1
y 18 maunueHTOB 4Yepe3 1,5 yaca mocse BBeJeHUs npenaparta. Ero cpegHee
3HavyeHue 156,13%+4,56% akTuBHOCTU (MUHUMYM — 135%, MakcumyMm - 169%).
[Ipu aTOM OkMlaeMbIi UK oA beMa ypoBHA F IX, paccyuTaHHBIN AJ1d KaXK0r0
nalyMeHTa KaK OTHOLIeHWe BBEJEHHOW [J03bl Ipenaparta K 00beMy
UPKYJUPYIOIled IJIa3Mbl Yy JI@HHOTO TMAallMeHTa, COCTaBWJI, B CpeJHEM,
71,43+6,53%; (Munumym 85,3%, wmakcumym - 99,3%). OnpeneneHue
dakTHueckoro nojbeMa ypoBHs pakTopa X mpoBogusioch AJs onpenesieHUs
BOCCTAHOBJIEHUSI aKTUBHOCTH, KOTOPOE OTPaXKaeT JI0J/110 BBOJUMOTO Mpenapara,
onpeJe/sOIYyI0 MOJbeM YPOBHSA pakTOpa BCKOpe mocje BBeJleHUs. B Halem
MCC/Ie/IOBAHUU pacyeTHOe 3HayeHHWe BOCCTAHOBJIEHMS aKTHUBHOCTHU ¢aKTopa
Xapakmepu308a/1ucb  3HAYUTEJbHbIMA  KOJIeOAHUSIMH, U  COCTABUJIO
156,13%4,26%.Yepe3 3 yaca ypoBeHs F IX y nanjpueHTOB B cpefjHEM CHU3UJICH [0
138,07£3,54%, yepe3 6 4dacoB - 0 111,09+4,31%, yepe3 12 4acoB cOCTaBUJI
71,4+5,53%, 4depes 24 yaca — cHWxKaJcs A0 ypoBHA 15,6+£7,38% a yepe3 48 yaca
- cHWXaJjsca A0 ypoBHA 5,8+42,38%. Takke ObLIM HCCAEAOBaHbI Jpyrue
NoKasaTeJId KPOBHM /10 U MIOCJIe BBeleHUs Npenapara.
Bbino/siHeHHbIE JIA00paTOPHbIE UCCIeA0BaHUS A0 JedeHue: Koarysorpamma:
AYTB 98,5+ 9,34 cek; TB 17,2+0,32 cek; I1B 14+0,54 cexynna; [ITHU-103,5+2,03%;
MHO-0,91+0,61; ®ubpunHoren-6,486,48+0,48 wmr/aa; @OubpUHOIUTHYECKASA
akTUBHOCTb-180,5£20,58 mMuH., TosiepaHTHOCTb K renapuHy-22,5+0,32MuH.,
®.1X-2,3+0,84%, nuruourop ¢paxkropa IX- 0 BE.
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O6muit aHaaus kposu: 1[I1-0,84+0,48, CO3 33+6,54 MM /4yac; CerMmeHTOsIiepHbIE
HelUTpopubl-77,4+4,63 %; Bbazoduabi- 0,0 %; Jlumbouutsi-21,3+ 6,43 %;
MonouuTbi-5,5 %; Jo3uHoduanl-0,5+ 0,27 %; 'ematokput (HCT)-35+8,41%);
['emorsnooun (HGB)-98,0+ 7,65 r/na; Jleiikouutsl (WBC)-7,3+ 5,25 x 109/x;
CpeagHee copaepkaHue reMoryiobvHa B oTAesibHOM 3putpouute (MCH)-31,3+
4,44 nr; Cpegauu 06 beM sputponuTta (MCV)-86+ 3,52 mkm ; Tpom6ouuTsl (PLT)-
206,00+ 6,45 x 10*9/s1; Iputponutel (RBC)-3,4+ 7,32 x 10*12/1;
buoxuMuyeckui aHa/iu3 KpoBu: 061y 6enok — 68+ 5,61 r/a; AJlaT — 9+ 2,33
en/n; llpsamon 6uaunpyoun — 3,2+ 0,43 mr/n; O6mum 6uanpyoun — 10+ 2,52
mr/ua; ACT — 16+ 3,83 en/n; Kanuit — 4,3+ 0,54 mmoab/a; Kanbuuit — 1,28+0,43
MMmoJib/Ja, ['mwoko3a — 4,2+ 0,32 mMmosb/n; ModeBuHa- 6,2+ 1,43 MMoJab/7;
Kpeatunun — 59+ 8,31 MmxkMmousb/i; Na — 142+ 6,63 MMoJib/ 7;

