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MexaHM3Mbl ANACTOJbl JIEBOIro

XKeENyaouKa
. PaccnabneHne Mnokapaa - akTVBHbIV
SHEPro3aBUCUMbIN KOMMOHEHT AMACTONbI.
- XKecTKoCTb MMOKapAa - NacCUMBHbIN
KOMMOHEHT AMACTONbl.
o [lononHutenbHble (aKTOpbl: 3M1aCTUYHOCTD

nepuvkapaa, Mexokenyao4ykoBOe B3anMOAENCTBUE,
COKpaTUTENbHAs CNOCOBHOCTb SIEBOro Npeacepamns
N OaBJIeHNe B HEM, OTKPbITUE MUTPANbLHOIo
KnanaHa, aasneHue 3anonHeHmsa JIXK —
npeaHarpyska, MoCTHarpyska, 4acrtoTa cepAeYHbIX
COKpaLLEeHMN, BO3pacT, reoMeTpusa nonctu JOK.



[Nlepuoabl AMACTOJ1bl J1IeBOro
Xenyaouka

+

= V30BOJIIOMETPUYECKOE paccnabneHue;

s Nepuop paHHero AMacTosIN4ecKkoro
HarMoJ/IHEHWS NeBOro Xenyao4ka: da3a
6bICTPOro 1 a3a MeasIEHHOro HarMoSIHEHUS;

x MEepunoj no3aHero AMacTon4YecKoro
HaMNoMIHEHNS! JIEBOIO XeyA04Ka,
COBMaAaloLWwmMn C CUCTONION NEBOIO
npeacepaus



NMaTodusnonorna AMacToIM4YecKon cepaevyHom
He[OCTaTO4YHOCTM.
I-O H.beneHkoB, ®.T. Arees, B.FO.MapeeB 2001.
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BHyTpucepaeyHaa reMoaoMmHaMMKa
ANACTO/INYECKUX HapYLUEeHUHN

I = HayanbHble cTaguun HapylweHus avactonnyeckon dyHkumm JIK He
conpoBoOXAatloLnecs ysenm4yeHMeM KoHe4YHo-AnacToIn4eckoro
OaBNIEHNA B Xeyoo4yKe, XapaKTepusyrTcad CHMXKEHUEM CKOPOCTHU
M30BOJIIOMETpPUYEeCcKoro paccnabneHmna n o6bema paHHero
ANACTOJINYECKOro HanoJiHeHus. [1pn 3TOM yBeNnunBaeTcs 0bbeM
KPOBOTOKa BO BpeMs cuctosbl npeacepavs (A). Ha
gonnaeporpaMMmax TPaHCMUTPasibHOroO KpOBOTOKA BbISIBNAETCA
CHMXXeHMe aMMITyAbl NUKa E m gBenuquue BbICOTbI NMUKa
A. DTO CBMAETENbCTBYET O TOM, UTO bonbluas 4acTb
ANAaCTOJINYECKOro KpoBOTOKa BC/ieACTBME HapyLUueHUsA
noaaT/IMBOCTU CTeHKU JIXK ocyulecTBnsieTca BO BpeMs
aKTUBHOMN cuctonbi JIMM.

» [lo3aHMe cTaaumn HapylweHus Avactonnyeckon dyHKumm JIK
CONpPOBOXAAKTCA POCTOM KOHEYHO-ANACTONMNYECKOro AaB/iIeHUS B
JIXX 1 paBneHnsa B neBOM npeacepann U K «ncesgoHopmMannsaumm»
ANACTONIMYECKOro HamnosIHEHUSA Xenyaouka. 3TO CONPOBOXAAETCS
yKopoueHueM ¢asbl U30BOJIIOMETPUUECKOro paccnabneHus,
YyCKOpEeHueM paHHero amacronnyeckoro HanosnHeHus (E) n
pPe3KUM NaToJIorM4YeCKMM yMeHbLUeHUEeM HanoJIHeH s BO
ﬁgﬁmn cucronbl JIM (A) — peCTpUKTUBHLIM TUNOM HArMNoOJIHEHUA
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BIMUAHUE ANbOOCTEPOHA HA PEMOOEJNNIMPOBAHUE CEPOEYHO-
COCYOAUCTOU CUCTEMbI
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BnnaHue anbgoctepoHa Ha runepTpoduio MmokapAaa.
OTHOCUTEenNbHbLIN YPOBEHb 3KCNPecCcUun Mmapkepa
runeptpocdpumn (MPHK a-aktnHa - ACTA7T) yepe3 24 n 48
yacoB nocne oopa6otkn KMLU pa3nnyHbimm gosamm

