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NMone3sHble CCbIJIKU:

LleHa B AiHpnekce [op3gpaB Cronunyku Anpenb
[ocpeecTp Bukunepwus
PJIC VIDAL Mail.Ru Drugs.com?*"

dopmMa BbiNnycKa:
PopmMa BbiycKa, onucaHne U cocras
ﬂuodmnusar AN NPUroToBJIEHUA pacTBopa ANA B/B BBe€HUA 6enoro nnm cnerka »enToBaToro LiBETa,; paCTBOpPUTESb

- Npo3payHbli 6eCcLBEeTHbIN PacTBOP; BOCCTAHOBJIEHHbLIA PAacTBOP A4J19 BHYTPMBEHHOIr0 BBEAEHUSA - MPO3PadHbIA UK C/lerka
onajecunpylownin 6ecuBeTHbLIN PacTBOpP.

1 cbn.

TYPOKTOKOI asbda 1000 ME

BcrnomoraTenbHble BewecTBa: L-ructnamnH - 6 Mr, caxapo3sa - 12 mr, nonucopbat 80 - 0.4 Mr, HaTpusa xnopug - 36 mr, L-
MEeTUOHUH - 0.22 Mr, Kanbuusa xaopuja auruapat - 1 Mr, XJI0pucToBOLOPOLAHAsA KACNOTa - ¢.S. A0 pH 6.9, HaTpua rugpokcug -
q.S. 0o pH 6.9.

PacTBOpuUTE/Ib: HAaTPUA Xnopug - 9 Mr, sBoga a/v - 0o 1 mn.

1000 ME - chbnakoHbl CTekNsAHHbIE (1) B KOMMJeKTe ¢ pacTBopuTeneMm (wnpuy 4 mn), 1 cTepunbHbIM aganTepoM ans giakoHa
- MayYkn KapTOHHbIE.

dapMaKkosiormieckme cBomMcTaa:
dapMakognHaMuKa

YenoBe4veckunii peKoMOMHaHTHBIN hakTop cBepTbiBaHUA kpoBu VIII, rInKonpoTenH, CTPYKTypa KOTOPOro MAeHTUYHa
CTPYKTYpPE aKTUBMPOBAHHOIO YesioBeyeckoro paktopa ceepTbiBaHns VI, n noCTTpaHCIAUNOHHbIE MOAUDUKALNN
TYPOKTOKOra anb@a cxofHbl ¢ MogudUKaUnaMmn Mmosnekynsl paktopa VI, nony4eHHOro 13 nnasmbl Kposu. NponssoamTca €
MOMOLLbI0 peKOMOMHaAHTHON JHK-TexHOoNornm B KneTkax SMYHMKOB KUTAMCKOro XoMsKa. Monekyna TyYpoKToKora anbda
ABNAETCA MNONUMENTULAOM, COCTOSALLNM N3 TSHXKENION Lenu, nmetowlen maccy 87 kla, n nerkon uenun, uMmetowen maccy 79 kla,
COeNHEHHbIX HEKOBaNeHTHbIMY CBA3AMU. Taxkenas uenb s3HAoreHHoro gakrtopa VIl conepxut B-4oMeH pasanyHon ANHBI,
KOTOpbIA B COCTaBe TYPOKTOKOra asiba ABNSEeTCS YKOPOYeHHbIM B-gOoMeHOM, COCTOALWMM BCEro n3 21 aMMHOKUCIOTHOMO
ocTaTKa. bblJIo NOKa3aHo, YTO B MOJIeKyJie TYPOKTOKOra ajsbia BCe LWeCTb NOoTeHLUMalIbHbIX MeCT CyJibpaTnpoBaHUA
TUPO3UHa ABNAIOTCA CyNbdaTnpoBaHHbIMU. CynbdaTnpoBaHme TUpPo3MHa B no3nunm Tyrl680 BaXKHO ANA CBA3bIBAHUSA
3HAOreHHoro aktopa ceepTbiBaHUa VIl ¢ pakTopom hoH BunnebpaHga. MokasaHo, 4TO B MOJIeKyle TYPOKTOKOra ajiba
TNPO3uH B no3umumm Tyrl680 TakKe cynbhaTUpoBaH.

Mpw BBEAeHUN NauneHTy, cTpagdaowemy remodunnen, haktop VIl cBA3bIBaeTCA C 3HAOreHHbIM hakTopom hoH
BunnebpaHgia, UMPKYAMpPYOLWWUM B KpoBY NauneHTa. Komnnekc dakTtop Vill/chakTop hoH BunnebpaHaa cocTonT ns aByx
Monekyn (chaktop VIl n hakTop hoH BunnebpaHpa) ¢ pa3nmyHbiMU hU3N0N0rNYECKMMU PYHKLUSMUN.

