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HAPYLWIEHNA KOHEYHOIO 3TANA CBEPTbIBAHUS KPOBU
Y NALUEHTOB C CUHAPOMOM CUCTEMHOM
ME3EHXUMAABHOU AUCNAA3UU

B.l. Ctypos,|A.B. YynpoBa|, C.f. AHMyT, B.A. MAIOLIKKH
HoBocHBUPCKUI rOCYAQPCTBEHHbIN MEAULLUHCKUI YHUBEPCUTET

aBepLIaloLWnii, KOHEYHbIV 3Tarn CBepPTbIBaHNUS KPO-

BU XapakTtepusyeTcs TpaHcdopmaumen pacTBo-

peHHoro B nnasme ¢pubpuHoreHa B BoJsiokHa puo-
pUHa, KOTOpble 00pPa3yloT KapKac KPOBAHOIO CrycTka
[11] OCHOBHbIM KOMMOHEHTOM, OOecne4YyuBaloLLUM
adpPeKTUBHOE TeyeHne KOHe4YHOro ararna cBepTbiBa-
HUSI KPOBU C OOpa3oBaHMEeM U nocrieayloLeilt KOHCO-
nupaumeri BonokHuctoro ¢pubpuHa, asnaeTcs mone-
Kyna ¢pubpuHoreHa [2,11].

HapyuweHne npouecca TpaHchopmaumm GubpUHo-
reHa B puUOpPUH y BOJIbHbIX C CUCTEMHOMN Me3eHX1Marib-
Hol amcnnasuenn (CMJ) saBnseTcs 4acTbiM GEHOMEHOM,
O[HaKO B INTepaType €My NOCBSILLEHbl NLLb OTAENbHbIE
ny6avkaunu [3,7,8]. Npu 3TOM akUEHT B U3y4eHUN OaHHO
npobnemaTnkn genaetcs Nulb Ha COBUMM B ©a3UCHbLIX
napamMeTpax remocrasa, OUEHKY peakuuu nonvMmepusa-
UMM MoHoMepoB GubpuHa, peakumm TPOMOUH-onocpe-
[oBaHHOro mMeTtabonuama ¢unbpuHoreHa. lMoatomy He
N3YYEHHbIMU OCTaOTCSt MHOTME CTOPOHbI KNETOYHbIX, MO-
NeKyNspHbIX, MOPDO-DYHKLMOHASbHBLIX 1 BUOXUMUYECKNX
CBOWCTB OMONOrMY4ECKMX KOMMOHEHTOB, Y4YaCTBYIOLIMX B
peakumax KOHEYHOro atana npouecca reMokoaryisummn.
Oco06bIit MHTEepec npeacTaBnsieT yToO4HEeHne 0cobBeHHOC-
Tew peakunii nonmmepusaummn GrudprH-MOHOMEPOB, NO3-
BONSOLLEE BbIIBUTb T€ UM UHble ANCHYHKUUK Pnbpu-
HOreHa 1 Ha OCHOBE MOJTY4EHHbIX AAHHbIX HAMETUTb NyTH
HanpaB/IeHHOM NAaTOreHeTU4eCckol KOPPEKLMN BO3HMKAO-
LLMX FEMOCTATUYECKMX COBUTOB.

Llenb n 3agayun uccnenoBaHus: U3yYeHUe U3MEHe-
HWIA NapaMeTPOB CUCTEMbI FeMocTa3a Mnpu pasdHbIxX BUAax
CM/L, HacnencTtBeHHbIx konnareHonatusax (HK) v gpyrmux
ANChHYHKUMSAX; OnpepenieHne xapakrtepa aHoManui Ko-
HEeYyHoro aTtana cBepTbiBaHUsA y 6onbHbix CM/; oueHka
YPOBHS1 GUOPOHEKTMHA B Mia3me MauMeHTOB C MEe3EHXM-
ManbHown aucnnasuven (M); nayyeHme CTPyKTypHOM KOM-
nosnuumn emnbpuHoreHa ¢ pa3paboTKon KpUTepmnes ama-
rHO3a CuHApPoOMa AUCPUOPUHOreHeMUN.

MaTepuan n metogbl. Bcero obcnenosaHo 172 na-
uMeHTa B BOo3pacTe OT 2 A0 34 neT, KoTopble ObiIn BKIO-
YeHbl B 4 rpynnbl N0 NPENMYLLLECTBEHHOMY HAPYLLEHUIO B
cucTteMe remocTasa. B nepsyto Bownu 75 605bHbIX C re-
HeTu4yeckn BepndnLMpoBaHHLIMU BapnaHTaMn Hacnenc-
TBEHHbIX KOJIareHonaTuii, CTPYKTypu3auus KOTOPbIX
npencrtasneHa B Tabnuue 1, Bo BTopyto — 60 nauneHTos
C pasfiMyHbIMX BapuaHTaMn HacneACTBEHHbIX TPOMOO-
umMTonaTuin, B TPeTblo — 27 GONbHbLIX NOAPOCTKOB C Oe-

duumTom n/mnn aHomanuein daxktopa BunnebpaHaa, B
yetBepTyto — 10 GonbHbLIX remodunmen (9 mManbinkos C
HacnencTeeHHbIM gedunumtom daktopa VIIIK-remodunms
A n 1 pebeHok ¢ remodunueri B). U3 172 6onbHbIX yoa-
JN10Cb BbIAENUTb NOArPYNMY NALMEHTOB, Y KOTOPLIX B X04€
KOMIMMEKCHOr0 nccnenoBaHnst Obiv BbIIBNEHbI NPENMy-
LLLECTBEHHbIE HAPYLLUEHNSA HA KOHEYHOM 3Tane CBepTbiBa-
HUS KpoBu. Becero Takux nauneHToB 6binio 63 (36,7%), B
TOM 4ncne 35 myxckoro n 30 — XXeHCKoro rnona, KoTopble
MU COCTaBW/IM OCHOBHYIO rpynny o0CnenoBaHHbIX. Y BCEX
3TNX 6OJIbHBIX 0OHAPYXMBANUCh Pa3/INYHbIE BapUaHThl
HapyLLEeHNn NpoLeccoB caMoCcOOpKM MOHOMEPOB GUbpK-
Ha, KOTOpble B psae HabMoaeHn Oblnv AOCTOBEPHO CBSI-
3aHbl CO CTPYKTYPHbIMW aHOManvsmMm GubpuHOreHa, T.e.
onMchdnbprHOreHeMmsaIMu.

Takvm 06pa3om, AaHHas NaTonornsa 9BaseTcs AocTa-
TOYHO YacCTbIM MPOSIBEHNEM, OCOBEHHO NMPU CUHAPOME
CM/[, tpebyeT k cebe NpUCTaNbHOro BHMUMaHUS Bpayen
Pa3nMYHbIX CNeunanbHOCTEN U AETANbHOIO N3YYEHNS.

