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OCHOBHBIM ~ KOMIIOHEHTOM,  OO€CleYuBaIMUM  S(PPEKTUBHOE  TEUCHHE
KOHEYHOTO dTara CBEpPThIBAHUS KpPOBU C OOpa3oBaHUEM U TMOCIETyIOIIeH
KOHCOJIUAIIMeH BOJIOKHUCTOTO (huOpHrHa, SIBIsICTCS MojieKyJia pudbprunoreHa [1].

Hapymenus npomnecca ee Tpanchopmanmu ¢ GuOpuH y OOJBHBIX ¢ CHCTEMHOMN
Me3eHxuManbHou nucruiazuei (CMJI) siBasiercss 4acThiM (DEHOMEHOM, OJHAKO B
JUTEpaType eMy MOCBSIIEHBI UL OTAeIbHbIe myOaukaiuu [2—4]. IIpu 3ToM akieHT
B M3YYCHUM [AHHOM MpoOJeMaTUKH [eiaeTcsl JUIlb Ha CIABUTM B Oa3HCHBIX
napamMeTpax TIeMocCTas3a, OLIEHKY peakiusi MOJMMepUu3aluu MOHOMEpoB (ubpuHa,
peakuuu  TPOMOMHOIOCPENOBAaHHOTO  MeTabonu3ma  gubpunorena. I[losTomy
HEU3YYCHHBIMH OCTAIOTCS MHOTHE CTOPOHBI KIJIETOYHBIX, MOJICKYJSPHBIX, MOp(o-
(GYHKIIMOHANBHBIX M OMOXUMHUYECKUX CBOWCTB OHOJIOTHUECKHMX KOMITOHEHTOB,
YYacCTBYIOIIMX B PEaKIMs KOHEUYHOro 3Tama mpoiiecca reMokoaryiasuuu. OcoOblit
MHTEpEC MPEICTABISET YTOUHEHHE OCOOCHHOCTEH peakiuil moauMmepuszanuu GuOprH-
MOHOMEPOB, MTO3BOJISIONIEE BBISIBUTH T€ WM WHbIE TUcPyHKIMKM GUOpUHOTEHA, U Ha
OCHOBE TIOJYYCHHBIX JaHHBIX HAMETUTh IYTH HAMpPaBICHHOW NaTOT€HETUYECKON
KOPPEKLMHU BO3ZHUKAIOIINX T€MOCTATHUYECKUX CIABUTOB.

Lens paboThl — naTh XapaKTEPUCTUKY COCTOSIHUIO CHCTEMBI T'eMOCTa3a y
OOJBHBIX C CHCTEMHOW TeMaTOME3CHXMMAJbHOW JHCIUIA3HMeH, OICHUTh paHee Malio
M3YUYCHHbIC MEXAHU3MbI PAa3BUTHSI HAPYIIEHUN KOHEUHOI'O 3Tala CBEPTHIBAHUS KPOBU
U CBSI3aHHBIX C HUMU T'€MOPPAruyecKux M TPOMOOTHUYECKUX MPOSBICHUN, HA OCHOBE
MOJIYYEHHBIX JAHHBIX TMPEJIOKUTh HOBBIE KJIMHUKO-IA00OpPaTOPHBIE KPUTEPUH
nuchubpuHoreHeMur U 3(G(HEKTUBHBIE MYTH MPOPUIAKTUKH U TE€PANUU YKA3aHHBIX
KOAryJIsSIlIUOHHBIX CJIBUTOB.

MarepuaJjbl 1 METObI

OO6cnenoBano 172 OoJbHBIX, HAOIIOAABIINXCS B I eMaTOIOrHYeCKOM KIMHUKE
oOnacTHOM knuHUYecKkoi OombHUIBI HoBOCcMOMpcka B Bo3pacte oT 2 10 34 ner, y
KOTOPBIX B XOJI€¢ KOMILJIEKCHOTO MCCJIEIOBaHUSI OBLIM BBISIBIICHBI PEUMYIIIECTBEHHbBIC
HapyIlIeHUs HAa KOHEUYHOM JTalle CBEpThIBaHUS KpoBH. Bcero Takux manueHToB ObLIO
63 (36,7%), B Tom uucne 35 nui My>Kckoro ¥ 30 JUIl KEHCKOTO TMoJia, KOTOphIe U



COCTAaBUJIM OCHOBHYIO TIpymimy OOCJEelIOBaHHBIX. Y BCEX OTUX OOJBHBIX
OOHApyXUBAJINCh pAa3IMYHbIE BAapUAHThl HAPYUICHHH TMPOILECCOB CaMOCOOPKH
MOHOMEPOB (hHOpUHA, KOTOPBIE B psAJie HAOMIOACHUI ObUIM TOCTOBEPHO CBA3aHBI CO
CTPYKTYpPHBIMH aHOMaHUsIMU (pubpuHoreHa, T.e. Auchudbprunorenemusimu (J0I).

Boinenensl 4 rpynmbl 10 MNPEUMYIIECTBEHHOMY HApYIICHUIO B CHCTEME
remoctaza. B 1-t0 Bouum 75 OONBHBIX C TEHETHUYECKH BepUUIMPOBAHHBIMU
BapuMaHTaMU  HACJEACTBEHHBIX KOJUIAr€HONMATUH, C YYETOM CYIIECTBYIOIIUX
JTUATHOCTUYECKUX KPUTEPHUEB [5], CTPYKTYypHU3alKs KOTOPHIX MpeacTaBieHa B Ta0m. 1;
BO 2-10 — 60 OONbHBIX pa3IUYHBIMM  BapHaHTaMH  HACJIEJICTBEHHBIX
TpoMOoIuTONaTHii; B 3-10 — 27 OONBHBIX TTOJAPOCTKOB C ACPUITUTOM H/WIIH aHOMAaJTUEH
¢dakropa Bunebpanga, B 4-t0 — 10 OonbHbBIX remoduineil (9 MalbUUMKOB C
HaciencTBeHHbIM neduiurom ¢akropa VIHIK-remopuius A u 1 pebGeHok c
remodunuei B).

Bce koarynonormyeckue — UCCIENOBaHMS  MPOBOAWIKUCH C  MOMOIIBIO
remokoaryinomerpa CA-50 (“Sysmex”, Slnmonus) u naszepHoro arperomerpa Chrono
Log (CIIA), corimacHo peKOMeHIamusM [6] C HCIOIb30BaHUEM PEaKTUBOB (HPM
«Texnomorus-Crangapr» (bapuaym), «PEHAM» (Mocksa). Takxke B pabote
UCIIOJIB30BAIMCh ~ TECThl C  SJOBBIMM  T€TEPOT€HHBIMU  KOaryja3aMu  3Meu
OTEUECTBEHHOM (hayHbl W pEAKUMH OLEHKH ayTo- M TeTepOINoJIMMepU3aluu
MOHOMEpPOB (hrbpuHa.