AKTUBUPOBaHHbLIN hakTop cBepTbiBaHWs VIII fencTByeT Kak KohaKTop A8 aKTUBUPOBAHHOIO hakTopa cBepTbiBaHUA IX,
yCcKopsis npeBpaLlleHne akTopa X B aKTUBUPOBAHHLIA hakTop X. AKTUBMPOBaHHbLIN (hakTop X nNpeBpallaeT NpoTpoMOuH B
TpoMb6UMH. 3aTeM TPOoMOUH npeBpaLltaeT pubpuHoreH B pubpuH, 4TO NpMBOANT K 06pa3oBaHuio GUOGPUHOBOro CrycTka.
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Femodunmna A npepctasnseTt cobon cuensieHHoe C NOOM HacNeACTBEHHOE HapyLleHne CBepThiBaHUSA KPOBU U3-3a CHUXKEHUSA
YPOBHS akTUBHOCTU hakTopa ceepTbiBaHus VIII (VIII:C) n npoasnseTcsa B BUAe Npody3HOro KPOBOTEYEHNSA B CYCTaBbl, MbiLLLbI
WSIN BHYTPEHHUE OpraHbl, KOTOpoe MoXKeT 6biTb B0 CMOHTaHHbLIM, M0 pe3yibTaTOM TPaBMbl U XMPYPrMYECKOro
BMellaTeNbCTBa. bnarogapsa 3amecTutenbHOM Tepanuu, yposeHb pakTopa ceepThiBaHUA VIII B m1a3me KpoBUM MoBbILLaeTCs,
TeM caMbIiM OOCTUraeTCH BPpEMEHHas KOpPPeKLNA HeAOCTAaTOYHOCTM (paKTopa U CKJIOHHOCTU K KPOBOTEYEHUAM.

PapMaKOKUHETHUKa

dapMakKoKMHeTUYeCKue napameTpbl, MOSyYeHHbIE METOAOM KJIOTTUHOMOBOrO aHannsa. B ckobkax ykasaHo cTaHfapTHoe
OTKJ/IOHEHNe.

MauneHTbl cTapwe 12 neT: nokasaTesib BocCTaHoBMeHUs - 0.022 (0.004) ME/mn/ME/kr, AUC - 15.26 (5.77) MEX4/Mn, KNnupeHc
- 3.63 (1.09) - ma/y/Kr, Typ- 11 (4.65) 4, Vs - 47.4 (9.21) ma/Kr, Cax - 1.226 (0.41) ME/n, cpeaHee BpeMs umpkynsaumm - 14,19
(5.08) u.

MauvneHThbl cTapwe oT 6 0o MeHee 12 neT: NokasaTesb BoccTaHoBAeHUs - 0.020 (0.004) ME/mn/ME/kr, AUC - 11.09 (5.77)

ME x4/Mn, KnmpeHc - 5.02 (1.09) - ma/y/kr, Ty - 8.02 (1.89) 4, Vs - 46.82 (10.63) ma/kr, Chax - 1.07 (0.35) ME/n, cpenHee
Bpemsa umpkynauum - 9.91 (2.57) u.

MauveHTbl 0T 0 4O MeHee 6 neT: Noka3aTesib BocCTaHoBNeHUA - 0.018 (0.004) ME/mn/ME/kr, AUC - 9.92 (5.77) MEx4/mn,
KAnpeHc - 6.21 (1.09) - ma/y/kr, Ty - 7.65 (1.84) 4, Vi - 56.68 (26.43) mn/kr, Crox - 1.00 (0.58) ME/n, cpenHee Bpems
unpkynaumm - 9.63 (2.50) u.

dapMakoKMHETNYEeCKMEe NapaMeTpbl y NauneHToB MiajLwe 6 feT 1 NauneHToB B Bo3pacTe oT 6 A0 12 neT conocTaBUMBbI.
Habnogannce HekoTopble OTNYMS PapMakKOKMHETUYECKMX NapaMeTpoB Y NaLMeHTOB AeTel 1 y B3poC/biX. bonee BbICOKUN

KJIMpeHC 1 6osiee KOPOTKWIA Ty, HabslOAAEMBIV Y AeTEN MO CPaBHEHWIO CO B3POC/IbIMU C reModunnein A, MoXeT bbiTb
YacTu4Ho obycnosneH 60sbWMM 06bEMOM MAa3Mbl Ha KUIOrPaMM Macchl Tena y aeTen.

Moka3zaHuA K NPUMEeHeHMI0:

JleyeHure n NpounakTUKa KpOBOTEYEHUI Y NALMEHTOB BCEX BO3PACTHbIX rPynmn, CTpajalowmx remopuaven A (BpoxxaeHHas
He[oCTaTO4YHOCTb (hakTopa ceepThbiBaHUA VIII).