Bce koarynonorn4eckne nccienoBaHus mpoOBOAUIINCH
¢ nomoubto remokoarysiometpa CA-50 “Sysmex” (5no-
Hus) n naszepHoro arperometpa «Chrono Log» (CLLA),
COMMacHO peKkoMeHZauusM BeAyLNX OTeYECTBEHHbIX
remMocTa3vosioroB, WM3/10XEHHbIM B COBMELLEHHbIX PY-
koBozacTBax [1] ¢ ucrionb3oBaHneM peakTuBoB Dupmel
«TexHonorus-CtaHaapt» (bapHayn, Poccus), HI® «PE-
HAM>» (Mocksa, Poccus).

OnpepgesieHne ypoBHS (PUOPOHEKTUHA B r1a3me
KpOBM MpoBOAMIIOCL Ha criekTpopoTtomeTpe PM 5010
(Frepmanuisi) ¢ ncrionb3oBaHnem peaktnsoB 3A0 «VIMTek»
(MockBa, Poccus).

OpHoMepHbIli anekTpogdope3 HaTUBHOro pubpu-
HoreHa riposoawsics Ha annaparte Quantiscan 1 ¢ ucrnosis-
30BaHneM 1 06paboTKov nporpamMmMHbIM obecre4eHnem
(Biosoft, Kembpuax, AHrnvs), Mem6paHsl B 25 V, PCR-
aHanmaarop, coemectTumbivi ¢ PC Pentium 166/1-02.

Cratuctnyeckasi o6paboTka pe3y/ibTaTtoB Uccrea08a-
HUSI NPOBOAMIACH C MOMOLLbIO NakeTa MPUKIaaHbIX Npo-
rpamm Statistica 10.0 B cpege Windows XP Ha 6a3e PC
Pentium 166.1.

Pesynbtathl M o006cyxaeHue. [emopparuyeckue
nposiBneHnst y Bcex 605bHbix ¢ CM/, 66111 pa3Holi fioka-
NN3aumMm N CTENEeHU BbIPAXEHHOCTU. Y MOAABASIOLLErO
GonblMHCTBA Habnwganacb KOHTAKTHas KPOBOTOYU-
BOCTb 1-2 1 6onee nokanmaauyuii. MNMpm aTOM y NaLUMEHTOB
¢ OnddepeHUMpoBaHHbIMM TpoMOoLMTOBaA3oNATUAMN
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Ta6snya 1
CTpYKTypM3auusa HacneACTBEeHHbIX KosslareHonatui (n=75)
AGc. o

Hosonorua KON-BO %
1. AnddepeHumpoBaHHbIe BapnaHTbl HACNEACTBEHHbIX KonnareHonatnin (n=23): 5 6.7
+ cuHopom Anepca-Aannoc 6 8’0
+  cuHapom Mapdana 3 4‘0
+  cuHAapom Awappa 4 5’3
+ cuHgpoM Bponvka-JlobwTeliHa 1 1‘3
+ cuHppom dpaHyeckeTTn-PonnaHsa 2 2’6
+  cuHapom Ctypxe-Bebepa 1 1 ‘3
+ cuHgpom CoTtoca ’
2. HepnddepeHumpoBaHHbIi curapom CMJ, (n=34) 14 18.7
+  OnepconoaobHbIn peHoTUnN 12 16’0
+  MapdaHonono6HbIn peHoTrn 8 10’7
+ MASS-deHoTMN ’
3. HenpeHtudurumpoBaHHble BapnaHTel CM/, 18 240

reMopparn4eckmin CUHLPOM MaHUGOECTMPOBa B PAHHEM
BO3pacTe 1 HOCWJT PELUANBUPYIOLLINN XapakTep. Halle oH
Obln CBSI3aH C CE30HHLIMM 060CTPEHNSIMM 3a00S1IeBaHNSA U
NMPOBOLIMPOBANCA MEeAMKAMEHTO3HbIMU BO3OENCTBUAMU
WM npucoeguHeHneM kKakoro-nnbo npouecca (060cCT-
PEHNE XPOHMYECKOrO TOH3WINTA, MUCTHAsA WHBa3US,
[EeKOMMNEeHCUPOBaHHbIN ancbakTepuros kuevHmka). Kpo-
BOTO4YMBOCTb HOCUIA NPEUMYLLECTBEHHO MUKPOLIMPKYIS-
TOPHBIA N/ CMELLAHHbBIN XapakTep, YTO COMpPOBOX4a-
JI0Cb COOTBETCTBYIOLUMMU U3MEHEHNAMMN B NMOKa3aTensx,
OLIEHMBAOLWMX COCYAUCTO-TPOMOOUMTAPHBIN remMocTas.
MpumeyaTensHO, 4TO Y NAUMEHTOB C TSXENbIMUK Koary-
nonatuamu (remodunus A n B) Ha poHe CM/, k knaccu-
4eCcKOW reMaTOMHOM KPOBOTOYMBOCTU MPUCOEONHANNCH
neTexmanbHO-NATHUCTBIE U MUKPOLMPKYIATOPHbIE re-
Mopparuu, 4to JINWHUIA pa3 NoAYepPKUBANO BOBJIEYEH-
HOCTb COCYAMCTO-TPOMOOLUMTAPHOIrO remMocTasa B Cuc-
TEMHbIV ANCNNACTUYECKMIA NPOLLECC.

Mcxoas M3 COBOKYMHbIX OAHHbIX, MPEACTABNEHHbIX B
Tabnuue 2, MOXHO rOBOPUTbL O TOM, YTO Yy BCEX MaLMEH-
T0B ¢ CM/], Mmenn mMecTto KOMOBMHMPOBAHHbLIE BaApUaAHThI
HapyLUEeHWs CBEPTbIBAHUSA KPOBU, 3aTparmearLime B TOM
WM MHOW CTEeNEeHW KOHEYHbIN ero atan. Cpeam pasnnyHbixX
M30/IMPOBAHHbIX HapPYLUEHUI MEPBUYHOIO remocTasa: B
BUAOE Ou3arperauyioHHON TPOMOOLUMTAPHOM ANCHYHKLMN
(34,8% cny4aeB), gedumumnrta ypoBHS 1N akTUBHOCTU dak-
Topa ¢poH BunnebpaHpa (15,7% naumeHToB), TAXENOro
neduunta paktopos ceepTbiBaHus VI n IX (5,8% Habnio-
OEeHWn) npeBanMpoBany HapylweHus GuHanbHOro arana
reHepaunm reMokoaryasumoHHOro Kackaja Ha YpOBHe
peakuuin reHepauum pubpuHa. Takmx naumeHToB ObiIo
BbISiBIEHO 63 (36,7%) 1 OHM CcOCTaBUAN AOMUHUPYIOLLEE
KOnmMyecTBo obcnenyemblx. Cpeam HapyLLeHMn reMocTasa
y 60/1bLUINHCTBA N3 HUX OblNV 3apPEerncTpUpOBaHbl Ppasnmny-
Hble BapuaHTbl Ka4eCTBEHHbIX (CTPYKTYPHbIX) aHOMasni
durbpurHorena — auchpumbpuHoreHemmn (82,5% Habnwoae-
HWUI), 4TO NOATBEPXAAET BbICOKYIO PacnpOCTPaHEHHOCTb
OAHHOW Koaryfnonatum B nonynaumm nauymeHtos ¢ CMZ,.
BaxHO OTMeTUTb, YTO Ha 3Tane NepBUYHON ANarHOCTU-
K1, TO eCTb NP NCMNOJIb30BAHUM «CTaHAAPTHOro» Habopa
KOarynosiorMyeckmnx Tectos, NogoOHOro poaa HapyLleHus
He obOHapyxuBanuck. MocnegHee xe cTano BO3MOXHbIM
C NPYMEHEHNEM TECTOB crneumdunyeckon oueHkn apoek-
TMBHOCTM KOHEYHOr 0 3Tana CBepTbiBaHUS, 00BbIX NPOO,
a TakXe TeCTOB, XapakTEPU3YIOLLMX NPOLLECChI ayTo- U re-
TepononuMmepusaumm MoHomepos dubpuHa (MD).