Onpenenenue ypoBHS (UOPOHEKTMHA B IUIa3ME€ KPOBH IIPOBOJMIOCH Ha
cnexkrpoporomerpe PM 5010 (I'epmanusi) ¢ ucCmoiib30BaHUEM pPEAKTUBOB HMTek
(Mockga).

Onnomepusbrit  anektpodopes (OD) nHaruBHOro GuUOpHHOTEHA B  Teie
noymakpuwiamuna (ITAIY) ¢ nmobGaBnenmem arerar-/[-cedapo3sl mpoBoOWICS Ha
annapare Quantiscan 1 ¢ wucnosib3oBaHuEM UM 00pabOTKOM MPOrpaMMHBIM
ob6ecnieuenueM (Biosoft, KemOpux, Aurnus), memOpansl B 25 V, PCR-ananuzatop,
coBMmectuMbIii ¢ PC Pentium 166/1-02.

Cratuctuueckass o0paOOTka pe3ynbTaTOB HCCIEIOBAaHUS MPOBOJIUIACH C
MOMOIIBIO TaKeTa MPUKIAIHBIX mporpamm Statistica 10.0 B cpene Windows XP nHa
6aze PC Pentium 166.1.

Pe3yabTaThl n 00cy:Kk1eHune

I'emopparnueckue mnposBieHus y Bcex OonbHbiIx CMJ[ Oblim  paszHoi
JIOKaNHU3alMd U CTENEHU BBIPAKEHHOCTH. Y MOJABJISIOIIEr0 OOJBIIMHCTBA M3 HHX
HaO/II0AaNIach KOHTaKTHAs KPOBOTOUMBOCTh 1-2 u Oosiee nokanuzauuid. [Ipu stom y
00JbHBIX € JuddepeHIUpOBaHHBIMU TPOMOOIMTOBA3OMATUIMHU T'€MOppParudecKuii
CUHAPOM MaHU(EeCTHUPOBaAI B paHHEM BO3pACTE M HOCWJI PEIUANBUPYIOIIUNA XapaKTep.



Yamie oH OBLI CBS3aH ¢ CE30HHBIMU OOOCTPECHHSAMHU 3a00JICBaHUS W IMPOBOIIMPOBAJICS
METUKAMEHTO3HBIMH BO3JCHCTBUSMU WJIW MPUCOCIUMHEHHEM KaKOTO-THOO Mporiecca
(o0ocTpeHre XpOHUYECKOTO TOH3WIINTA, TJINCTHAS WHBA3MS, JEKOMIICHCHPOBAHHBIN
aUcOaKTepro3  KWIIeYHWKa).  KpoBOTOYMBOCTE  HOCWIA  IPEHMYIIECTBEHHO
MUKPOIUPKYJSITOPHBIA ~ W/WJIM  CMEIIAHHBIA  XapakTep, 4YTO COMPOBOXKIAIOCH
rurnoarperainyded TpoMOOIMTOB Ha KoJlareH ¥ HaTuBHbIA Gubpun (1o 25-30%); p <
0,005, ymepenHbiM AepuuToM akTuBHOCTH (akTtopa hon Bumnedpanna (1o 50-60%
ot HOopMmbBI; p < 0,002. TIpumeuaTenbHO, YTO y OOJNBHBIX TSHKEIBIMHU KOATyJIOMATUSIMU
(remodunus A u B) Ha pone CM]] k kimaccuueckoil TeMaTOMHOW KPOBOTOYMBOCTH
MPUCOCIUHSIUCh  €IIe  NETEeXHATBbHO-TISITHUCTBIE W MHUKPOIMPKYJISTOPHBIE
reMopparuy, 4YToO JHUIIHHA pa3 MOJYEPKUBAIO BOBJICUCHHOCTh COCYIHUCTO-
TPOMOOLIUTAPHOTO TEMOCTa3a B CUCTEMHBIN TUCIIACTUYECKUH TpOoIIecC.

VYV Bcex mnamuentoB ¢ CMJl uMenu mecTto KOMOWHHUPOBAHHBIE BapUAHTHI
HapyILIEHUs CBEPTHIBAHUS KPOBH, 3aTparuBarouiue, B TOW WM HHOM CTEINEeHH,
KOHYEeHBIM ero artam (tabm. 2). Cpeau pa3iauYHBIX H30JIUPOBAHHBIX HapYIICHUUN
NEPBUYHOTO TEMOCTa3a: B BHJE JAU3ArperallioOHHON TPOOOIMTapHON IUCPYHKIIUU
(34,8% nabmroneHuii), AepuuTa ypoBHI U aKTUBHOCTH ¢aktopa ¢hoH BumieOpanaa
(15,7% manmentoB), Tsokenoro nedumura daktopoB ceeprhiBanus VIII u IX (5,8%
HaONIOJICHN), TMPEBAIMPOBAIM  HapylleHUus (QUHAIBHOTO JTama TeHepaluu
TeMOKOAryJSIMIIOHOTO Kackaja Ha ypoBHE peakuuid reHepanuu ¢ubpuna. Cpemu
HapylIeHUH reMocTa3a y HHUX ObUIM 3aperucTpUpPOBAHbI Pa3IMYHbIC BapHUAHTHI
KaueCTBEHHBIX (CTPYKTYpPHBIX) aHOMauii (GuOpUHOTEHA — JAUCHUOPUHOTCHEMUU
(82,5% wnabmrofeHuit), 4TO MOATBEP)KIAET BBICOKYIO PACHPOCTPAHEHHOCTH JAHHOM
Koaryjonatuu B nomyjsiuuu OonabHeIX CMJI. BakHO OTMeTHTB, 4TO Ha 3Tamne
NEePBUYHOM JUATHOCTUKE, T.€. TIPU HCIOJIB30BAaHWM CTaHAApPTHOTO Habopa
KOaryJOJIOTHYECKUX TECTOB, MOJOOHOTO pojaa HAapyIICHHUS HE OOHAPY>KUBAJHCH.
[Tocnennee ke CTano BO3MOXXHBIM C NMPUMEHEHUEM TECTOB CHENU(DUUECKON OICHKHU
3(p(HEKTUBHOCTH KOHEYHOTO dTala CBEPTHIBAHMS, SAOBBIX IMPOO, a TaKkKEe TECTOB,
XapaKTepU3YIOIINX MPOIIECCHl ayTO- U TeTEPONOIUMEPHU3aALIMA MOHOMEPOB (prOpuHa.

