Mpunoxerue 1

TEpO3UTOTHBIX HOCUTENeH (-TalacceMHu, a Hamboliee pacrpo-
CTpaHeHHOU okazamach 3ameHa [VSI+654C—T —y 18 (20%),
HaiinenHas B Poccun panee Bcero oqus pas (1,6%). Crnenyer oT-
METHUTb, UTO ITa MyTallHs IPAKTHIECKU He BcTpeyaercs B Cpenu-
3eMHOMOpPBE H OYeHB MINPOKO pacipocTpaHeHa B Kurae (21,4%),
Snonun (12%) u crpanax IOro-Bocrounoii Azun (5,1-46,3%).
Bnonne BeposiTHO, yTO B Poccuto ona nponukiia yepe3 lanbHuit
Bocrok mimmn CpenHioro A3uio (aHaJOTMYHBIM MYyTaHTHBIN all-
nens ObLI HailiieH HaMu y nauuenTta u3 Kasaxcrana). Myrarus
CD8delAA ckopee Bcero mpunnia B Poccuro ¢ bimknero Bocto-
ka uepes Kaskas. [lo Hammm qaHHBIM, OHA SIBISIETCSI MAYKOPHOH B
Azep0aitmxane (35,8%) u Apmennn (52,4%), a takxke B [ py3un

u Jlarecrane (Masble BEIOOPKH, HET cTaTucTUKK). C 10CTaTO4HO
BBICOKOM 4acToToi BcTpeyarorcs B Poccun myrtamuu [VSI+1G—A
(13,3%), IVSI+110G—A (12,2%), IVSII+745C—G (8,9%) u
IVSI+6T—C (7,8%). Bce oHM UMEIOT CpeAN3EMHOMOPCKOE MPO-
HCXOXKACHWE U MOTJIM IPUUTH Ha Tepputopuio Poccun uepes Kas-
ka3 win bankansl. Mntepec npeacrasiser myTtauus [VSII+745,
KOTOpast Yy BCEX POCCHHMCKUX MAlMEHTOB, B OTIIMYME, HAIPUMED,
OT ManueHToB u3 Azepbaiikana win crpad biwxkaero Bocto-
Ka, coueTaercs ¢ o4eHs peaxkuM nonumoppusmom CAP+20C—T,
HMEIOIUM, BEpOSTHO, OoJiee Mo3qHee NpOUCXOXKIeHHE. AHAO-
TMYHOE COUYETAHHUE JI0 HACTOSIIET0 BpeMEHH ObLIIO HalIEHO TOJb-
ko B bonrapun u Mcnanum.

MpyMmeHeHne npenapaTta aHTUTPOM6UH Il NPy NneYeHnN TPOM6030B Y 60/IbHBIX XPOHUUYECKUMMN
muenonponudepaTMBHbIMU HEONNA3UAMMN
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Beenenmne. XpoHudeckue MuenonpoiudepaTuBHbIC 3a-
6onesanus (XMII3) — sto obmupHas rpynmna KjioHaabHbIX Ph-
mo3uTUBHBIX U Ph-HeratuBHbIX Heorutasuit (XMITH). Beno3Hbie
TpOMOO3bI PA3IMYHOM JIOKATH3AIMU BCTPEUAOTCS IPH Beex (op-
max XMIIH. Yacrora noprajipHbIX TpoMO030B cocTapiseT 10—
20% mpu XMITH u MoxeT pa3BuBaThCs Ha 000 cTaauu 3a00-
neBanus. [Ipu OCTPBIX MOPTAIBHBIX TPOMOO3aX PEKOMEHIYETCS
AQHTHUKOATYJISIHTHAS TEPaIusi — rernapruH, HU3KOMOJICKYJISIpHBIE re-
napusbl (HMI'), koTopast IpHBOJHT K MOIHOMY WIIM YaCTHYHOMY
BOCCTaHOBJIEHHIO ITpocBeTa BeH y 70-80% OGonbHbIX, y 20-30%
OOJIbHBIX JIeYeHHE OKa3bIBaeTCst HEd((HEKTUBHBIM.