Mpn pacCMOTPEHUN KOHKPETHbIX Cly4aeB TOPMOXE-
HUA TeCToB nonnmMepunsaummn eubprH-MOHOMEPOB Yy 28
naunMeHToB C aHOMaIMAMM KOHEYHOro atana CBepThiBa-
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HUA KpoBw (76,1%) 6bino BbiaeneHo 3 Buaa HapyLLIEeHWIA:

- TopmoxeHue aytononumepunsauumm (43,0% cnyyaes).
Mpu HopManbHoM reTepononMmMepmusaLm GbPUH-MOHO-
MEpPOB 3TOT CABUI CBMOETENBLCTBYET O HAPYLLEHUSAX, CBS-
3aHHbIX HE C HaNMYMEM UHIMOUTOPOB NONMMEPU3aLIN, a
00YCNOBIEHHbBIX CTPYKTYPHbIMU aHOMannsMn GubpurHo-
reHa (amchubpuHOreHeMmsMn), YTo NPUBOAUT K HapyLLe-
HUIO MPOLLECCOB camocHbopku GnbpuHa.

- TopmoxxeHue ayTo- 1 retepononumepusanmm Gub-
PUH-MOHOMEPOB - BbisiBNIEHO B 12 (19,04%) HabnioaeHnn
13 naumeHtoB ¢ CM/. B aTux cnyyasx MOXHO npeano-
naraTb HanuMyMe B nnasme MHrMOMTOPOB Mpouecca Mno-
numepundauun M®. N3BECTHO Takxke, YTO MHIMOUTOPOM
nonumepusaumm M® MoxeT OblTb U COOCTBEHHBIN aHO-
ManbHbIA pubpuHoreH [3,16].

+ MilsonnpoBaHHOEe TOPMOXeEHNEe reTepononmMmepmnaa-
UMM GUbPUH-MOHOMEPOB MPU HOPMasbHOM ayTonosu-
Mepusaummn — 7 (11,1%) 6onbHbIX. B aTOM cnyyae nmeet
MeCTO AenpecCBHOE AENCTBME AOHOPCKNX MOHOMEPOB
bnbpuHa Ha npoLecc noavMmepusaun ayToMOHOMEpPOB,
4YTO CBA32HO C U3MEHEeHUAMN B GYHKUMOHANbHBIX canTax
Monekynbl GUOPUHOreHa, OTBETCTBEHHbIX 32 PeLenTop-
HOE CBSA3bIBAHME.

Y ocTtanbHbix 34 60JSbHbIX HapyLleHUs PUHANbHOIO
aTana remocTasa 3ak/i4yanmcb NPENMYLLECTBEHHO B Ha-
pyLeHnsx GnbprHonnasa n koHconuaaummn GrubépruHOBOro
CrycTka, B 4aCTHOCTW acCOLUMMPOBAHHOIO C AeduumnTom
aKTMBHOCTM MNa3MeHHOW TpaHcrnyTaMmuHasbl (¢pakTopa
Xllla).

YCTaHOBNEHO, H4TO KOHUEHTpaLma GubpunHoreHa npak-
TUYECKU HEe KOPPENUpPyeT C nokasartensiMm CKOpOoCTu ca-
MocOOopKM MoHOMepoB (purbpuHa, 0QHAKO B Clly4ae Co-
YeTaHHOro TopmoxeHunsa AyTto- n letepononumepusaums
dnbpUH-MoHoMepoB (MPM) oTMevaeTcst HaKIIOHHOCTb K
yMepeHHoW runodunbprHoreHemmn. JIlo6oMNbITHBIM OKa-
3anacb BbIIBIEHHAs 3aBMBMCUMOCTb aKTUBHOCTU Gub-
puHcTabunmaupyowero ¢aktopa (Xllla) ot adpdexkTms-
HOCTM Npouecca caMocObopky MOHOMepPOB GprbpuHa. Tak,
co4yeTaHue yrHeTeHus kak Ayto-, Tak n lretrepo-rndM nmubo
M30/IMPOBAHHOE MPOJIOHIMPOBaHME ckopocTn letepo-
N®dM pocToBepHO KOppenMpoBanu ¢ AedbULnTOM akTUB-
HocTn dakTopa Xllla. OueBngHo, B pamkax CM/[, y yactu
OOJNIbHBIX C HAPYLUEHUSMW KOHEYHOro 9Tana CBepTbiBa-
HUS aKkTUBHOCTL dakTopa Xllla cHMxXeHa, YTo NPUBOAMNT K
HapyLLUEeHWO KoHconuaaumm GubpmnHOBOro cryctka u ae-
naet npouecc GpubpurHo-pnbprHoreHoreHesa cnaboadp-
dexTmBHbIM [14,17]. Hapaay ¢ BpoXAeHHbIM AeduUmTOM
dakTopa Xllla B nnazame BO3MOXeEH Takxke NoaNMoppru3am
ero cybbeauHuL, NPUBOAALLMIA Kak K reMopparnieckmum
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Ta6snya 2
Moka3aTenu remocrasa B rpynnax 340poBbiX U 60J/IbHbIX
Mokasateny Yy 60(J1nb:|—|1bI7X2§)Mﬂ, Yy 3uo?223|6<)ueTem

PeTpakums KpoBAHOro crycrka, % 39,81+2,91 43,50+ 1,20
CnoHTaHHas arperaums TpoméounTos, % 64,28+4,27 59,3+4,21
AQ®d-arperauus (100mMM/mn), % 58,12+3,34 90,05+4,66
AnpeHanun-arperaumsa (10 mkr/mn), % 65,63+2,34 97,00+2,40
Konnaren-arperaums (6,25 mkr/mn), % 30,48+3,91 90,50+3,89
TpombuH-arperauus (1,5 NIH/ml), % 71,90+3,05 98,54+4,47
DdunbpurH-arperaums (2,4 r/n), % 27,6+1,79 86,2+5,71
PuctomnumH-arperauus, % 61,33+3,23 77,46%2,21
dakTop Bunnebpanga, % 81,76+5,61 96,89+3,56
AlNTB, c 37,26+1,42 39,42+2,45
MnB, c 17,91+4,13 15,62+0,15
TB, c 15,77+0,30 15,02+0,07
dunbpurHoreH, r/n 3,88+0,20 3,1+0,15
Aytononumepusauus OM, c 22,43+0,84 14,45+1,32
letepononumepuzauuns M, c 18,33+1,12 14,12+0,87
J1e6eTOKCOBbIN TECT, C 23,85+1,83 24,80+1,17
OXUTOKCOBBIV TECT, C 27,50+3,44 25,60+2,12
AHUNCTPOAOHOBBIN TECT, C 27,95+0,84 21,35%1,19
Xlla-3aBUcrmMbIi GUOPUHOINS (CMOHTAHHbIN), MUH 6,24+1,37 7,24+2 41
e o P4
YpogeHb PAI-1 B nnasme, % 86,5%4,13 91,4+3,27
KoHueHTpauus GrubpoHeKTUHa, MKr/Mi 276,8+25,5 348,91+23,4
AkTnBHoCTb pakTopa Xllla, % 87,9+2,38 91,4+£5,76

lpumMeyaHune. XUPHbIM LWPUGDTOM BbigesI€HbI AOCTOBEPHO OT/IMYHbIE 110Ka3aTen B CPaBHEHUN C KOHTposem (P<0,05).