[Ipn paccMOTpeHMHM KOHKPETHBIX CIy4aeB HaJIU4Msl TOPMOXKEHHUS TECTOB
nosmMepusanuu  GudpuH-MoHOMepoB 'y 28 (76,1%) OONBHBIX C aHOMAIHSIMU
KOHEYHOTO 3Tara CBEPTHIBAHUS KPOBU OBLIO BBIICTICHO 3 BU/Ia HAPYIICHUH:

— Topmoxenue aytononumepusanuu (43% wnabmronenuit). [Ipu HOpMasibHOM
rereponoguMepusanuy  GUOPUH-MOHOMEPOB ATOT CIBHT  CBHJACTEIBCTBYET O
HapyIICHUSAX, CBSI3aHHBIX HE C HAIMYUEM WHTHOUTOPOB TIOJUMEPHU3AIMH, a
00yCIIOBJIEHHBIX CTPYKTYPHBIMH aHOMAJTUSIMH ¢ubpuHOTEeHa



(mucuOpUHOTEHEMHSIMHU), UYTO MPUBOJUT K HAPYIIEHUIO IMPOIIECCOB CaMOCOOPKHU
¢ubpuna [7].
— TopmoskeHue ayTo- ¥ rereponoaumMepu3anuu GuOPHH-MOHOMEPOB BEISIBIICHO
y 12 (19%) Gonpubix ¢ CM/I. B 3Tux ciaydasx MOXHO Mpernoyiarath HajJu4yue B
mjia3Me WHTUOMTOPOB Ipollecca MojJuMepuzaluu MoHomepoB (ubpuna (MO).
N3BecTHO Takke, 4YTO MHIHOUTOpPOM monumepuzaiuu MO wmoxer ObITh |
cOOCTBEHHBIN aHOMAaJIbHBIN PpudbpuHOTEH [4,7, §].

— WBomupoBaHHOE TOPMOKEHHE TeTepomnomMepu3anuu (HuOpPUH-MOHOMEPOB
IpyU HOPMaJIbHOW ayTononuMmepuszanuu BbisgBieHO Yy 7 (11%). B sTom ciyuae
BO3HUKAET JETPECCHUBHOE ACHCTBHE AOHOPCKMX MOHOMEpPOB (UOpHMHA Ha TPOIECC
MOJIMMEPU3AIUd ayTOMOHOMEPOB, YTO CBSI3aHO C U3MEHEHUSAMH B (hYHKIIMOHATBHBIX
caiiTax MoJIeKyJbl (PUOPUHOTE€Ha, OTBETCTBEHHBIX 33 PELENTOPHOE CBS3bIBAHUE.

VY ocranbHbix 34 OOJIBHBIX HapylIeHUs (UHAIBHOTO 3Tamna TIeMocTas3a
3aKJII0YAIUCh MPEUMYIIECTBEHHO B HapyHICHUSX (QUOpHMHOIM3Aa M KOHCOJIUIAIUU
(bUOPHHOBOTO CTyCTKa, B YaCTHOCTH aCCOIMMPOBAHHOTO C ACHUIIMTOM aKTHUBHOCTH
T1a3MeHHOM TpaHcriayTamuHasbl (pakropa XIlla).

YcTaHOBIEHO, YTO KOHIIEHTpaIrus ((uOpUHOTEHA MPAKTUYECKU HE KOPPEITHPYET
C TOKa3aTeIsIMH CKOPOCTH CaMOCOOpPKM MOHOMEpOB (uOpuHA, OJHAKO B Ciydae
COYETAHHOTO TOPMOXKEHHUsA ayTo- U rerepo-IIOM ormedaeTcss HAKIOHHOCTH K
yMepeHHoW  runoduOpuHOreHeMur.  JIFOOOMBITHBIM  OKa3ajach  BBISIBJICHHAS
3aBUBHUCUMOCTb aKTUBHOCTH (pubpunctabmimmsupytomero ¢akropa (XIIla) ot
3¢h(HEKTUBHOCTH TMpolecca camocOopku MoHoMepoB (ubpuna. Tak, coueranue
YTHETeHUs KaK ayTo-, Tak u retepo-IIOM, nubo u3onupoBaHHOE MPOJOHTUPOBAHUE
ckopocTu retrepo-IIOM nocToBepHO KOppeaupoBaiu ¢ ACHUIMTOM aAKTUBHOCTH
dakropa Xllla. OueBuaHo B pamkax CMJ] y dactu OONBHBIX C HapYIICHUSIMH
KOHEYHOT0 3Tarna CBEPThIBAHUS aKTUBHOCTH (pakTopa XIlla cHmkeHa, 4TO IPUBOJIUT K
HApYIICHUI0 KOHcoNuaanuu (UOPUHOBOrO CTrycTKa U JenaeT mpouecc (HuOpuHO-
dbubpunoreHorenesa cinadborpdextuBubiM  [9-11].  Hapsay ¢ BpokaeHHBIM
nepunurom ¢akropa Xllla B masme, BO3MOXEH TakkKe MNOTUMOPPHU3M €ro
CyOBeUHUI, TPUBOJANIMN KaK K TeMOppParMuecKuM TMPOSBICHUSMU 33 CYET
HapymieHus: apGUHHOCTH (PakTOpa K PEHENnTOPHBIM CalTaM TOJUMEPU30BAHHBIX
nened momuMepoB ¢uOpuHa [12], Tak W K POy THKEIBIX TPOMOOTHYECKUX
OCJIO)KHEHMI B paMKaxX CHHJIpOMa reMaTOreHHbIX TpoMOodumii [13].

IIpu omnenke mnoxazatesnedt (GUOPUHOIUTUYECKOTO MOTEHIMANA BBIABICHBI 13
(20,6%) GOMBHBIX OCHOBHOMW TpYMIbl, UMEIOIINE HAPYIICHUS MPOLIECCOB aKTHUBALMU
peakiumii «IIa3MUHOTEH-TUIA3MUH» B BUJE YCKOPEHHS COBOKYMHOro (UOPHHOIM3A.
[Ipu 3TOM y 4 6OJIBHBIX OTMEYEHO YCKOPEHUE CIIOHTAHHOTO JI3KCA 3YTIIO0YINHOBOTO



CTYCTKa, Y 2 — CTPENTOKHHA3WHAYLIHPOBAHHOTO, a B OCTAJbHBIX 7 HAOMIOAECHUAX 00a
TUX (EHOMEHA, YTO TOBOPUT O COYETAHHOM HAPYIICHUH y STUX OOJBHBIX KaK
Xareman-3aBucumoro, Tak u Xlla-nezaBucumoro ¢ubpunonuza. Cpeau OONBHBIX C
HapyLIEHUSMH MPOIECCOB MOJUMEPU3ALMH MOHOMEPOB (pUOpHUHA, OBLIO BBISBICHO 9
(14,3%) 0ONBHBIX y KOTOPHIX HAPYIIEHHUS] KOHEYHOT'O 3Tara CBEPTHIBAHUS COYETAIHCH
¢ martojorueil (pUOPHMHOIMTUYECKOTO Kackala Iulasmbl. Y 3 M3 HHUX HaOJI0AaIoch
YCKOpPEHHUE AYIII00YIMHOBOIO JU3MCA TP HOPMAJIbHON aKTUBHOCTH IIAa3MUHOTEHA, a
y 5 — coueTaHHE YCKOpPEHHUs JIM3UCAa DYTIOOYJIMHOB C YMEPEHHOM aKTHBaIuein
IUIa3MHUHOT€Ha U y | ManuenTa, ¢ IMarHOCTUPOBAHHBIM BPOKICHHBIM J€(DUIIMTOM Ol -
aHTHUIUIA3MUHA, OBUIO BBISIBICHO CHMKEHHE aKTHBHOCTU MHTHOWTOpa (hubpuHOIM3a
(PAI-1). CnenoBatenbHO y 4acThd OOJBHBIX T€MOpPpPArdyecKUil  CUHIPOM
aCCOLIMMPOBAJICS KaK € HapyLIEHWEM KOHEYHOro JTama CBEPTHIBAHMS, TaK U C
akTuBalued (UOPUHONIUTUYECKOrO Kackajga IUla3Mbl, YTO MPUBOAMUT K Oosee
OBICTPOMY TPOTEOJIUTUYECKOMY JHM3UCY (PUOPUHOBOIO CryCTKa, HAapyIIEHUIO €ro
cTabunuzaiuu u reMmoctatudeckoi Gynkiuu. [lockonbKy B psiie ciiydaeB y OOJBbHBIX
umeercs Aedunut aktuBHOCTH ¢aktopa Xllla, To 3TO MOXkeT cHOCcOOCTBOBATH
HapylieHuto 0apbepHO GyHKIMU SHA0TENU [14].