Leabr pa6orel. Pa3paborka MeTonoB moBblmeHUs dddek-
TUBHOCTH TEpanMyd TPOMOOTHYECKHX OCIIOXKHEeHui mnpu Ph-
HeratuBHbIX XMITH npu pe3aucTeHTHOCTH K Tepanmuu aHTHUKOA-
TYJISIHTAMA U aHTHArperaHTaMH B OCTPOW M MOJOCTPHIA IIepUOJ
Tpombo3a.

Marepuasbl U MeToAbI. JJ1s1 JIeYeHUs] OCTPBIX U TOJOCTPBIX
MOPTaJBbHBIX TPOMOO30B MBI BIIEpBbIE MPUMEHWIH TIpenapar
AmntutpomOuH 111 ("bakcrep", ABcTprs) y 5 OOJNBHBIX C pa3iiny-
weiMu Bapuantamu XMITH (3 — ¢ nepBuuHbIM Muenopudpo3om
1 2 — ¢ dcceHIMaNbHON TpoMOomTemueii). [Ipemnapar npumMens-
71 y OONBHBIX KaK ¢ HU3KUM, TaK U C HOPMAaJIbHBIM COIEpKaHUEM
sHnoreHHoro ATIII B coueranun ¢ HMI' B nieyeGHBIX Wi mpo-
(bIITaKTHIECKHX J103aX W 0a30BOW crelu(pIYecKoi (LUTOPEIyK-
TUBHOI) Tepanueil. [Ipenapar BBoamu B 1o3ze 1000 ME 1 pa3z B 3
JHs1, 3—5 BBeIEHUH, T.€. Kypc Jledenus coctasisit 3000-5000 ME.

Pesyabrarsl. Bo Beex cirydasx nmpuMeHeHHs npenapara AH-
tuTpoMOuH 111 OTMEeUeH MoOKHUTENBbHBIA KITMHUYECKUH 3D PeKT,
3aKJIFOYAIOIIMICS B OBICTPOM KyNMpOBaHUU 00JIEBOTO CHHPOMA,
y 3 u3 5 OOJNBHBIX MMOCIE TIEPBOTO BBE/ICHHUS, U CPABHUTEIBHO C
PYTHHHOI1 Tepanuell paHHe! pekaHaIu3alueld TpPOMOUPOBAHHBIX
cocynos (ot 3 Hex no 1,5-2 mec). Ilpenapar Anturpom6un II1

NPUMEHST Yy OONBHBIX, PE3UCTEHTHBIX K CTaHIApTHOH Tepa-

nuu aHTukoaryiasiHtamu (renapud, HMI) u aHTnarperanramu.

VY 3 GonbHBIX ycHenHoe JeueHue npenaparoMm Aatutpomons I11

MIPOBEJICHO B MOJOCTPO cTaanu Tpomobo3a (depe3 1,5;2 u 5 mec

OT Hauajla TpoM003a), T.€. Ha CPOKax, KOIia PyTHHHbIE METOJbI

ManodpdexTuBHbL. [10 KOATyIOJOTHYECKUM TTOKa3aTeIsIM 10 U

noce sieueHust npenaparom AHTUTpoMOuH I1I oTMedeHbI HOpMa-

JM3alysl MOKa3arelsl pacTBOPUMBIX (pUOPUH-MOHOMEPHBIX KOM-

iekcoB U D-mumepa u nmoBbimenue ypoBHs sHaporennoro ATIILL
3akirouenne. AHanU3 KITMHUYECKOTO IPUMEHEHHS Ipernapa-

Ta AHTUTpoMOUH I1I 03BOJISIET 3aKIIIOUUTH CIIEAYIOLIEE:

® TpuMeHeHue JaHHoro npemapara B go3e 1000 ME, 3-5 Bge-
nenuii (cymmapao 3000-5000 ME) cniocoOcTByet Gosee Obi-
CTpPOH peKaHaIM3aluu TPOMOUPOBAHHBIX BEH, YEM IIPU Tpa-
JULMOHHON Tepanuu renapuHoM win HMI;