NPOSIBAEHUAMUM 3a CYEeT HapyweHus adPuHHOCTU dak-
TOpa K peLenTopHbiM canTam noaMMepPU30BaHHbIX Lenen
nonumepoB GubpuHa [12], Tak 1 K pagy TSKenblX TPOM-
60TNYECKNX OCNOXHEHUA B pamMKax CUHOPOMA remato-
reHHbIX Tpombodunumii [10].

Mpwn oueHke nokasarteneit GUOPUHONNTNYECKOIO MO-
TeHumana BbigBNeHbl 13 NMauUMeHTOB OCHOBHOM rpynmbl
(20,6%), umelowme HapyLleHUS NPOLECCOB akTuBaumn
peakunin «nnasmMuHOreH-naasMuH» B BUAEe YCKOPEHNs Co-
BOKYNHOro ¢oubpuHonusa. MNpu aToM B 4 cnydyasx MMesno
MECTO YCKOPEHWEe CMOHTAHHOro NmM3nca 3yrnobyanHo-
BOrO CrycTtka, B 2 - CTPENnTOKMHA3-UHAOYLIMPOBAHHOrO, a
B OCTallbHbIX 7 HabnaeHusx oba aTux peHomeHa, YTo
rOBOPUT O COYETAHHOM HAPYLUEHUM Y 3TUX MALMEHTOB
KaKk XaremaH-3aBucumoro, Tak u Xlla-He3aBMCUMMOro
dunbpnHonuasa. Cpenm nauMeHTOB, MMEBLUMX HapyLle-
HUS NPOLLECCOB MoMMepu3aumn MoHomepoB GubpurHa,
Ob1n10 BbiIBNEeHO 9 60sbHbIX (14,3%) y KOTOPbLIX HapyLle-
HUS KOHEYHOro aTarna CBepTbiBaHMS COYeTaNIUCh C MaTo-
nornen GpUOPUHONNTMYECKOrO Kackaaa nnasmbl. Y 3 13
HUX HabnOAanNoCh yCKOpeHne ayrnobynnmHOBOro nmanca
npyv HOPMasibHOM aKTUBHOCTWU MJa3MuHOreHa, y 5 - co-
yeTaHWe yCKOpeHust nnaunca ayrnobynMHOB C YMEPEHHOM
akTMBauven nnasMmmHoreHa n y 1 naumeHTta ¢ guarHoc-
TUPOBaHHLIM BPOXAEHHbLIM AePULMTOM a,-aHTUMIa3Mu-
Ha OblJIO0 BbISIBIEHO CHUXEHWE aKTMBHOCTU WHrMbutopa
dunbpnHonnaa (PAI-1). CnepoBaTenibHO, Y 4acTh 60JbHbIX
reMopparmyecknii CMHAPOM acCOLMMPOBANCH Kak C Ha-
PYLLIEHMEM KOHEYHOro aTana CBepTbIBAHUS, Tak U C YyCU-
neHvemMm GUBpPUHONNTUYECKOro NoTeHLMana niasmbl, 4To
npMBOaNT K 6onee ObICTPOMY NPOTEONIUTUYECKOMY NTU3U-
cy pMOPUHOBOrO CrycTka, HapyLLEeHNIO ero cTabunmsaumm
1 remocTaTmyeckon dyHKUMn. NocKoNbKy B psiae cryvaes
y 60NbHbIX UMeeTcsa neduunT akTuBHOCTU dakTopa Xllla,

TO 3TO MOXEeT CNocoOCTBOBAaTbL HapPyLUEHUIO GapbepHO
GyHKUMM aHOOTEeNuUda. IOTOT CABUT SGBASETCS OOHOW N3
MaJio N3y4eHHbIX MPUYNH COCYANCTbIX TPOMOO30B 1 1LLle-
MWIA, 0eblT KOTOPbLIX NpUXoamMTcs Ha Bo3pacT 45-50 ner,
N He CBS3aH C APYrMMu BapaHTaMmn TpomMOopunmyeckmx
cocTosiHmiA [13].

BecbMa CyLLeCTBEHHBIM KOMIMOHEHTOM, 06ecneynBa-
IOLLVIM KaK MEXKIIETOYHOE, TaK U KNEeTOYHO-3HA0TENMASTb-
HOe B3anMopelncTBme, ABnseTcs GUOPOHEKTUH. MNoaTomy
NPeACTaBASANOCH IOMMYHLIM OLLEHUTb KOPPENSLMIO CTene-
HWN BbIPAXEHHOCTU KOArynonorniyecknx 4edekToB C KOH-
LeHTpaumel jaHHoro 6eska B nna3me 60/bHbIX.

®duobponekTuH (FN) B HacTosiLlee BpemMsi paccMmart-
pVBaIOT KaK reTepOreHHyo Monynaumio o,-rmkonpoTen-
HOB, KOTOPbIE HE3HAYUTESIbHO OTINYAIOTCHA NO CTPYKType
M BbINOJIHAOT PasfivyHble PyHKUUM B 3aBUCUMOCTU OT
mMecTa cuHTesa n nokanmudaumun [5]. FN - kpynHbii, BHE-
KNEeTO4YHbIN MNKOMPOTENH, YH4aCTBYIOLLMI B OCYLLECTBIE-
HUM 3alUNTHBIX peakunin opraHmuamMa. B nnasme KpoBu OH
ycunmBaeT ¢aroumtos, a Ha NMOBEPXHOCTU KJETKM - 00-
pasoBaHue 6GenkoBbiXx cBs3eil. Kpome Toro, pubpoHek-
TWH y4acTBYeT B arperauuu TpomooumtoB. Ckannmeasicb
B COEOVHUTENbHOM TKaHW U 3HAOTENNN KanNuangpoB, OH
CnocobCTBYET afare3nm aTuxX KIeTOK KPOBU K OCHOBHOMY
BELLECTBY COEAMHUTENbHOM TKaHW (KOnnarexy).