‘ anbAocTepoHa.
i

C AT A25 AS0D A+S

C - KML KOHTpOnbHOM rpynnbl

AT - KMU, o6paboTaHHbIe AT lI;

A25n A50 - KML, o6paboTaHHbIX arbOOCTEPOHOM
pa3nn4yHon KoHueHTpauuu (25 n 50 nmol/L)

A+S — KML], o6paboTaHHble anbAoCTEPOHOM B
NPUCYTCTBUU  CMNUPOHOSAKTOHA.

*P<0.05 vs C; 1P<0.05 vs A50.




HekoTopble U3 N3BeCTHbIX CUrHaJIbHbIX NyTEeN pa3BUTHUS
runeptTpodmm KJIeTKM U BO3MOXKHble MEXaHU3Mbl, MOCPeaCTBOM
KOTOPbIX MyTauuu npu runeprpodpmnyeckon kKapamoMmonaTmum
MOryT NPUBOAUTDb K NOBbILUEHNUIO BHYTPUKJIETOYHOM
KOHLIEHTPaLuu MOHOB KaJibLua B ANaCTONy.
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FeHeTUKa AnacTosim4yeckon ANchyHKLUN
npu runepTpodnyecKon
KapaunoMmonaTum

beta — MMo3nH Tsxenble uenn 40% 6enKkoBOM MacChl KNETKY,
reH pacnonaraeTcd Ha 14 xpoMocoMe, COCTOUT 43 3K30HOB
(38 koampytoLmx), obecneynBaeT COKPATUTESbHbIE U
3/1aCTUYHbIE CBOMCTBA CapkoMepa;

a—TpONOMMO3MH, FeH pacnonaraeTcd Ha AIMHHOM nede 15
XpoMocomsbl (15g2). CoctonT n3 15 3k30HOB), npuunHa 'KMIT
B 3-5%:;

TantnH 10% 6enkoBon Maccbl KNETKU, FrEH pacrnosioraeTcs Ha
OMHHOM nniede 2 xpoMocomsbl (2g31). Coctont n3 363
3K30HOB. ObecneunBaeT 3/1acTMHEecKne CBOMCTBA CapkoMepa U
peanu3aumio 3akoHa ®paHka-CtapnuHra;

BnvsiHne reHoB MOAMMPUKATOPOB Ha ANACTOJIMYECKYIO
PYHKUMIO.



BapuaHTbl TeueHus 'KMI

1-ctabunbHoe, nO6poKayYecTBEeHHOEe TeyeHue;
2-BHe3anHaa CMepTb;

3-nporpeccupyollee TeueHue, XxapakrepusytoLieecs
YCUIIEHMEM OAbILLIKKU, CabocTn, yToMnseMocTn, 60n1esoro
cuHapoma (atunuyHble 6onun/cTeHokapams), NosIBNEHNEM
MPECUHKOMNANbHBIX U CUHKOMANbHbIX COCTOSIHUN, HApYyLUEHWEM
anacronnyeckon dyHkumm JIXK;

4-«KOHEYHasi CTaAnUA», XapaKTEPU3YIOLLAACA HEYKIIOHHbIM
NPOrpeccpoBaHNEM XPOHNYECKOW cepaeyHOM
HeA0CTAaTOYHOCTN, 06YCNOBIEHHON PEMOAENNPOBAHNEM
MMUOKap/aa N CUCTONMMYECKOM aAncdyHkumen JDK;

5-pa3BuThe cunbpunnaumm npeacepann y 6onbHbIx FKMIT 1
CBSI3@HHbIX C HEN OCNOXHEHUN (TPOMO03MOOINYECKMX)
SIBNAETCS CAMOCTOSATESIbHbIM (PAKTOPOM MI0OXOro rnporHo3a y
60nbHbIX KM,