OTHOCHUTCA K bonesHaMm:

e [emochununa

NMpoTuBONoOKasaHuA:

[MoBbILLIEHHasA YYBCTBUTEJIbHOCTb K TYPOKTOKOrY ajibpa, NoBbIWEeHHAas YyYBCTBUTEIbLHOCTb K 6eslkaM XOMAYKOB.

CHOC06 nMPUMeHeHuUA U A03bl:
BeogsT B/B.
JleyeHune cnefyeT Ha4YMHaTbL NOJA PYKOBOACTBOM Bpaya, MMEIOLLEro OMNbIT B JIeHEHUN reMopuinm.

[o3a 1 NpoaoJ/IKNTENIbHOCTb Tepanun 3aBUCUT OT CTENEeHN HeJoCTaTO4YHOCTN pakTopa ceBepThiBaHMA VI, nokanmsaumm n
CTeneHn Ta)XXeCTn KpoBoTe4YeHUA, a TakKXXe OT KJIMHNYECKOro CoOCToAHUA NauneHTa.

KonunyecTtBo eauHuy hakTopa ceepThiBaHus VIII BbipaxkatoT B ME, KOTopble CBA3aHbl C AeACTBYOWNUM cTaHaapTom BO3 ang
npenapaTtoB dakTopa VIIl. AKTUBHOCTb (hakTopa cBepTbiBaHUs VIII B nna3me Bbipa)katoT b0 B npoueHTax (0THOCUTEsNbHO
HOPMasnbHOro ypoBHS B YesioBevYeckon nnasme), nimbo B ME (oTHocuTenbHO MexxayHapoAHOro ctaHgapTa ana gaktopa Vil B
nnasme).

1 ME akTnBHOCTU hakTopa cBepThiBaHMSA VIl skBUBaneHTHa konunyecTBy akTopa VIl B 1 Ma HOpManbHOM YenoBeYecKomn
naasmbl.

[o3a BapbupyeT oT 20 no 60 ME chakTopa VIl Ha 1 Kr Mmaccel Tena. [Jo3a 1 YacToTa BBEAEHMNS 3aBUCAT OT NOKa3aHun,
BO3pacTa, KJIMHMYECKON CUTyaunn.
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MobouyHoe pencreue:

Co CTOPOHbI HepBHOI;I CUCTEMBI: HEYaCTO - roJ1I0BHasA 6OJ'Ib, rONI0BOKPYXeHNe

HapyLleHuns ncnxmckuy: HevacTo - 6ecCoHHMUa

COo CTOPOHbI CEPAEYHO-COCYANCTOM CUCTEMbI: HEHACTO - CMHYCOBasA TaxXUKapAus, apTepuasibHaa rmnepTeHsus, numdenema.

CO CTOPOHbI MEYEHN Y XKETHEBLIBOASALLUMX MYTEN: HaCTO - NoBbiWeHne akTuBHocTn AT, ACT, I'TT, yBennyeHne KOHLEHTpaLmn
6unnpyburHa B KPOBMU.

Co CTOPOHbI KOXU 1N MOAKOXHbIX TKaHeu: HeYyacTo - CbiMb.

Co CTOPOHbI KOCTHO-MbILLEYHOV CUCTEMbI: HEHACTO - CKeNIeTHO-MbIlLIeYHas pPUrnaHoCTb, apTponaTuA, 60/1b B KOHEYHOCTSIX,
KOCTHO-MbILWeYyHasa 6ob

ObLyme peakymm: yTOMASEMOCTb, OLLYLLEHNE XKapa, Nepugepnyeckuii oTek, NMpeTrnyeckas peakums; HeyacTo -
YTOMJIAEMOCTb, OLLYLLEHME Xapa, Nepudeprnyecknin oTek, NMpeTnyeckasa peakums, remaToma (nocse TpaBMbl N
MaHUNyNALnn).

MecTHbIe peakynn: He4acTo - 3puTeMa, sKCTpaBasauna B MecTe UHbEKLUN.

NMpuMmeHeHue Npu 6epeMeHHOCTU U KOPMJIEHUM TPy A blo:

Mockonbky remodunms A pegko HabnofaeTCcsa y XKEeHLWWH, onbIT eveHns dpakTopoMm VIl npu 6epemMeHHOCTN 1 B Nepuos,
rPYyAHOro BCKapMANBaHUA OTCYTCTBYeT. [103TOMYy NpUMeHeHne TYPOKTOKOra anbda y 3TON KaTeropum nauneHToB BO3MOXHO
TONbKO NPU Hann4nm abCcontoTHbIX MOKa3aHUN.