B Tabnuue 3 npeacTaBiieHbl KOHLEHTPAUWOHHbIE Xa-
pakTepuctukm FN y naumeHtoB ¢ CM/. BbisiBneHo, 4To
y nauneHToB C AnddepeHUMpoBaHHbIMM BapuaHTamu
HACNeACTBEHHbIX KOMIAreHonaTtuii OOCTOBEPHO CHUXa-
eTcsl ypoBeHb GUOPOHEKTMHA B nna3me - go 247,2+19,5
MKr/Mn (npy koHTpone 348,91+23,4 mkr/mn), a y naumen-
TOB C UHbIMKU BapmnaHtamn CM/, - B cpegHem B 1,47 pasa.
Oco6€eHHO BbIPaXEHHbIMW yKa3aHHblE U3MEHEHUS Oblnu
y 60/IbHbIX C HAPYLLUEHUSIMW KOHEYHOro aTana CBepTbiBa-

75



[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

Tabnanya 3
KoHueHTpauusa ¢mbpoHekTUHa B nsia3Mme obcneaoBaHHbIX NaLUEeHTOB
KoHueHTpauuns GrubpoHekTn- P
Mpynnel 06cnen0BaHHbIx Ha, MKr/mn OMbIT-KOHTPOJb

1.C,lil/,llil‘d)d)oewrl)%:i_:_ém%c;?zg:?:(e):apmambl HacneaCTBEHHbIX KonnareHonatuii (n=23): 253,31+16,4 < 0,001
o M %aHa 234,8+14,2 <0,001
. CMHﬂgom Amgpua 289,52+15,7 <0,05
+ cuHapom Bponuka-JlobwrenHa 247,2%19,5 < 0,001
+ cuHopom dpaHyeckeTTn-PonnaHaa 251,11£18,7 <0,001
2. HegndpdepeHumpoBaHHbiii cuHapom CM/L, (n=34)
+ OnepconogobHbI peHoTuN 284,8+11,7 <0,005
+ MapdaHononobHbI peHoTun 291,5+16,7 >0,05
+ MASS-deHoTUn 298,27+17,5 >0,05
3. HenpeHtnounumposaHHble BapmaHtel CM/, (n= 18) 315,81+16,2 > 0,05
4. bone3Hb / cuHAapom BunnebpaHpa (n=27) 317,83+12,6 > 0,01
5. HacnepcTtBeHHble TpoMmboumTonaTum (n=60) 328,5+19,8 > 0,05
6. lemodpunus An B (n=10) 306,8+11,4 < 0,01
7.3p0poBble (KOHTPONb) (N=20) 348,91+23,4 -

lMpumeyaHmne. XupHbIM LLPUGTOM BbiAe/IE€HbI 10Ka3aTenn, JOCTOBEPHO OT/IMYarLmnecs ot KoHTponas (p<0,01).

HVS, COMPOBOXAAILLMMUCS reMopparnieckumMm CUHAPO-
MOM (puc.).

Tak, 605iee BblpaXeHHOE CHUXEeHne YpOBHS Gubpo-
HekTMHa OblI0 OTMEYEHO Y MAUWEHTOB C CUMHAPOMaMMU
MapdaHa 1 HecoBepLueHHOro octeoreHesa. Npu Heand-
depeHUMpPoBaHHbIX BapnaHtax CMI, neduumt [aHHOro
MNKONPOTENHA NMPAKTUYECKN HE BbISIBNAETCS.

Mockonbky B CTpykType monekynbl FN copepxart-
CSl IOMEHbI, OTBETCTBEHHbIE 32 CBA3bIBaHWe GUOPUHA,
dunbpuHoreHa, renapuHa un dakropa Xllla, GnbpoHeKTUH
BKJTIO4YAETCS KOBANIEHTHO B KOMIMJIEKC PACTBOPUMbIX UG-
PUH-MOHOMEPOB, B GUOPUHOBBIV CIYCTOK MO, AeNCTBUEM
niasMeHHon TpaHcryTaMmuHassl (pakrtopa Xllla). JaHHasda
cnocobHocTb FN MMmeeT cyLLeCcTBEHHOE 3HavyeHue Ons
ykpenneHus GuUOPUHOreHOBbLIX U PUOBPUHOBBLIX CBA3EN
Mexnay TpombouuTamu, 3puTpoumTaMmn 1 apyrumm dop-
MEHHbIMW 3JIEMEHTaMN KPOBW B Nepuof, HeobpaTumMoi
arperaumm Tpomb6oumToB. Bitoyasck B xofe npoLlecca
remokoarynsaumm B dubpuHoBskln cryctok, FN yeBenuun-
BaeT ero MpPOYHOCTb (KOHCONMAauumio) n dukcaumio Ha
paHeBO MOBEPXHOCTU. B KOXHbIX paHax GuOpUH, NOKpPbI-
Thbili GUOPOHEKTUHOM, 0OpasdyeT cybcTpaT A1 BpacTaHs
drbpo61aCTOB N IHAOTENMANBHBIX KNIETOK B MPOLLECC pe-
reHepauuu, T.e. y4aCTBYeT B MO3OHUX PenapaTUBHbIX pe-
akuusax [6,9].

Takxe npencTaBnsanoCb MHTEPECHbIM OMNpenenuTb
0COOEHHOCTU CTPYKTYPHOM OpraHn3aumm monekysnbl Grd-
pyvHOreHa y MauMeHTOB C npeanonaraemMbiM Hannymem
onconbpuHoreHemumn (OPr), no gaHHbIM anekTpodope-
TUYECKOro CKaHNUPOBAHUSA B MONMAKPUNAMUAHOM rene.

Ha 6a3e ykazaHHOro MeToa UCCNeLoBaHWS B rpynne
nauneHToB ¢ anpoepeHumpoBaHHbIMu dopmamu HK Bbl-
ABUNN SIBHO BbIPAXEHHbIE CTPYKTYPHbIE U3MEHEHUS MO-
nexynsl GnbpuHa/purbpuHoreHa. ¥ 2 naumeHToB C CUHA-
pomom MapdaHa (1 nogpocTok ¢ cuHagpomom CoToca 1
00NbHOM C cMHAPOMOM Allapa) Obi1n BbiSiBIEHBI BECbMA
VIHTEPECHbIE N, HA MEPBbIN B3N, HEOXNAAHHbIE CTPYK-
TYPHO-MONekynspHble deHomeHbl. OHM 3akioyanucb B
NosIBNEHUN 3NEKTPODOPETUHECKN TMIIOTHBIX AOMOJHU-
TeJbHbIX KOMMOHEHTOB B PErMIOHE NpeanoiaraeMoro pac-
MOMOXEHNSA KPYMHbBIX MYAbTUMOMEKYSAPHbLIX AOMEHOB B
BB, Aa 1 4acTU4HO y-Lenen GnbpUHOreHa.

YKkasaHHble U3MEHEHUs OblM UOEHTUYHBIMKU W Or-
penensnucb B 30He GparMeHTOB C MOJ1. Maccon B ava-
nasoHe 65-70 kD, a y 6onbHOro ¢ cuHgpomom CoTtoca
CTPYKTYPHbIE U3MEHEHMS PACAPOCTPAHAIUCL TAKXE Ha
pervoH 75 kD B obnactn Aa-uenen n GyHKUMOHANbHbIX
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CaNTOB yKasaHHbIX Lenen. NocnegHne oTBETCTBEHHbI 3a
cBA3b GUOPUHOreHa He TONbKO C MOJMEKYSIOV TPOMOWHA,
HO 1 KonnareHom, ¢aktopom Xllla, nnasmmHom n t-PA. Y
3TUX Xe BOJIbHbIX OTMEYANIOCh CTATUCTUYECKN 3HAYMMOE
yrHeteHue Xlla-3aBmucrumoro dubprHonmsa Ha GoHe XoTs
M HE3HAYUTESNIbHOIO, HO AOCTOBEPHOrO YBEIMYEHUS KOH-
LeHTpauun ceobogHoro niaasmuHa u t-PA B nnasme, 4to
COYETaNOCb C YMEHbLUEHVMEM MNa3MEHHON akTUBHOCTU
MHrnoéuTopa nnas3muHa.