[eMmoAMHaMU4YyecKue BapuaHThbl
O6CTPYKTUBHOU KapANOMUONATUMN

a C HaAnumeMm cybaopTasibHOM OOBCTPYKLIMK B MOKOE
(Tak Ha3biBaeMou Ha3anbHOW 06CTPyKLUMEN);

x C 1abunbHOM 06CTPYKLMEN BbIXOAHOIO TPaKTa
XXENYA0YKOB, XapaKTEPU3YIOLENCS 3HAYUTENbHbIMU
CMOHTAHHbIMU KOMEOAHMAMU BHYTPUMXKENYA0UYKOBOIO
rpaaveHTa AaBnenus 6e3 BMaMMon NpuUYmHbI;

s C JTATEHTHOM OBCTPYKLMEN, KOTOPAs BbISBASETCS
TOMbKO NPU MU3NYECKOWN HArpy3Ke U
NMPOBOKALIMOHHBIX (hapMaKoormyeckmnx npobax .



Llenb uccnegoBaHus

+

» OUEeHKa AnacTonnyeckon pyHKLUMK

NIEBOrO XeNnyao4yka n ee 3Ha4MMocCTu B
hOpPMMPOBAHUN KITMHNYECKOWN KapTUHDI
Npu rmnepTpopnyecKon
KapauoMMonaTum.




Habntopaemble rpynnbl NauMeHToB
c runeptpodunyeckon kapamommonatnen (FKMIM)
1 BTOPUYHOU runepTpoduen mmokapaa (BIrM)

BI'M (Ar, CIN)
n= 5

Be3 o6CcTpyKUUM

\4 v

Be3 o6¢cTpyKuMM

2 n =38
C obcTpyKumen C NaTEHTHOM

n =8 obcTpykumen -2)

C ob6cTpyKumen

n=10 n= 4

AcummeTtpuyHaa -n =30

AcuMmeTpuyHasi — n =89 CummeTpuyHaa -n =25

CuMMeTpuyHas - n =21
KoHueHTpuyeckaa n =40
AKcueHTpuyeckaas n=15

CpeaHuun Bo3pacT:

CpegHu Bo3pacrT:
M _48.7%£226 X-44.88 +2.30 peAa p

M-51.18 £2.60 X-57.13 £ 2.28

46.8 1.6



Onpeaenexnne mopdhodyHKLMOHANBHOTO TMMNA NOPAXKEHUS

MKOo

muokappaa A.B. CymapokoB, B.HO. CTaXKWH

1.0 A
[uneptpodunyeckmnn| Pectpuk-| AnnaTaLMOHHbIV
'0-9 L MOT TUBHbIW | TUM NOPaXXEHUS]
C PECTPUKTUBHbBIM TMN | MMOKapAaa C pec-
0.8 KOMMOHEHTOM TPUKTUBHbIM
KOMMOHEHTOM
0.7
06 | vneptpopus AunaTtaums
(rMnepTporyecknm (aMnaTaumnoHHbIN
TIn) ™M)
0.5 | NoM
Mn/r
/7 | | | | | | | | | | >

o4 05 .06 0.7 08 09 10 11 1.2 13 14



OueHka anacronimyeckon byHKLUMU
JIeBOro Xenyaouka 1

a — Anactonnyeckas QyHKUNS He
HapyLweHa, 6 — Ha4yasibHble
HapYLUEHNS AMACTO/IMYECKON
dyHKunn (npeobnagaet
HanonHeHue JIXK Bo Bpems
cuctonbl JIM), B — peCTPpUKTUBHbIN
TMN ANACTONIMYECKOrO HarMoJIHEHUS,
r — Aonnnep-axokapamMorpaMmma
60nbHOro C NpU3Hakamum
anactonnyeckon anchyHkumm JIK.
E — nuK gmMacrtonmyeckoro
HanoJIHEHNS BO BpeMs (a3bl
6bICTporo HanonHeHns JIXK, A —
MUK OMaCTOIMYECKOro HaMoSTHEHNS
JDK BO BpeMs CUCTOSbl 1IEBOIO
npeacepams.