JlaGopaTopHble Ucc/le0BaHUA Nocje jedeHue: Koarynorpamma: AUTB —
39,6% 6,43*cek; TB — 15,4+0,28 cek; [IB — 13+0,48 cexyng; [ITU — 107,8+1,40
%; MHO — 0,89+0,32; ®ubpuHoredH — 4,03+0,30*mr/aJ1; PubpUHOJIMTUYECKASA
aKTUBHOCTb-160,88+15,48 MuH. TosiepaHTHOCTh K renapuny-10,4+0,21MuH.,
®.IX —156,13+4,56*%,;

O6uui ananus kposu: 1111-0,98+0,54; CO3 — 10+4,33 MM /4; CerMeHTOs1ilepHbIEe
HelTpodubl — 63,1+ 7,21 %; Jlumbouutbl — 32,9+ 6,53 %; MoHou Tl — 5,1+
0,45 %; 3o3uHopusbl — 0,8+ 0,43 %; Jlelikouutsl (WBC) — 5,1+ 0,83 x10*9/1;
dputpouuthl (RBC) — 4,1+ 0,63 x10*12/1; 'emornobun (HGB) — 114,0+7,43
r/n; l'ematokput (HCT) — 39+5,46%; Tpombouutsl(PLT)—213+8,23x10*9/1;
bazodpuabi—0,0%;

[Tocsie BBefieHUs1 AJIMPOJIMKC OTMEUYEHO JJOCTOBEPHOE MOBbIIIEHHE aKTUBHOCTH
dakTopa IX 10 Heob6xoAMMOro reMmoctaTudeckoro ypoBHs ¢ 2,3% g0 156,1%
(p<0,001), yxopouenue AIITB c 98,5 go 39,6cek.(p<0,01), TosiepaHTHOCTH K
renapuny c¢ 22,5+0,32 no 10,4+0,21 (p<0,01). OTMe4eHbl U3BMEHEHUS U [IPYTUX
nokasatesiern koaryJsiorpammsl (IITH, TB, pubpruHorena, pruOpUHOJIUTUIECKOU
aKTHUBHOCTH ), 0/JHAKO OHU ObLJIM He3HaYUTebHbIMU (p>0,05).

TakuM o6pa3oM, Tepanus KOHIeHTpaTaMHd (PAKTOPOB CBEePTbIBAHUS KPOBHU
oTJin4aeTcsi 6oJiee BbICOKOW 3)QPEKTUBHOCTbIO U OTCYTCTBHEM CepPbE3HbIX
OCJIO)KHEHUHM, KaK TpaHCMHUCCHMBHble WHQEKIUU, BUPYCHbIA TrenaTUT W
dbopMUpOBaHUE TSHKEJbIX apTponaTUi. Tepanus KOHIeHTpaTaMHu CBEPTbIBaHUS
KPOBM MPUBOJUT K CHIXKEHUIO YPOBHS MHBaAJIU/IU3aLMU 60JIbHBIX reModuInei,
YJAY4IIeHUI0 KadecTBa J>KU3HU JIaHHOW TpyNibl MalMeHTOB. AJeKBAaTHOE
npuMeHeHHe KOHIEHTPATOB (AaKTOPOB CBEPTbIBAHUS KPOBU MPHU Tepanuu
reMoUIMM MNPUBOAUT K 3HAYUTEJbHOMY CHHXKEHUIO TOCMUTANU3ALUN, K
COKpallleHHI0 CPOKOB NpebbIBaHUs 60JIbHOTO B CTallMOHape. PekoMOUHAHTHBIN
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dbakTop AJMNPOJIMKC SBJSIOTCI BbICOKOI()(EKTUBHBIM TI'eMOCTAaTHYECKUM
npenapataMm B Tepanuud reModuvv B, moBblass ypoBeHb AePUIUTHOTO
dakTopa.

[loka3zaHO, YTO BOCCTAaHOBJIEHWE aKTUBHOCTU ¢akTopa [X B miaasme mocie
BBe/leHUs TpenapaTa AJIMPOJUKC NIPOUCXOAUT B COOTBETCTBUHU C PACUETHBIMH
nokasaTessiMU. BOBHMKHOBeHHEe MMMYHHbIX HHTUOUTOPOB B OTBET Ha BBeJleHUE
npemnapaTa AJIpoJIMKCa He 0TMEYaJloCh.

JlokazaHo, 4To npemnapaT AJIIPOJMKC NO3BOJISIET NOJYYUTh JieueOHbIN 3P PeKT
IPY OKa3aHUU BbICOKOCHEIMAJIU3UPOBAHHOM MTOMOIIY 60JIbHBIM reModuiveit B
C reMapTpo3aMHM KOJIEHHBIX CYCTAaBOB U AJIUTEJNbHbBIX KDOBOTEUEHHUH.
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