Y 60nbHbIX C cuHapoMoM Anepca-LanHnoc u Bponu-
ka-JlobwTenHa 6binn BbiBNEHbl cnabble M3MEHEHUs Ha
Od-ckaHorpamme. XapakTepu3oBajMCb OHW OTCYTC-
TBMEM IP-N03nUTUBHLIX BK/IIOYEHUIA B 0O6nacTy npeano-
naraemMoro Jiokyca pacrnosioxeHnst Aa-uenen Mosekynbl
dunbpuHoreHa ¢ M=70-95 kD, 4TO CBMAETENLCTBOBANO O
HEeMoJIHOLLEHHOCTM NPOLLECCOB nonnmMepmsaumm M® B pe-
3ynbrate gedekra ydactka Aa (knob) n, kak cneacteume,
HapyLweHu adPUHHOrO NPUKPENSIEHNS K HEMY ydacTka
BB (hole). Y 605bHbIX C CMHOPOMOM HECOBEPLUEHHOIO
ocTeoreHesa faHHbI GeHOMeH NoATBEPXAANCs HapyLue-
HMEM MPOLECCOB TPOMOUH-UHAYLMPOBaHHOW AyTo-TMOM,
rmnoarperaumein TpOMOOLMTOB C HATUBHLIM (GUOPUHOM
(B KOHUEHTpauuun - 2,4 r/n) n TPOMBMHOM B CcyBnoporo-
BOM fo03e (aktmeHocTbio 1 NIH/mI), a Takxe ymepeHHbIM
0ednUNTOM aKTMBHOCTU TpaHcrnyTammHasbl (dakrtopa
Xllla). HecmoTps Ha 9Tn cABUIM, NoKasaTenu akTMBHOCTU
npoTpomMbuHa (oueHmBatoLwmecs no Tectam MT 1 OxnTok-
COBOMY BPEMEHU) N CKOPOCTb oTienneHns ®r-A ot a-
uenen (oueHnBarLWascsa no AaHHbIM AHLMCTPOAOHOBOMO
TecTa) OCTaBaIMCb HOPMAJIbHBIMM.

CnepoBatenbHo, B Cllydae OTCYTCTBMS BUOXUMUNYECKM
3HAYUMBbIX U3MEHEHWNI NOMMEPU3ALMOHHON aKTUBHOCTU
M® y naumeHToB ¢ aHoMasbHbIMU dUbprHoreHamu (L PI)
ynop B AMArHOCTUKE KOarynofornyeckmx AncOyHKLNIRA
cnenyeTt fenatb Ha BblsiBeHWE OedeKTOB B CTPYKType
Aa-uenen, cCoONpoOBOXAALWMXCS HapyLlleHnemM OyHKUMO-
HaslbHbIX CANTOB, KOTOPblE 06ECneYmBatoT NOSHOLEHHOE
B3aMMOLENCTBME JOMEHOB Lienel GubprHoreHa ¢ TpoMm-
OuHOM n/unn adpdurHHLIMK yyacTkamu BB-ueneii (hole) B
D-pomeHe ¢durbpuHa. B 3aknioyeHve cnenyet o6aBuThb,
YTO JAHHbIE CABUMN NMPUBOAAT K M3MEHEHWUIO CKOPOCTU U
3PDEKTUBHOCTU MPOTEKAHUSA peakumn noarmmepusaumm
B TECTAX ayTOMHAYLMPYIOLLMMN pacTBopamMu TpoMOMHa.
Mpn 3TOM He BOBNEYEHHbLIMY B NATONOMMYECKNn NPOLLECC
OCTaloTCH COBOKYMHble hubpuHonenTtuabl A n B. Mpegno-
naraeTcs, YTO CTPYKTypa 1 CTabuiibHOCTb NOCNEAHUX NPU
1M3y4aeMOoM Mpouecce HapyLlaeTcs He3HaA4YUTENbHO N He
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3a NPMCOoeaNHEHNE APYrnx KOM-
naemMeHTapHbIXx nocnegHum D-
E-pomeHoB co caoBurom mone-

250 kda o )
150 k7, Kynibl Ha '/, 1 0OPasyloT LEHTPbI
100 kA, CBS3bIBAHNA B npotodunbpun-
JNIIPHOIN CTPYKTYpPE C MOMOLLBIO
75kA A, SH,-cBasen [6,15].
Y nny ¢ MASS-deHoTUnom
60 kA, Bp BM3yasibHO 3HAYUMbIX HapyLle-
50k y HUIA B OP-CTPyKType oCaxaeH-
HOro ¢oubpuHoreHa He oBHapy-
XEHO. XOTa npu npoBeaeHUU
37 KOarynosiormM4ecknx  unccnepno-
(41} .
BaHWI y HUX nMennucb aedekTsbl
MeXTpoMbouMTapHOro  B3au-
MOJENCTBMS, ONOCPeaoBaHHbIe
yepe3 GpUOPMHOreHOoBbIE MOC-
TUKW (rMnoarperawums Ha nopo-
25 kA, roeble 1 cybnoporosblie [O03bl

MHOYKTOpA), a Takxke MNpPOJIOH-
rmposaHune Agkistrodont time B
1,3-1,38 pasa un, accouumpo-

METKA BaHHOE C MOCNeAHWUM, 3amef-
Ha'““"z":‘“rﬁ“ﬁp““' neHne ckopocTtu Ayto-NMdOM B

“'\_\__

CBSI31 C HapyLleHnem oTLiensie-
Hus dnbpuHonentuoos A (FP-
A) oT Aa-uenein drubpuHoreHa u
nedexktamm otwennenna FP-B

_/

COOTBETCTBEHHO OT Bf-uenen

Puc. CkaHorpamma BbifiesieHHOro ¢u6puHoreHa nauMeHToB OMbITHOW rpynnbl

B resie nonMakpuaamuaa.
YcnoBHble 0603HaYeHuna:

- — MosiBneHmne gonosiHnTeNbHbIX 3P-MNJIOTHbIX KOMMOHEHTOB B Lensax C

bumbpuHoreHa;

- |:> deHOMEeH «npocBeTnieHna>» dP-NoNocCbl — OTCYTCTBME U/unu aedekr
AOMEHOB CBfi3biIBaHUA C MHTErpasibHbiIMMU Koaryavpyrowmumm 6enkamm.

= | HOpMa

Ka.

NPVBOAUT K CYLLECTBEHHOMY U3MEHEHUIO DYHKLIMOHASb-
HOW aKTMBHOCTU A@HHbIX CTPYKTYPHbIX KOMMOHEHTOB (p1O-
puHoBOro cryctka [16,17].