+

OueHka anacronimyeckon byHKLUMU

JIeBOro Xesnyaouka 2

= 1) MakCMManbHYO CKOPOCTb PaHHEro rnuka

anacronunyeckoro HarnosnHeHus (E);

2) MaKCMMasibHY CKOPOCTb TPaHCMUTPaAsIbHOro
(Kpﬁ)BOTOKa BO BPEMSI CUCTOSIbI JIEBOrO Npeacepaus
A);

3) nnowaab noa KpMBou (MHTErpan CKoOpocTu)
PaHHEro AMacToIMYECKOro HamosnHeHus (E) v
npeacepaHon cuctonbl (A);

4) BpeEMSA N30BOIIOMETPUYECKOr0 paccnabneHns
JK (M3mMepsieTcs npyu 04HOBPEMEHHOM
perncTpaumm aopTasbHOro U TpaHCMUTPASIbHOIO
KPOBOTOKA B NMOCTOSIHHO-BO/THOBOM pexXume u3
arnuKanbHOro AocTyna).



[IMHaMMnKa nosBfieHNUsa KIMHUYECKNX CUMNTOMOB

N2 CuMnTOMDI Bo3pacT nosasneHnsa M
n/n +m
1 Kapananrum 39.3 £ 9.4%
2| | Cnaboctb (YyTOMIAEMOCTD) **39.2 + 11.2
3 Oabiwka 40.6 £ 11.5 Hpa
4 Napokcu3MasibHble HapyLeHusl puTMa 41.1 £+ 5.9 HAa
5 JdkcTpacucrtonusa (Oxkenyaouykosas) 41.2 £ 11.9 HA
6 IkcTpacucronua (HagxenyaovukoBas) 42.1 + 10.7 HAa
7 CteHOKapaus 43.9 +£ 10.5 HAa
8 FoNnoBOKpYyXeHue 43.7 £ 11.3 HAa
9 CuHkone *¥%46.2 £ 10.4*
10 | CepaeuyHass HeAOCTAaTOYHOCTDb *¥*%46.6 + 11.3*

CpedHul eo3pacm rnosiesieHUs1 nepebix cumrnmomos rnpu F’KMII:
C o6cmpykuyueu 36.2 *11.2 be3 o6cmpykyuu 38.3 £11.7
P>0.05
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3aBMCUMMOCTb YaCTOTbl CAMIITOMOB OT HaJ/Iuus
o06cTpykunun BOJDK y 6onbHbIX ¢ TKMI
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KnuHunko-axokapauorpaguyeckme conoctaBneHns
npu FKMIT - 1

MokazaTenun r’KMmn NMokazaTenun

_IL IXO-KI (CMMnTOMbI) IXO-Kr

Ooviuka ~F——
I1I°KO Kapauaaruu
Cmenoxkapous

\ A\ dxerpacucronus

(*xeJIy104KO0Bas)
¢ 31<cmpacucm0ﬂuﬂ | \
" \ (.« 02ceny00uKo6a)
\ \ llapokcusmMajibHbIE

HApYIIEHUS

¢. A I'paguenTt
T'osi0BOKpY:KECHME
Cunkonanvnble cOCMOAHUA AAaBJICHUSA

(Cunkone) (S BOJIK
Ciaaboctb
P<0,05 (YromsieMoCTh)

NOM




Kinanko-3xokapauorpauueCKue COnoCTaBICHUS IIpH
['KMII u BI'M 2

TMXN I'BC())H)K
5% 40% MKO

5% 0%
20%
Tsc  ummk VOMm

MBOITX 15%

= 50%
T JINHN4YeCKune
BI™M KO
ke o
0% 0%
s 20% o oh



NAPAMETPbl BHYTPUCEPOEYHON TEMOOAUHAMMUKU (3XO-KT)
NP HANNMMYUU U OTCYTCTBUU CH

'KMI
P=0,0003
~a5cm M nn
1.8 c™m | P=0,001
55cm I MK
s | P=0,002
1,2 cMm Tem T3C
P=0,07
0,98 = KO
- | P=0,09
peT <l MMITXK
79 Mmn 0,05<P<0,1 KOO

MJ

. 0
0,05<P<0,1

'M

B
m"l 0,05<P<0,1

4.4 cN LJ

0,84

0,05<P<0,1




n peacepaHo-XenyaodkoBoe OoTHoLWeHue

BHyTpucepaeyHasa remoanHaMmka

npu 'KMIT n BI'M

@ bomHbie ¢ KM
bormHbie ¢ B M

0 0.1 0.2 0.3 0.4 0.5 0.6 0.7 0.8 0.9
MHpekc "obbem/Macca”, mn/r



XapaKTepUCTMKa BHYTpUCEPAEYHOU rEMOANHAMUKN
Npy pasnnyHbIX BapmaHTax TedeHuda KMl