® BLIIBJIEHA BBICOKasI KIIMHUYECKas 3G (HEKTHBHOCTD Ha pa3HbIX
CTagusAX TpoMO03a, B TOM YMCIIE IPH MOAOCTPLIX TPoMOO3ax
JIaBHOCTHIO OT 1,5 110 5 Mmec;

® TIPOJCMOHCTPUPOBAHA BBICOKAS KIMHUYECKas S(PQPEKTHB-
HOCTb IIpU TPOMOO03aX, PE3UCTEHTHBIX K aHTUKOAr'YJSIHTHOM
teparmu (renapun, HMI);

® OTMCYCHA HE3aBHCHUMOCTh KIIMHMYECKOTO AP eKTa OT UCXO-
Horo ypoBHs sujorensoro ATIII B mnazme;

® Ba)kHA BOBMOXKHOCTH IIPUMEHEHHSI y OOJIBHBIX TIPH COCTOSHH-
SIX, CBSI3aHHBIX C BHICOKMM PHCKOM KPOBOTECUEHHH (BapHKO3-
HO-pacUIMPEHHbIE BEHbI MTUIIEBO/A, A3BbI JKEIIy/IKa I JBe-
Ha/ILATUIIEPCTHOMN KUIIKK C KPOBOTEUEHUSIMH B aHaMHe3€), 1
HCTIONB30BAHUS €r0 B aMOYIaTOPHBIX YCJIOBHUSX;

® [IPUMEHEHUE MAHHOIo mpemnapara y OonbHbix XMII3 mpu
JICYCHUN TIOPTAJIBHBIX TPOMOO30B HE INPENATCTBYET IpOBE-
JICHUIO crienn(rIeckol IIUTOPELyKTUBHON Teparuy U MpH-
MEHEHHIO aHTUKOATyJISTHTOB.

MLUP-anarHocTnKa 60nesHell HAKOMJIEHNA — HAaC/Ie4CTBEHHOTO reMoxXpomartosa, 6onesHen BunbcoHa-KoHoBanosa
n lowe
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BBenenue. bone3nu HakoMICHHS MUHEPAIBHBIX WK Opra-
HUYECKHUX BeIIecTB 00YCIOBICHBI HATHUUEM MTOITUMOPHHU3MOB
B reHax, KOJUPYIOMUX (epMEHTHI, KOTOPbIE YUIaCTBYIOT B Me-
tTabonmu3Me ITUX BemecT. [loka3zaHo, 4TO BO MHOTHX CITydasx
K HAKOTUIEHHIO kenesa mpuBogaT myTtaunu C282Y, H63D u
S65C B rene HFE (HaclieZICTBEHHBIH TeMOXpOMAaT03), K HAKO-
miaeHuto meau — mytanus H1069Q B rene ATP7B (6Gosie3Hb
Buiibcona—KoHOBaOBa), K HAKOIJICHUIO TIOKOIEpeOpo3u-
na — mytauuu N370S, IVS2+1, 84GG u L444P B rene GBA
(6omne3ns lomre).

Heab padorsl. Co3nanme Tect-cucteM Ha ocHoBe [II[P B
pexxume peanbHoro Bpemenu (ITLIP-PB) anst BbisiBieHus Hau-
0oJiee 4acTO BCTPEYAIOLIMXCSA MOIUMOPPU3MOB, MPUBOISIINX K
BO3HMKHOBEHHIO HACJEJCTBEHHOIO I'eéMOoXpomaro3a, Oose3Hei
Bunbcona—Konosainosa u [ome.

Marepunanasl u meroasl. Ienomnyro [AHK Beigemsnn u3
nepudepudeckoil kpoBu 60nbHBIX. C MOMONIBIO 0a3bl JTaHHBIX
GenBank npoBoaniu ananus nocneposarensHoctd JJHK B paii-
OHE MyTalui, HA OCHOBAaHUHM KOTOPOTO, WCIOJIB3YS IpOrpam-
Mbl BLAST u Primer 3, noxOupanu mo 2 mpsMbIX TpaiiMepa,
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