Takum 006pa3oM, TpaauuMOHHas OuoxXMMUYeckas
oueHka 9bddEKTMBHOCTN KOHEYHOMO 3Tana CBEPTbIBAHUSA C
NMOMOLLIbIO TECTOB C 40BbIMU reTeporeHHbIMN Koarynasa-
MU, oLileHKa ckopocTu NPM He aBnaoTcs ydeamTesbHbIMU
1 OKOHYaTesNIbHbIMW A1 MOCTaHOBKM AmarHosa “ancdub-
puyHOreHemuns”. JInwb aHannM3 MONEKYNSPHON CTPYKTYpbI
brbpuHOreHa, B 4aCTHOCTU C UCMOJIb30BAHMEM METO0B
anekTpodopeTNIHECKOro CKaHNPOBAHNS B refie Nonnakpu-
namupga B auetaT-[-cedapose, N03BONSET OKOHYATENIbHO
NnoaTBEPAMTbL HAIMYME CTPYKTYPHbIX aHOMannin prubpuHo-
reHa.

CornacHo nosy4eHHbIM gaHHbIM, Y NaLneHTOB C He-
angdpepeHunpoBaHHbiMy  BapuaHtamy  CM/J  nmenn
MECTO YMEPEHHO BbIPAXEHHbIE N3MEHEHUs1 CTPYKTYyp-
HOM opraHudauun monekynel ¢gaktopa |. Y «obnapate-
nei» MapdaHonogobHoro ¢eHoTMna OHM 3aKJyYannchb
B «MNPOCBETNEHUM» 3NEKTPODOPETUHECKON MONOCHI B
obnacT cpegHeMONEKYNSPHbIX Y4aCTKOB, COOTBETCTBY-
lowmx nokycam ¢ MM-55-60 kD, 4TO COOTBETCTBYET B
6onbLUen mepe yyacTkam BB-ueneit n B-hole B D-gomeHe
MoJieKysbl. Y naumMeHToB ¢ 9n1epconofobHbIM GeHOTUMOM
BbISIBUJINCH CNabo BblpaXeHHbIe U3MeHeHUs 3D noaBuxX-
HOCTW MONEKYNSIPHOM CTPYKTYPbl BblAENEHHOro hubpu-
HoreHa. 3aTparvmsasm OHU NPeVMyLeCTBEeHHO NH,-KOH-
LeBbI€ YYaCTKM Y -Lenen 1 4acTu KPYNHOMOJEKYNAPHbIX
E-D-pomeHoB. Kak n3BecTHO, NnocsegHmne OTBETCTBEHHbI

O6pasel HOpMasIbHOrO HaTUBHOro (hM6pMUHOreHa 30pOBOIro Yenose-

rnukonpoTena.

Y KpOBHbIX POACTBEHHUKOB
obcnenyembix NaLEHTOB BbIsIB-
NAAUCb OOHOTUMHbIE CTPYKTYP-
Hble n3MeHeHus Ha OdP-nonoce.
OpHako BepudUUMPOBAHHBIMU
B pamMkax naToreHeTm4eckoro
BapuaHta OPI oHM okazanucb
NNLWb Y POACTBEHHUKOB MEPBOM
JIMHUM BONbHbBIX C HACNEACTBEH-
HbIMK KonnareHonatuamm. On-
penenve, 4YTO Bedyllee MecTo
cpean HapyLeHun GuHanbHOro aTana reMokoarynsunm y
nauneHToB ¢ M npnHagnexXuT CTPYKTYPHbIM aHOMannsam
dunbprHoreHa — ANCHUOPNHOreHEMUM, BCE LLOCTOBEPHbIE
KpUTEPUUN AHHOIO CUHAPOMA Mbl 0ObEeAMHUAN MO0 OCHOB-
HbIM KNacCUUKALMOHHBLIM NpU3Hakam crenyowmm o0-
pas3om:

Knuunyeckmne npusHakm

1. MUKPOUVPKYIATOPHLIN AWM NETEXNANbHO-NATHUC-
ThbliA TN KPOBOTOUYMBOCTU.

2. XpoHuyeckune niemMmyeckn-TpomooTnyeckmne anm-
304bl.

3. YacToe co4yeTaHue nx C CUCTEMHOM Me3eHX1UMarb-
HOM aucnnasunen.

4. YnopHble remopparmm, HECMOTPS Ha MPOBOANMYIO
Tepanuio.

5. OTAroweHHbI CEMENHbI aHAMHES.

6. PaHHsas maHndecTaumsa remopparm4eckmnx CUMNTo-
MOB.

7. Hepenko cyGKIMHMYECKOE UK aCUMIMTOMHOE Teve-
HVe NaTonoruu.

JlabopaTtopHbie kpuTepun

1. HopmanbHas KoHUeHTpaums GpubpuHoreHa B nnas-
me (2,0 - 3,9 r/n no Clauss); penko — runo (a) pubpuHo-
reHemusi.

2. YacTo - runoarperaums TpoMO0oLUNTOB Ha GUOPUHO-
reH, KonnareH, apaxuaoHar.

3. HopmanbHble nokazatenu AMTB, ODT (koHUeHTpa-
uma POMK), akTMBHOCTM aHTUKOAryJ/IIHTOB.

4. YOonvHeHne KOHEeYHOro atana CBepTbiBaHMS: Mpo-
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noHruposaxue TB, MNTB - Begywnii npu3aHakK npu cKpuv-
HUHr-ANarHoCcTuke.

5. YonuHeHne 3xutokcoBoro (a4 3dbl, Echis
multisquamosus) n/unn AHUMCTPOOOHOBOrO (A4, WNWTO-
MopAHuka, Agkistrodont halys halys) BpemeHun cBepTbiBa-
HU1S KPOBW.

6. MponoHrnposaHme ckopocTn Ayto- (pexe nnn/uv le-
Tepo-) nonMmepusaun MOHOMepPOB GUbpPUHa.

7. AxtuBauua (pexe yrHeteHume) Xlla-3aBucmmoro
drnbprHONN3a No NMU3nNCy ayrnodyMHOBOIO CrycTka.

8. dednunt dnbpurHonenTnaos A n/mnu pparmMeHToB
npotpombuHa (FP1, FP2).

MounekynsapHo-reHeTu4eckune Mmapkepbl

1. CTpyKkTypHbIE aHOManun GubpuUHOreHa Npu SNeKT-
podopeTnyeCcKOM CKaHNMPOBaHUN 1 N30 OKYCUPOBAHUN,
3MUCCUOHHOM GOTOMETPUN, INEKTPOHHOW MUKPOCKOMNUN
[14].

2. OtcyTCcTBME U/UNKM  aHOManus QYHKUNOHANbHbIX
canToB, ancbanaHCc aMMHOKUCIIOT NPU CEKBUHMPOBAHUM
1 amrnnmoukaumm martepuHckon AHK — okoHYaTenbHasi
MoJIeKy/IsipHO-reHeTu4yeckasi Bepudukauus.