[IpencepaHo-KeITya04YKOBOE OTHOHILHI/IG
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'BOJ1)X n BapmaHTbl TeueHns 3abonesaHus
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OueHKa napameTpoB BHYTpPUCEPOEYHON reMOANHAMMKY
(OXO-KI') npu OTCYTCTBIUM U HANMUYMN OCHOBHBIX KITMHUYECKMX
cumnTomoB npu ['KMI1-1

65,316,7

95,9+11,3

E/A=0,88+0,05

Kapananrum

4,2+0,4
3,1£0,5

E/A=0,94+0,07

[Mapokcusm.
HapyweHus putma
4,540,5 4,4+0,4

4,3%0,4

4,1%0,4

2,2+0,4

E/A=0,79+0,04



OueHKa napameTpoB BHYTPUCEPAEYHOWN reMOANHAMUKN
(OXO-KI') npu oTCYTCTBUAM M HANMUYUN OCHOBHbIX
KnuHKUYeckux cumntomos npu 'KMI-2

—Gfeﬂoxapnwﬂ
60,3

9+0,6

75,614,4
71,6x7,5

63,2+11,8
93,8+10,2

E/A=0,88+0,11

CnabocTb
4,620,2
427402  2,4+0,2
I!ill I!Eii&m3
59,3+11,0

94,8+5,8

47,9191
37,012,
A

E/A=0,92+0,08

CuHKkone

o=
73’3_7’ 73,016,3

®B

58,0112,0

55,13

E/A=0,98+0,10




ConocTtaBneHue anekTpo-axokapanorpaduyeckmx
BaHHbIX npu KM

I'I;giaTenm OKI npusHakn | llokasaTenu
IXOKI QT IXOKT

TTORG1a
C-A bnokaga
CCCY

= Cungpom WPW <——— ]
Macca muokapaa Cunppom CLC - Mpenceppato
NEBOro Xenyaouka [ CrPX <— —F KenyaoukoBoe

<P HeratueHbIin « T» OTHOLUeHue

. _——[laTonornyeckuit «Q»
«QS»
- MonHas 6nokaaa NHMT y
HenonHas 6nokapa JIHMT
okafa nesou nepeaHen seteu M
bnokaga nesow 3agHen Betsu NI
MNonHas 6nokapa MHMC

HenonHas 6nokapa MHMC
HapyLueHust B/ X NpoBOAMMOCTY
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JieueHune aunTnaseMmom 2

XapaKkrepucTuka BHyTpucepae4Hon reMoanHaMuUKu
y uccrneayembix 60MnbHbIX A0 U B npoLecce
neyYyeHusi QU TUA3eMOM
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AnHaMMKa nokKkasaTesnien ANacTo/INUYEeCcKoU
¢pyHKLMM NO pe3ysibTaTaM XMPYPruyeckKkoro

neyeHmsa no AaHHbIM IXOKI (n=21)

+

Jlo onepanuun ITocne onepanun P
KJP JOK, mm 41,3+73 46,1458 <0,05
CooTHollIeHHE THKOB 0,8310,6 1,40+0,71 <0,05
E/A
Bpewms 125,5+38.9 70,1+12,7 <0,05

H30BOJIIOMETPHYECKOTO
pacciiabieHus, MCeK




JletanbHoCTb — 2,3 %

T CTpyKkTypa netanbHOCTW

10 % OHMK

10%0/0
40 % BC
MO 21,12

40% CH .
MO0 21,2



BbiBO/bl
+

= AHannM3 napamMeTpoB peMoaeTIMpPOBaHUS
cepaua y 6onbHbIX TKMI1 BbisiBUI
3HAYMMOCTb AMACTONMYECKUX HAPYLLEHN
B (POPMUPOBAHNUN OCHOBHbIX KJTMHNYECKNX
CMMNTOMOB 3aboneBaHus;

= [lOBblILLIEHME NOoKa3aTena npeacepaHo-
XXenya04KOBOIro OTHOLIEHUSA KOppennpyeT C
TSXXECTbo TedeHuns 3aboneBaHus, Npy 3TOM
Hanbosnee TsXesnble BapuaHTbl Te4YeHus
oTMeyeHbl npu KO >=1,1.