Becbma cyniecTBEeHHBIM KOMIIOHEHTOM, 00€CIIEYMBAIOIINM KaK MEXKIETOUHOE,
TaKk W KIETOYHO-3HAOTEIHAIbHOE B3aUMOJEUCTBHUE, ABISAETCS (PUOPOHEKTHUH.
IToaTOMY IpEenCTaBIANOCh JIOTMYHBIM OLICHUTHh KOPPEJSLAIO CTEIIEHN BBIPAKEHHOCTH
KOaryJIOJIOIrMUeCKUX 1e(PEKTOB ¢ KOHIEHTpAlLlMEel TaHHOTo OejKa B Iu1a3Me OOJIbHBIX.

OUOpPOHEKTHH B HACTOSIIEE BPEMsI pPACCMAaTPUBAIOT KaK TIeTEPOreHHYIO
HNOMYJISILUIO  Olp-TJIMKOIPOTEHHOB, KOTOPbIE HE3HAYUTENIBHO OTIMYAKOTCA 110
CTPYKTYpE U BBIMIOJHAIOT pa3NuvHble (PYHKIMU B 3aBUCMMOCTH OT MECTa CHHTE3a U
nokanu3auuu [15]. DPuUOpPOHEKTHMH — KpPYNHbIMA, BHEKJIETOYHBIM TIJIUKOMPOTEHH,
YYacCTBYIOIIMM B OCYLIECTBJICHUM 3alUTHBIX pEakLUUil opraHusMa. B 1iasme Kposu
OH ycuiuBaeT (arouuTo3, a Ha IOBEPXHOCTH KJIETKH — OOpa3oBaHUE OEJIKOBBIX
ceazeil. Kpome Toro, ¢GuOpOHEKTMH Yy4yacTBYyeT B arperamud TPOMOOLIMTOB.
CkamnuBasich B COCUHUTENbHON TKaHU U SHJOTEINH KaWUISIPOB, OH CIIOCOOCTBYET
aare3ud HTUX KIETOK KPOBM K OCHOBHOMY BELIECTBY COEJIMHHUTEIBHOM TKAaHU
(komiareny).

B Tabn. 3 npencraBiieHbl KOHIIEHTPALMOHHBIE XapaKTePUCTUKUA (UOPOHEKTHHA
y 60apHBIX CM/I. BoIsiBIEHO, 4TO y 00IBHBIX ¢ qUu()epeHInpOBaHHBIMU BapuaHTaMuU
HACJIEICTBEHHBIX KOJJIAr€HONATHI JOCTOBEPHO CHM)KAETCSl YPOBEHb (PMOPOHEKTHHA B
mwiazme — 1o 247,2 £ 19,5 (npu kontpoisie 348,91 £ 23,4) Mkr/mi1, a y OOJBHBIX C
unbiMu Bapuantamu CMJ[ — B cpeanem B 1,5 paza. OcoOeHHO BBIpaKEHHBIMU



yYKa3aHHbIE U3MEHEHUS OTMEYAINUCh Yy OOJbHBIX C HApYIICHHUSIMHU KOHEYHOTO 3Tama
CBEPTBIBaHMS, COMPOBOKIAIOIIMMHUCI FEMOPPArHueCKUMU CUHAPOMaMH (puc. 1).

Tax, BbIpaxeHHOE CHIKEHHE YpPOBHS (UOPOHEKTHHA OBLJIO OTMEYEHO Y
OONbHBIX cUHIpomMaMu Mapdana ©  HecoBepiIeHHOro ocTeorene3a. Ilpu
HequdepenurpoBanHbiX Bapuantax CMJl geduuut AaHHOrO INIMKONPOTEUHA
IPAKTUYECKU HE BBISIBIISETCS.

[TockonbKy B CTPYKType MOJIEKYJbI (UOPOHEKTHHA COAEPIKATCA JIOMEHBI,
OTBETCTBEHHBIE 3a CBs3bIBaHUE (uOpuHA, pubpuHoreHa, renapuHa u daxropa Xllla,
(GUOPOHEKTHH BKJIIOYAETCS KOBAJIEHTHO B KOMIUIEKC pPacTBOPUMBIX (HuOpuH-
MOHOMEpPOB, B  (HMOPHUHOBBIM  CTYCTOK  TOA  JCHCTBHEM  IIa3MEHHOMU
tpancriayTamuHasbl (daktopa Xllla). /lanHas cmocoOHOCTh (UOPOHEKTHHA WMeEEeT
CYIIIECTBEHHOE 3HAYCHHE JJIs1 YKperuieHus: (UOPUHOTEHOBBIX W (PMOPUHOBBIX CBS3EH
MEXIY TPOMOOIIMTaAMH, SPUTPOITUTAMHU B JPYTUMHU (POPMEHHBIMU 3JIEMEHTaMU KPOBHU
B TIEPHOJ] HEOOpAaTHMMOW arperanuu TpPOMOONMTOB. Bkitouasch B XOje mporecca
TeMOKOAryJsiiud B (pUOPUHOBBIN  CrycTOK, ()HOPOHEKTHUH YBEIWYUBACT €TI0
MPOYHOCTh (KOHCOJMUIAIMIO) U (PUKCAIMIO HA PAHEBOM MOBEPXHOCTH. B KOXHBIX
paHax (uOpWH, TOKPHITHI (PUOPOHEKTHMHOM, oOpaszyeT cyOcTpaT IJjisi BpacTaHUs
¢ubpOOIACTOB U IHIOTEIHATBHBIX KJIETOK B TIPOIIECC PETeHEpaInu, T.e. Y4aCTBYET B
MO3/IHUX penapaTUBHBIX peakuusix [16, 17].

Taxke mpencTaBIsIOCh JOTHYHBIM ONPEIEIUTh OCOOCHHOCTH CTPYKTYPHOMH
OpraHM3aIi MOJIEKYJbl (UOpUHOTEHA Yy OOJBHBIX C MPEANOoJiaraeMbIM HATUYHEM
JA®I" no gaHHBIM AIEKTPOYOPETUUECKOTO CKAHUPOBAHUS B MOJIMAKPUIAMHUIHOM Tejie
(puc. 2).