3. PeHTreHoBckas kpuctannorpadus pubpurHoreHa u
dunbpuHa (“Knobe-hole interactions”), dyHkUMOHaNLHas
HEMNOSIHOLLEHHOCTb JOMEHOB CBA3bIBAHUS.

3akn4yeHune. Takum obpasom, npu cuHapome CMZ,
HapyLLEeHVs B CUCTEME reMOoCTasa NPeENMyLLLECTBEHHO 3a-
TparvealoT KOHEYHbIV 3Tan CBEPTbIBaHWS KPOBW. [pn aTOM
Hanbonee 4acTo BbISBASIOTCS HapyLIEHWUs MPOLEeCCOB
TPOMOMH-0NOCpenoBaHHON nonumMepusaumm GubpUH-
MOHOMepOB. OueHka 3ddEKTUBHOCTN KOHEYHOI O Kackaaa
CBepTbIBaHUSA BO3MOXHA M NpaBOMOYHa Ha 6ase uccrne-
[OBaHNA 900BbIX KOAryfsLMOHHbBIX TECTOB, TECTOB MOJM-
Mepusaumn GrbpuH-MOHOMEPOB, nokasaTtenen Gpubpu-
HO/IN3a, a Takxe onpeneneHns aktMeHocTn gpakropa Xllla
Hapsily C MpoBedeHWEM «Ba3nCHbIX» KOarynsuMOHHbIX
npo6. lfemopparunyeckme P naTorHoMoHMYHb  ans M/,
1 CBSI3aHbl Kak CO CTPYKTYPHOI aHOManuer KonnareHoBo-
ro MaTpPMKCa, CTEHKN COCYAO0B, Tak U CO CHMXXEHNEM KOH-
LeHTpaumm nnas3meHHoro GubpoHekTuHa. AuarHoctvka
CTPYKTYPHbIX aHOManuii pubpurHoreHa (amcpunbpuHore-
Hemuii) pomkHa 6a3MpoBaTbCs He TOJIbKO Ha reMoKoary-
NSILUMOHHBIX TECTax, HO U HA OCHOBE BbINOJSIHEHNSA 3NIEKTPO-
dopeTnyeckon ageTekumn BolaeneHHoro GubpuHoreHa, a
B PSiE CJy4aeB U MOJIEKYNIIPHO-TEHETUYECKOrO aHann3a.
B pacnosHaBaHuu aHoManuii GnbpuHoreHa npensioxXeH-
Hble kpuTepun DI obneryat guddepeHumaLmo n Bepu-
dukaumio Koarynonormiecknx rnosioMoK nNpu CUHAPOMax
CMA. OnpepeneHne natoreHETUYECKNX BapUAHTOB Ha-
PYLUEHMIA KOHEYHOrO 3Tana CBePTbIBAHUSA Y MauMEHTOB C
CM/, no3eonuTt B 6nmxkailem Oyayuiem npubnmnanTtees K
peLleHunto NpoBeMbI HANPaBAEHHOW Tepanun NauMeHToB
C OMcnnacTMyeckKMMm CUHAPOMaMM.
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HAPYLUEHUA KOHEYHOTO 3TAMNA CBEPTbIBAHUA
KPOBW Y MALLUEHTOB C CUHAPOMOM
CUCTEMHOU ME3EHXUMAABHOU AUCNAA3UU

B.I. CTYPOB, |A.B. YYMMPOBA|,
C.4. AHMVYT, B.A. NAIOLWWKWUH

HapyLueHnsa KOHe4YHOro aTana CBepTbiBaHUA KPOBU ABJISIOTCA
NaTOrHOMOHUYHBIMW BUAAMW HAPYLLUEHUIA reMocTasa Nnpu CUHA-
pPOME CUCTEMHON Me3eHxXnMmanbHoM ancnnasuun. NpencraBneHsl
pesynbTaTbl KOMMIEeKCHOro oobcnenoBaHns 172 nauneHToB ¢ Ta-
XEeNbIMU BapuaHTamMn BPOXOEHHbIX ANCMIACTUYECKUX COCTOSA-
Huii. OnpeneneHo, 4To y NauMeHToB C HaceACTBEHHbIMU Konna-
reHonaTMaMM Yalle BCero BCTPe4arTCa HapyLleHna remocrasa
B BMAe aHoManun pubpuHoreHa (ancdurbpurHoreHeMmm) 1 Hapy-
LIEHNIA NMOIMMEPU3aUMn MOHOMEPOB GUOPUHA, NPUBOASALLME K
06pa3oBaHNio HEMOJIHOLLEHHOTO GUBPUHOBOrO crycTka. Y naum-
eHToB ¢ CM/[] BbisiBnsieTcs 4ednumt GrnbpoHEKTMHA KaK BaXHOTO
KOMMOHeHTa, ob6ecneynBaloLLLEero NMoJIHOLLEHHOE MEeXKeToYHoe
B3aMmMoaencTeme. Bnepsble B OTEHECTBEHHOM KJIMHUKE OXapak-
Tepu3oBaHa CTPYKTYpHasi opraHmMaaums Mosekysibl GrubpurHoreHa
C NoMoLBIO 3nekTpodopesa, onpenenveLlag xapakTep CTPyK-
TYPHO-PYHKUMOHANbHBIX aHOManuii AaHHOro rmvkonportenja y
6onbHbIX ¢ CM/,. MpennoxeHHble KpUTepun amarHosa auchuo-
puHoreHemunn 6yayT UMeTb peasnbHoe KINHNYEeCKoe NpUMeHeHne
1 obneryaT oprueHTaumio Bpadel B CTO/b C/IOXHOM NaTONOru.

KnioueBble cnoBa: KOHEYHbI 3Tan CBEepTbiBAHUS KPOBU,
Me3eHxnmanbHas aucnnasuvs, auchubpuHoreHemus, ¢ubpo-
HEKTUH

INFRINGEMENTS OF THE FINAL STAGE OF BLOOD
COAGULATION IN PATIENTS WITH THE SYSTEMIC
MESENCHYMAL DYSPLASIA SYNDROME

STUROV V.G.,[TCHUPROVA A.V.],
ANMUT S.YA., PLYUSHKIN V.A.

Infringements of the final stage of blood coagulation are
pathognomonic kinds of infringements of haemostasis at the
systemic mesenchymal dysplasia syndrome. Results of complex
study of 172 patients with severe variants of congenital dysplastic
conditions are submitted. It is determined, that patients with he-
reditary kollagenopathias have infringements of haemostasis as
anomaly of fibrinogen (dysfibrinogenaemias) and infringements
of fibrin monomers polymerization, resulting in the formation of
a defective fibrinous clot more often. Deficiency of fibronectin as
the important component providing high-grade intercellular inter-
action is revealed in patients with systemic mesenchymal dyspla-
sia. For the first time in domestic clinic, the structural organiza-
tion of a fibrinogen molecule with the electrophoresis determined
the character of structurally functional anomalies of the given
glycoproteid in patients with systemic mesenchymal dysplasia is
characterized. The offered criteria of the diagnosis of dysfibrino-
genaemia will have real clinical application and will facilitate orien-
tation of doctors in such complex pathology.

Key words: the final stage of blood coagulation, mesenchy-
mal dysplasia, dysfibrinogenaemia, fibronectin
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