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BJIMAHUE UHTPAHA3AJIbHOH ITPOBbI C AAUYPETUHOM-SD HA
IIOKA3ATEJIN CUCTEMbI TEMOCTAS3A I1PU BOJIE3HH
BUWJIJIEBPAH/JIA
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BBeaeHue

Bosieanb BusnebpaHza — reTeporeHHasi rpynmna ayTOCOMHO HacJjeAyeMbIX
reMopparu4yeckux JiuaTe3oB, 00YCJ0BJAEHHBIX JePUIIUTOM UJIU MOJIEKYJISPHOU
aHoMaJsinel ¢paktopa BussiebpaHza, CMHTE3 KOTOPOT0 KOHTPOJIUPYETCS TEHOM,
JIOKQJIU3YIOLIUMCA B KOPOTKOM ILJIede 12-U XpOMOCOMBI B pervuoHe 12p12-12pter
(1,2). OCHOBHBIM MeTOI0OM JiedyeHHs 60JibIIMHCTBA GopM 6oJie3HU Businebpanaa
SBJIIETCSI BHYTPUBEHHOEe, TMOJKOXXHO€ WJIW UHTpPaHa3a/bHOe BBeJIEHHUE
CUHTETUYECKOTO IIPOU3BOJHOIO ropMoOHa Ba30IMpecchHa (DDAVP,
JlecMoIpeccuH, aauypeTuH-SD) (3).

Ileab ucciiegoBaHusA

OnpenenuTh CTENEHD BJAMSAHUSA MHTPaHa3aJbHOM POOKI C 3IMyPETUHOM Ha
NoKa3aTeJId CUCTEMbI TeMoCTa3a npy 6oJie3Hy Bussiebpana.

MaTtepuasibl 1 METOAbI

MHTpaHasasbHas npoba ¢ aiIuypeTUHOM Obljia PoBeJieHa y 25 3/10pOBbIX
JwoJel (KoHTpoJibHas rpymnna) U 33 mandeHTOB ¢ 60J/1e3HbI0 BussiebpaHpa.
UccnenoBaHue cucTeMbl reMocTa3a NPOBOJAMJIOCH A0 M Yepe3 OJUH 4ac MocJe
OJJHOKpPATHOI0 MHTpPaHa3aJIbHOT'O BBeJleHUs Impenapata B jgo3e 0,8 Mr/kr.
UccnepoBaHus reMocra3a BKJWYaJIU B cebsa ciaeaywiiue metoabl: AIITB,
NpOTPOMOMHOBOE BpeMs, TPOMOHWHOBOe BpeMs, IXUTOKCOBOE BpeMs,
aHLIMCTPOJIOHOBOE BpeMsl, oOmpejiejieHHe coJepkaHusl aHTuTpoMbuHa III,
dakTopa Bussiebpanja, KosiMuecTBa TPOMOOIUTOB, PUCTOMHIIUH-arperanuu

TPOMOOLIMTOB ¥ BpEMEHHU JIN3UCa 3yTJI00YJIMHOBOTO CTYCTKA.
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Cpeanuii Bo3pacT 33 nanyeHTOB (22 KeHIMHbI U 11 My»K4KH) ¢ 60J1€3HbIO
Bunnebpanga cocraBun  34,1+2,4 ropa. ['eMopparvyecKud CHUHAPOM
HaOsojancad 'y Bcex 33 mnanueHTOB. HocoBble KpoOBOTe4YeHHUSA OBLIM
JIMaTHOCTUPOBaHbl ¥ 25 OO0JIbHBIX, JleCHEBble — Yy 21, CHHAYKOBOCTb - y 24,
JUIMTeJbHAasA KPOBOTOYMUBOCTH IPH INOpe3ax M MUKpOTpaBMax - y 19, mpu
3KCTpaKUUU 3y60B - y 18, mpu omnepaTUBHBIX BMeLIATeJNbCTBax - y 8,
MEeHOpparuu ¥ MaTo4Hble KpoBOTedeHUd y 21 U3 22 KeHIUH, KeJY04HO-
KHUIIIEYHble KPOBOTEYEHUsI — y 3, reMaTypusi — y OJHOU, KPOBOU3JIUSHUE B
KJIETYATKY y JAPYTrOoil U B KOH'bIOHKTUBY TIJla3a — ellle Y 0JJHOM, BOBHUKHOBEHUE
remMaTtoM - y 4 60/bHbIX. [Ipr 3TOM y Bcex 60JIbHBIX HA0JIIO[AI0Ch COYETaHUE OT
JIBYX [10 8 reMOpparuy pasiMyHbIX JIOKaJIU3aALUH.