Ha O0ase yka3aHHOro MeToAa WCCIEAOBaHUA B Tpynmne OOJBHBIX C
muddepeHnupoBaHHbIME  hopMaMu  HaclienACTBEeHHbIX — KosutareHomnatnii  (HK)
BBISIBUIIN SIBHO BBIPaXCHHbBIE CTPYKTypHBIE M3MEHEHUS MOJICKYJIbI
¢bubpuna/pubpunorena. Y 2 OonbHBIX cuHApoMoM Mapdana (1 moapocTok c
cugapomMomM Cotoca U OO0NbHOW C CcHHApOMOM Amapnaa) OBUIM  BbISBICHBI
HEOXKUJAHHBIE CTPYKTYPHO-MOJEKYJsipHble (eHOoMeHbl. OHHU  3aKI0Yalnuch B
MOSIBJICHUN  AJIEKTPOGOPETUIECKH TUIOTHBIX JIOMOJHUTENBHBIX KOMIIOHEHTOB B
pETHOHE MPEANOIaraeéMoro pacioioKeHHU KPYIMHBIX MYJIbTUMOJIEKYISIPHBIX JOMEHOB
B BB}, Ao u wactuuHo y-1ieneit pubpuHOTEHA.

VYka3aHHble H3MEHEHHs ObUIM UACHTUYHBIMU U OIpENesUINCh B  30HE
bparMeHTOB C MOJICKYJIApHON Maccodt B aumamazoHe 65-70 kx/l, a y GoibHOTO C
curaapomMoM CoToca CTPYKTYpHBIE M3MEHEHHs PacIpOCTPAHSUIMCh TaKKEe Ha PETrHOH
75 kJI B obOmactu Ao-uenei ¥ (yHKIMOHAIBHBIX CAaWTOB YKAa3aHHBIX IIEMei.



[TocnenHue OTBETCTBEHHBI 3a CBSI3b (PUOPHUHOTEHA HE TOJIBKO C MOJIEKYJION TPOMOUWHA,
HO u KojutareHoM, (aktopom Xllla, mnazmunom u t-PA. YV 3Tux xe OOJBHBIX
OTMEUAJIOCh  TAKXKE CTAaTUCTHYECKH 3Haunmoe yrHereHne Xlla-zaBucumoro
¢bubpunonu3a Ha (POHE XOTSI W HE3HAYUTEIBHOrO0, HO JOCTOBEPHOTO YBEIMUCHUS
KOHLIEHTpauuu cBOoOOnHOro miazMuHa u t-PA B mmazMe, 4To codeTasioch C
YMEHBIICHUEM IUJIA3MEHHOM aKTMBHOCTM HWHTHOMTOpa IIa3MHHA. B yKka3aHHBIX
HAOJIIOACHUSIX CKOPOCTh CIIOHTAHHOTO JIM3UCA 3YTIIO0YJIMHOBOTO CTYCTKA YCKOPSIach
— 10 330 £ 15,6 ¢ (mpu HopMme 370-590 ¢); p <0,01.

Y OGonmpHBIX ¢ cuHIpoMoM Oiepca—/lannoc m Bpommka—JloOmreliHa ObLIN
BBISIBJICHBI cnabbie WU3MEHEHUS Ha CKaHOIpaMMe aneTKkTpodopesa.
XapakTepu30BAIMCh OHU OTCYTCTBUEM D@ MOJOXKHUTEIBHBIX BKIOUEHHUM B 00JIaCTH
MPEANnojIaraéMoro JOKyca pacrlojioKeHHusl Aa-Liernei MoJyieKyJsbl (puOpuHoreHa c
maccoit 70-95 kJI, 4TO CBUIETENBCTBOBAIO O HEMOJHOLUEHHOCTH MPOIECCOB
noymmMepusanun M® B pesynbrare nedekra yuactka Ao (knob), u, xak cineactBue
ero, HapymeHus agphUHHOTO MpUKperieHus K HeMy ydactka B (hole). Y 6ombHBIX C
CUHAPOMOM HECOBEPILIEHHOI'O OCTEOreHe3a JaHHbIM (PEHOMEH MOATBEPKIAIC
HapyLIEHUEM MPOLECCOB TPOMOMHUHAYLHUpOBaHHON ayTo-IIOM, rumnoarperanuei
TPOMOOIIMTOB C HAaTUBHBIM (UOpPUHOM (B KOHIEHTpauuu 2,4 1/11) U1 TpOMOUHOM B
cyonoporoBoii no3e (aktuBHOCThIO 1 NIH/mi), a Takxke ymepeHHBIM JepUIIUTOM
aKTUBHOCTH TpaHcriayTamuHasbl ((pakropa Xllla). HecmoTps Ha »5TH caBury,
MOKa3aTeld  aKTUBHOCTH  TpOTpoMOMHA  (OIEHUBAIOIIMECS MO  TecTam
IPOTPOMOMHOBOTO BPEMEHM M 3XUTOKCOBOMY BpPEMEHH) M CKOPOCTb OTILEIICHHS
¢ubpuHONIENTUIOB A OT O-Ilenel (OLIEHUBAIOLIASACA MO JTaHHBIM aHIUCTPOIOHOBOTO
TECTa) OCTABAJIUCh HOPMAJIbHBIMHU.

CrnenoBatenbHO, B CIy4ae OTCYTCTBUS OMOXMMHMYECKM 3HAYUMBIX M3MEHEHUI
NOJIMMEPHU3ALIMOHHON aKTUBHOCTU M® y OONBHBIX C aHOMaJIbHBIMU (PUOPUHOTCHAMHU
(A®I') ynop B IMarHOCTHKE KOAryJIOJIOTHYECKUX AUCHYHKIMMA ClieqyeT AeliaTb Ha
BBISIBJICHHE JE(PEKTOB B CTPYKType Ac-Ierei, COMpOBOXKIAIONINXCA HapyLICHHEM
(YHKIIMOHAIBHBIX CANTOB, KOTOpPble OOECHEYMBAIOT MOJHOLIEHHOE B3aUMOJACHCTBHE
JOMEHOB 1leneil ¢puOpuHoreHa ¢ TpoMOMHOM uW/minu adpPuHHBIMH ydacTKamu Bf3-
ueneit (hole) B D-nomene ¢pubpuna. B 3akmtoueHun cieayer n100aBUTh, YTO JTAHHbBIC
CABUTH NPUBOJAT K H3MEHEHUIO CKOPOCTU U 3()(PEKTUBHOCTU MPOTEKAHUS PEAKIINU
NOJIMMEPHU3ALMKY B TECTaX ayTOMHAYLUUPYIOMIMMHU pacTBopamu TpoMOuHa. [Ipu sTom
HE BOBJICYCHHBIMH B  IATOJOTMUYECKHIl  IPOLECC  OCTAIOTCS  COBOKYITHBIE
¢ubpunonientuasl A u B. Ilpeamonaraercs, 4To CTpPYKTypa M CTaOWJIBHOCTH
MOCJIETHUX MPU U3YYaEMOM IMPOLECCE HAPYIIAETCS] HE3HAYMTEIBHO U HE NMPUBOJUT K



CYIIIECTBEHHOMY HM3MEHEHUIO (PYHKIIMOHAIBHOW aKTUBHOCTU JAHHBIX CTPYKTYPHBIX
KOMIIOHEHTOB (puOprHOBOTO crycTtka [8, 10].