Ocobble ykazaHUsA U Mepbl NPeaoCTOPOIKHOCTH:

Mpv npumeHeHUN 6eNKOBbIX MpenapaToB A4S B/B BBEAEHUS BO3MOXXHO PAa3BUTUE aliepruieckux peakuuii no TUny peakuum
rMNepYyBCTBUTENBHOCTHY. [IpenapaT COAep>XXUT CNefloBble KOMYecTBa 6eKoB XOMAYKa, KOTOPbIE Y HEKOTOPLIX NaLUEHTOB
MOTyT BbI3BaTb ajlepruyeckre peakumu. B cnyyae nosiBneHns CUMANTOMOB rMNepyYyBCTBUTENIbHOCTU NauueHTam cieayeTt
pPEKOMEHA0BaTh HEMEAJIEHHO NPEKPaTUTL NPUMEHEHNE U CBA3ATLCS CO CBOMM BPAYOM W/WAun 06paTUTLCA B CyXOy
3KCTPEHHOW MeaWLMHCKONM noMolun. NMauneHToB Heo6X0AMMO NPOUHKOPMUPOBATL O PaHHUX CUMMTOMAaXx peakuuni
rUNepyYyBCTBUTEJNIbHOCTU, K KOTOPbIM OTHOCATCS ajfiepruyeckas Cbifb, reHepasM30oBaHHas KpanuBHULA, YyBCTBO CTECHEHUS
B rPyLHON KNETKe, CBUCTSLLEE AbIXaHUe, CHUXXEHNE apTepuasbHOro AaBneHus n aHaduiakcms.

B cny4dae pa3snTua aHaCbI/II'IaKTI/I‘-IeCKOFO LLIOKa HeOGXO,D,I/IMO npoBeCTUN CTaHOAPTHYO NPOTUBOLLIOKOBYH Tepanuto.

Obpa3oBaHMe HENTPaNU3YLWNX aHTUTeN (MHrMbuTopoB) K hakTopy cBepThiBaHMA VIII ABNSETCA N3BECTHLIM OC/IOKHEHNEM
3aMeCTUTENIbHOM Tepanuu y nauneHToB ¢ remoduanen A. UHrmbutopsl 06b14HO NpeacTaBAAlT CO60M MMMYHOr 106y NMHbI
knacca G(IgG), pencTteme KOTOPbIX HaNpaB€HO MPOTUB NPOKOAryASHTHON aKTUBHOCTY dhakTopa VIl n KonnyecTseHHo
Bblpa)kaeTca B eAnHMUax betesga Ha 1 Ma naasmbl Ha OCHOBaHWW pe3y/ibTaToB MOAUMULIMPOBAHHOIO KOJIMYECTBEHHOI 0
aHanm3a. Puck obpa3oBaHNs MHTMOBUTOPOB KOPPENNPYET C KOMMYECTBOM AHen BBeneHuns dakTopa VI, Hanbonee BbICOK prck
Ha NpoTs>xeHun nepsblx 20 AHeN BBeAeHMs. B pegkmx cnyvasx MHrMbunTopsbl MOryT NOSABUTLCS Nocsie nepsBbix 100 aHen
BBEAEHUS.

B uenom, y Bcex nauneHTOB, Noayyvatowmx npenapaTbl hakTopa cBepTbiBaHMA kKposu VI, cneayeT npoBoAnTb TLATe NbHbIN
MOHUTOPWUHI HaN4YMsa MHIMBUTOPOB NPU NOMOLLM KJIMHNYeCcKoro HabnogeHna n nabopaTopHbIX aHaM30B. ECiv akTUBHOCTb
hakTopa ceepTbiBaHUs VIII He JoCTUraeT 0XKULAaeMOoro ypoBHS, UK He yOaeTCa AOCTUYb KOHTPOJIS KPOBOTEYEHUsA Npun
BBEAEHUM ajeKBaTHOWM [03bl MpenapaTa, c/iegyeT NPoBeCcTU aHain3 Ha Haandume nHrnbutopos dakTopa VI, Y nauneHToB
MHrnbmnTopamn Tepanusa akTopom VIl moxxeT BbiTb HEIMMEKTUBHOM, U ANA HAX CieayeT pacCMOTpeTb Apyrve BapuaHThbl
Tepanuun. BegeHne Taknx nauneHTOB ciefyeT OCyLWeCTBAATb NO4 PYKOBOACTBOM Bpayen, UMELLNX OMNbIT B JlIe4eHUn
remMouann ¢ nHrnbutTopamm aktopa ceépTbiBaHua VIII.

UcTouHuK: http://drugs.thead.ru/Novoeyt
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