Pe3yibTaThl M 00CYKAeHUS

[Ipy wvccieoBaHUMU CUCTEMbl FeMOCTa3a B KOHTPOJIbHOW TpyIlie MocJje
NpoBeJeHUsI UHTPaHa3aJbHOW P00l 00HApyKeHbl 3HAYUTEJbHOE MOBbILIEHHUE
cogepxanusi pakropa Bussebpanaa ¢ 100,8+1,4 % B nutasme ao 125,6+5,3%
(P<0,001) 1 pyucTOMHUIIUH-arperauuu TpoMo60o1UTOB € 96,5+2,2% 10 106,8+0,6%.
[lo gpyruM mnokasaTeJsiIM CHCTEMbl reMocCTa3a JAOCTOBEPHBbIX U3MEHEHUH He
0O6HapYKeHO.

[Ipu wWccnemoBaHMM CHUCTEMBI TeMOCTa3a y MalMEHTOB C 00JIE3HBIO
Bussnebpanga [0 npoBeAeHUMs  NpoObl  OOHApy:KEeHbl  BbIpaKeHHas
runokoaryssanus no AIITB 51,6+1,4 ¢ (konTposb 45,6+0,6 ¢, P<0,005), cH>keHUe
comepxaHusi ¢akrtopa Buaneopanga 55,0+3,2% (konTpoab 100,8+1,4%,
P<0,001) u puctroMulMH-arperanudu TpoM6ouToB 65,9+3,9% (KOHTpOJIb
96,5+3,9%, P<0,001).

[locie nmnpoBefeHuMss NOpoOGbl C AJAUYPETUHOM  YCKOPWJICA  JIU3UC
3yrJIo0YJIMHOBOTO JIM3KMCa NAllMEHTOB C 6oJsie3Hb0 Busiebpanaa ¢ 226,2+10,1
MuH 10 190,0+14,2 mun (P<0,05). U3MeHeHU# Apyrux nmapameTpoB reMocTasa
06Hapy»KeHOo He ObLIO.

[Ipy UHAUBUYa/NbHOM aHa/M3€e pPe3yJIbTAaTOB HCCJAEOBAHUS CUCTEMBI
reMocrasa IIocJie NpPUMEHEeHUS aJuypeTHHa Yy TMalUeHTOB C 060Jie3HbI0

Businebpanja oOGHapyeHbl pa3HOHaNpaBJieHHble CABWUTU. CBepThIBaHWE IO
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AIITB yckopusioch y 22 60JibHBIX, HE U3MEHUJIOCh — y 5, YAJUHUIOCh - y 8,
BpeMeHU cBepThbiBaHUSA y 11 O0JIbHBIX, 3aMe/IJIEHUE — YV 4, HE UBMEHUJIOCh — V 8.
Y 22 601bHBIX IOC/IE TPOBeJEeHUS IPOOBI 0OHAPYXEHO NOBBILIEHHE COAEePKaHUA
dakTopa BussnebpaHaa B miasme, y 8 - CHUKEHUE, Y TPeX — HE UBMEHUJIOCH. B
rpyimne 60JIbHBIX C JierkKor ¢opMou 60Jie3HU Bussiebpana (23 nanpeHTa) nocsue
NpoBeJieHUsT MpoObl coJep:kaHue ¢akTopa BusiebpaHza NOBBICMJIOCH C
64,7+1,6% no 75,1+3,1% (P<0,01), B To BpeMs KakK y OOJIbHBIX C TSDKEJOU U
cpe/iHeN TsKeCcTblo 3aboJsieBaHUA 32,6+4,7% mocie ee NMpoBeJeHUS OH He
nsMmenusca 36,2+6,2% (P>0,5). UcxoaHO cHUKeHHaAsi pUCTOMUIMH-arperaus
TPOMOOLUTOB IOCJ€e NPHUMEHEeHUs aJuypeTHHa MOBbICKMJIACh Y 19 OOJIbHBIX,
CHU3UJIACh - y 4, HEe U3MEHUJIACh — Y TPeX.

BbIBO/1bI

NHTpaHa3aspHasa npoba c aiuypeTUHOM Y 3[J0POBbIX JIIOJENW IPUBOAUIIA K
3HAYUTEJbHOMY TOBBILIEHUIO CcoJiepKaHUsd dakTopa Buiiebpanga wu
PUCTOMULUH-arperaliui TPOMOOLUTOB.

Y manueHTOB C 60Jie3HBI0 BusnebpaHaa npoba ¢ ajuypeTUHOM BbI3bIBAET
YCKOpEHMe JIM3KUca 3YTA00yJIMHOBOrO CTYCTKA, a Y OOJIbHBIX C JIETKOU popMoi
00J1e3HM NPUBOAUT K NOBBILIEHUIO coepKaHUsA pakTopa Busiedbpanga.
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