Takum oOpa3zom, TpaguIMOHHAs OuoXUMHUYEcKas OIeHKa 3((HEKTHBHOCTH
KOHEYHOr0 3Tana CBEPTHIBAHMUS C MOMOIIBIO TECTOB C SIIOBBIMHU TI€TE€POTE€HHBIMHU
KoaryJja3zaMmH, OLIEHKH CKOpPOCTH nojumepuzauuu @M He sBIsOTCA yOeaUTEeIbHbBIMU
U OKOHYATEIbHBIMM [UIs TOCTAHOBKHM JuarHoza ‘“‘nucuodpunorenemus”. Jlumib
aHaJIM3 MOJIEKYJIAPHON CTPYKTYphl (PUOPHMHOTEHA, B YAaCTHOCTH, C HCIOJb30BaHUEM
METOJIOB AJIEKTpodopeTHueckoro ckanupoBaHus B [IAI, mo3Bosser OKOHYATEIbHO
MOJITBEPIUTH HATMYUE CTPYKTYPHBIX aHOMAIHNI (UOpUHOTEeHA.

[Io mnonydeHHBIM MmaHHBIM, Yy OOJNBHBIX ¢ HeaudPpepeHITMPOBHAHBIMU
BapuantamMu CM/l umenum MecTO yMEPEHHO BBIPA)KEHHBIE U3MEHEHUs CTPYKTYpPHOU
opraHuzanuu MoJjekyiel ¢aktopa [. VYV «obmanmareneity Mapdanonono6HOTro
deHoTHNa OHM 3aKJIOYAJTUCh B MPOCBETICHUHU HIEKTPO(YOPETUUECKON TMOJOCH B
0o0JaCTH  CPEeIHEMOJIEKYJISIPHBIX ~ YYacTKOB, COOTBETCTBYIOIIMX  JIOKycaM  C
MOJIEKYJISIpHOM Maccoit 55-60 k/l, uTo cooTBeTCTBYET B O0jbIel Mepe yuyacTkaM Bf3-
nenei u B-hole B D-nomene mosekynbl. Y 00JbHBIX ¢ Diiepcanogo0HbIM (DEHOTUIIOM
BBISIBWJIMCH CJ1a00 BBIpaKEHHbIE H3MeHeHus: Ha O®d-ckaHOrpaMMe MOABHKHOCTH
MOJIEKYJIIPHOM  CTPYKTYpbl  BblIEIEHHOro (uOpuHOreHa. 3arparuBalid OHU
nperumyiecTBeHHO NH,-KOHIIEBbIE YYaCTKU Y-1IeNeil U 4acTh KPYyIMTHOMOJEKYISPHBIX
E-D-nomenoB. Kak u3BecTHO, MocieaHHe OTBETCTBEHHBI 32 MPUCOCIUHEHUE JIPYTUX
KOMIIJIEMEHTApHBIX MOCHeIHUM D-E-IJOMEHOB CO CIBUIOM MOJEKYJIBl Ha 2 M
00pa3yIoT LEHTPHI CBI3bIBAHUSA B MPOTOPHOPUILIIPHON CTPYKTYype ¢ nmomoribio SH-
cBszeit [9, 17].

VY i ¢ MASS-denotunom Bu3yanbHO3HAUNMbIE HapylIeHui B DD-CTpyKType
ocaxkJieHHOro  (uOpuHoreHa He  oOHapyxkeHOo. XOTd TMpU  NPOBEACHUU
KOAryJjoJIOTHYECKUX MCCIEIOBAaHUN y HUX UMEIUCh Ne()EeKThl MEKTPOMOOLUTAPHOTO
B3aMMOJICHCTBUS, OTOCPEI0BAHHbBIC yepes (GbuOpUHOTEeHOBBIE MOCTHUKHU
(runmoarperanusi Ha TOPOTOBblE M CyONOpPOrOBble J03bl HMHAYKTOpPA), a TaKxKe
MPOJIOHTUPOBAHUE AHIIMCTPOJOHOBOTO TecTa (C SI0M IMUTOMOpPIHUKA Agkistrodont
halys halys) B 1,3-1,38 pa3za u, acCOLMUPOBAHHOIO C MOCJIEAHUM, 3aMEIJICHHUE
ckopoctu ayTo-IIOM B cBsi3u ¢ HapymieHneM oTiierieHus pudpunonentuao A (FP-
A) or Ao-ueneii ¢ubpuHoreHa, a Takxke gedexroB ortmermieHus FP-B
COOTBETCTBEHHO OT Bf3-11emnelt rimkonpoTenaa.

MeHee nmokaszaTesbHbIMUA OKa3aJIMCh pe3ybTaThl DM-UCCieI0BaHUs CTPYKTYPhI
¢ubpuHOreHa B TpyNIe TMAalUEHTOB, CTPAJAIONIUX pPA3IUYHBIMA BapHAHTAMHU
HacJIeNCTBeHHBIX TpoMmOonuTapubix nuchyukmuii (HTII), xkoTopbie coueranuch c
MapKepaMu HapyLIEHWHA KOHEYHOTO 3Talla CBEPThIBaHMS BcaeacTBue Hanmuus [[OTI,



MPEUMYIIIECTBEHHO ¢ HapymieHueM npoieccoB [IOM, mbo ¢ runepdudpunonuzom 3a
CYET MOBBINICHHONW YyBCTBUTEIFHOCTH aHOMAJILHOTO (MOpHHA K TUTa3MuHy H t-PA.

VY Bcex 11 manmentoB ¢ HTII u 2 GOJIBHBIX C TSDKEJIOW U CPEAHETSIKENIOM
dbopmoit Oonesnn (on BumeOpanga H3MEHSUTUCH DJIEKTPOPOPETHUECKUE TOJIOCHI
ocakJieHHOTO (uOpUHOTreHa. 3aTparuBajii 3TU CIBUTM OO0JacTh CpeaHENd dYacTu
MOJICKYJIBI B 00sacTu ydactkomM ¢ MM B nuamazone 55-65 k/I. [locnmennue, kak
M3BECTHO, COOTBETCTBYIOT y4acTkaM B[3-1iereli u mpoKCUMalbHOMY YYacTKy Y-Ilenei
B BHJIC JIONOJHUTEIBHBIX «KOMIIO3UTOB» B YKa3aHHBIX 30HaX. JIUIIb y 2 GOJBHBIX C
ITA tumom Gone3nn Bumnebpanaa (1 pedeHOK ¢ cuHIApOMOM Alap/ia) onpeaesanch
JIOTIOJTHUTENIbHBIC BKJIIOYCHUS B MOJICKYJSIPHOW CTPYKType B OO0JacTH METKH,
coorBeTcTBYroler 75 k/[. Bo3MOXHO, 4TO B 3TOM 30HE HMMEIOTCA Y4YaCTKH,
OTBETCTBEHHBIE 32 KOMIUIUMEHTAPHOE CBSI3BIBAHUE BHYTPUTPOMOOIIUTAPHOTO
¢bubpuHOreHa W3 O-TpaHyJ C aJAre3UBHBIMH MOJIEKYJIaMH, aJcoOpOMpPOBaHHBIMH B
sHporenuonutax. OgHUM U3 HauOoyiee 3HAYMMBIX TOJIOOHOTO pojaa aare3uBHBIX
are’toB sBisieTcss cam daktop dhon Bumnedpanna (PBB). JloruyHo mpennonoxKuTh,
yTo mpu CTpykTypHOM aedekre BB (uto Bo3HmkaeT mpu Il Tume omHOMMEHHOM
00JIe3HU) HapyllaeTcsl MPOLECC MPUCTEHOYHOI'O CBEPTHIBAHUS B BHJE ‘‘IBOMHOTO”
YIHETEHUS air€3UBHOrO MOTEHIMana TpoMOouToB. C OHOM CTOPOHBI, BPOXKICHHAS
JADI" ¢ anomanueld BHYyTpUTpoMOOIUTapHOro (UOPUHOrEHA O-TPaHyd MPUBOAUT K
HapyUICHUSIM MEXTPOMOOIIUTAPHOTO B3aUMOJACHCTBUS, a C JIPYroll — HMMEIOIIHMACS
nedexr xpanenuss ®Bb B rpanynax xpanenuss Weibell-Pallade B sHn0TENManbsHOM
MaTPHUKCE BBI3BIBACT €Ile OOIBIINE KOATYIOIOTHYECKUE TTOJIOMKH.

VY KPOBHBIX POJCTBEHHUKOB OOCIIE€TyEMBIX OOJBHBIX BBISBISIIUCH OJTHOTHITHBIC
CTpYKTypHBbIe m3MeHeHus Ha DdD-monoce. OmMHAKO BEpUPUIIMPOBAHHBIMA B PaMKax
naroreHeTnyeckoro BapuaHta JIDI' oHM OKa3aIHMCh JIMIIb y POJACTBEHHHUKOB |-
JMHUU OOJIBHBIX C HACJIEICTBEHHBIMU KOJIJIAT€HOMATHUSMM.

OnpenenuB, 4YTO Beayllee MECTO CpeAd HapylleHWH (UHAIBHOTO JTamna
reMOKOaryJsiuu  y  OonbHbIX MJI  mpuHaiexkuT aucGuOpUHOTEHEMHSM, MBI
pacupenenuin  BCE JOCTOBEpPHbIE KpuTepuu pauarHo3a J®dIT mo OCHOBHBIM
KJIacCU(PUKAITMOHHBIM MPU3HAKAM CJICAYIOIUM 00pa3oM:

Knunnueckne npuzHaku:

1) MUKPOIIMPKYISATOPHBIN WM MSATEXUATBHO-TIITHUCTBIA TUIT KPOBOTOUYMBOCTH;

2) b0 XpOHUYECKUE UIIIEMUYECKU-TPOMOOTUYECKUE ITTU30/IbI;

3) yacToe codyeTaHue UX C CACTEMHON Me3eHXUMallbHOM nucmuiazuen (CM/);

4) yropHble TeMopparuu, HECMOTPS Ha MMPOBOAUMYIO TEPAIHIO;

5) OTATOIICHHBIN CEMEHHBI aHaAMHE3;

6) panHss MaHudecTays TeMOPParnIeCKUX CUMIITOMOB;



7) HEpeaKO CYOKIMHUYECKOE UM AaCUMIITOMHOE TeYeHHE MAaTOJOTUH.

JIabopaTopHbIE KPUTEPUU:

1) nHopmanbHas KoHIeHTpaus ¢pudbpunorena B miazme (2—-3,9 r/n mo Clauss);
penko — rumno (a) GuObpruHOTreHEMUS;

2) dyacTo — TruUmoarperauusi TpPOoMOOIUTOB Ha (UOPUHOIEH, KOJIJIareH,
apaxuJoHarT;
3) HOpMaJlbHbIE noKasarenu AKTUBHUPOBAHHOTO napralbHOTO

tpoMmborutactuHoBoro BpemeHu (AIITB); opro-denantpomuuoBoro tecta (ODT),
oleHHUBarOIIEro KoHneHTpaunto POMK; akTMHBHOCTH aHTHUKOATyJISIHTOB;

4) yIIMHEHHWE  KOHEYHOrO0  JTama  CBEPTHIBAHUS:  MPOJIOHTHPOBAHUE
Tpom6unosoro Bpemenu (TB), IIporpomOunoBoro Tecta (IIT) — Bemymuii mpu3zHak
IPY CKPUHUHT-TUATHOCTHUKE,

5) ymwiMHeHue HXUTOKCOBOTO (a1 »bbl, Echis multisquamosus) win
AQHIUCTPOJOHOBOTO (s IIUTOMOpAHUKA, Agkistrodont halys halys) BpemeHu
CBEPTHIBaHUS KPOBH;

6) TPOJOHTUPOBAHUE CKOPOCTU ayTo- (peke WIH/M TeTepo-) MOJIUMEpPU3AINH
MOHOMEpPOB (huOpHHA.

7) axtuBanus (pexe yrHetenue) Xlla-zaBucumoro ¢uOpHHOIW3A TO JH3UCY
3yriao0yIMHOBOIO CTYCTKA;

8) nedunmr ¢ubpunonentunoB A u/unu PparmentoB nporpombuna (FP1,
FP2).

MoueKkyIapHO-TeHETUYECKUE MAPKEPHI:

1. CrpykrypHble aHOMaiuu (GUOPUHOTEHA TIPU BIEKTPOPOPPETHUECKOM
CKaHUPOBAHUU M M30()DOKYCCUPOBAHWUHU, SMUCCHOHHON (POTOMETPUH, SIEKTPOHHOM
MUKpocKoruu [21].

2. OrcyTrcTBUE W/MAM aHOMaNMs (PYHKUMOHAIbHBIX CaWTOB, JaucOanaHc
AMUHOKHCIIOT TIpU CEKBHHHpPOBAaHWM u amrumdukanuu wmatepunckoir JIHK —
OKOHYATEeJIbHAS MOJIEKYJIIPHO-TCHETUYECKasl BEPUPUKAITHSI.

3. PentrenoBckas kpucramorpadus ¢udpuHorena u ¢pubpuna (“Knobe-hole
interactions”), GyHKIIMOHAJbHASI HETIOJIHOIICHHOCTh JOMEHOB CBSI3bIBAHMSI.

Takum o6pazom, npu cunapome CMJ] HapymieHWs B CHCTEME TeMOCTasa
MPEUMYIIIECTBEHHO 3aTParuBalOT KOHEYHBIA 3Tall CBEPTHIBaHUS KpoBH. [lpu sTOM
HanOoJiee YacTO BBIABIAIOTCS HAPYIIEHUS MPOLIECCOB TPOMOMHOMOCPEIOBAHHOMN
noyuMepusauu GuopuH-MoHOMEPOB. OleHka 3P(HEKTUBHOCTH KOHEYHOI'O KacKaja
CBEpTHIBAHUS BO3MOXHA W TMpaBOMOYHAa Ha 0a3e WCCIEJOBaHHUS  SAOBBIX
KOAryJSIIIHOHHBIX TECTOB, TECTOB MOJMMepU3annu GuOPUH-MOHOMEPOB, MTOKa3aTese
dbubpuHonm3a, a Takxke omnpeneneHus aktuBHocTH (akropa Xllla nHapsgy c
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MPOBEICHUEM «O0a3MCHBIX» KOATyJSIIIMOHHBIX 1po0. ['emopparmueckue DT
natorHoMoHUYHBl 11t CMJI u cBsizZaHbl Kak €O CTPYKTYpHOW aHOMalueu
KOJUIAr€HOBOT'O MAaTPHKCA, CTEHKHU COCYJIOB, TaK U CO CHW)KEHUEM KOHLEHTpaluu
I1a3MEeHHOTO (puOpoHEeKTHHA. J[MarHOCTUKAa CTPYKTYPHBIX aHOMaIWi (puOpHUHOreHa
(nucubOpuHoreHenit) noJKHa 0a3UpOBATHCA HE TOJBKO HA T'€MOKOATYJISIIMOHHBIX
TECTaX, HO U Ha OCHOBE BBIMIOJHEHHUS 3JIEKTPODOPETHUECKON AETEKIIMU BbIIEIEHHOTO
¢ubpuHoreHa, a B pdAle CIy4aeB M MOJICKYJIIPHO-TEHETUYECKOro aHanuza. B
pacno3HaBaHUM aHoManui ¢uOpuHOreHa npemnoxkeHHsle kpurepuu DI obneruar
muddepeHnranuo 1 BepupUKAIUIO0 KOATyJIOJIOTHYECKUX TOJIOMOK TMPU CHUHAPOMAaxX
CM/JI. Onpenenenrie NaTOT€HETUYECKUX BapUAaHTOB HAPYIICHUNW KOHEYHOrO 3Tara
cBepThiBaHus y OosibHbIX CMJl mo3Bosut OynymieM OpUOIM3UTBCS K PELICHUIO
po0JIeMbl HAlIPaBIEHHOM Tepanuu OOJIbHBIX TUCIIIIACTUYECKUMU CUHIPOMAMH.
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CTPYKTYPHO-OYHKIUOHAJIBHBIE HAPYIHIEHUSA
KOHEYHOI'O 3TAITA CBEPTBIBAHUS KPOBHA Y BOJIBHBIX
JAACIINIACTUYECKUMHU CUHAPOMAMMU

B.T. Crypos, IA B. IIynpme.aL C. 51. AamyT, B.A. [Lmomkun

HoBocudupckuii rocy1apcTBeHHbIN MeIUIMHCKU YHHBEPCUTET
Pe3rome. B crarbe 1pencTtaBieHbl pPE3YJIbTAThl HMCCIEHOBAHUSA ITOKa3aTelIen
KOHEYHOTr'0 3Tara CBEPTHIBAaHUS KPOBH, MPOU3BEACHA OIIEHKA CTPYKTYPbhI MOJEKYJIbI
¢budpuHoreHa © KOHIEHTpanuu (UOpOHEKTHHA Yy OOJBHBIX C CHHAPOMOM
MezenxuManbHo aucmiazun (M), Ilpu MJ[ npeuMyniecTBEHHO HapyIIarOTCA
IPOIIECChl  TMPOIECCOB  TPOMOMH-OMOCPEIOBAHHOM  TMOJIUMepHu3anuu  GUuOpUH-
MOHOMEpPOB. B psne ciiydaeB 3TH HW3MEHEHHS CBSI3aHbl C HallMYUEM B KPOBOTOKE
aHOMaJTbHBIX (uOpuHOTEeHOB — mauchudpuHorenemun ([DI). Onenka cTpyKTypHOI
KOMMo3uluk  (UOpUHOreHa TO3BOJSET  BBISIBUTh  HAPYLIEHUS Ha  YPOBHE
(GYHKIIMOHAIBHBIX CAaMTOB MOJIEKYJbI (UOpPHUHOTE€HA U IIEHTPOM CBSI3bIBAHMS
KOaryJsilMOHHBIX  mpoTeuHoB. KoHuentpauus  (UOpPOHEKTMHA  CYHIECTBEHHO
CHIKAETCS TIPU HAJIWYUU TeMopparuueckux BapuantoB MJ[, a y Oo0JbHBIX
TPOMOOTEHHBIMU (pOopMaMu Me3eHXUMabHOU nuciazuu (M) umeer TeHIAEHIUIO K
MOBBIIIEHUIO, YTO CBS3aHO KakK CO CTPYKTYPHOH aHOMajaueld KOJUJIAr€HOBOIO
MaTpuKca, CTEHKA COCYIOB, Tak © JedeKTamMu  peakiuu  TeHepaluu
¢ubpuna/pudpunorena. [lpemnoxensl auarnoctuueckue kpurepuun DI, koTopbie
no3BoJiAT  Bepubukamuio  gedektoB remocraza npu  MJI.  Omnpenenenue
MaTOreHETUYECKUX BapUAHTOB HAPYIICHHH KOHEYHOrO JTama CBEPThIBAHUSA Y
oonbHbpix CMJl mo3Bosut B OnmkaimeM OyayIieM NpUOIU3UTBCA K PEHISHUI0
po0IeMbl HAMIPABIEHHOM Tepanuu OOJBHBIX TUCIIIIACTUYECKUMU CUHIPOMAMH.
KiloueBble cioBa: xoHeuwwli oman,  QuoOpuHozeH,  GubdpoOHeKMuH,
nOIUMEPU3AYUSL MOHOMEPO8 hubpuna, oucghubpurnocenemuu
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O HacneacrBeHHbE
KosrareHonamm

B HeandxepeHunpoBaHHbE
BapuaHTLICM1

O HemaeHMdmuupoBaHHbE
c¢hopmMbI

O Quuppom / 60ne3Hb
Bunne6paHpa

B HIM

O TpombGoreHHbE opMbI
avq
B KoHtporb

nauveHtsic  KoHTporb
avig

Puc.1. Konuyenmpayusa gpuoponekmuna 6 naazme 6oavnvix CM/] (mkz/mn)

*_p<0,005,#-p<0,01
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Puc. 2. Ckanozpamma evidenennozo ¢puopunozena nayuenmos ¢ CM/[ ¢ zene
noauakpunamuoa (necamue).
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