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Bompock! 3rnonaTorenes3a u AnarHoCTUKA
MATATAITMOHHON KAPIMOMUONIATHUN
(KimmHu4ecKas JICKIus)

H.A.lLocTak, A.A.KnnmeHko
PrMy, Mockea

Junaratimonnas kapauomuonatusa (JKMIT) — nopaxenue
MHOKAP/Ia, DA3BUBAIOILEECS B PE3Y/IBIATE I€HETUYECKON ITPE/I-
PaCIONIOKEHHOCTH, XPOHUYECKOI'O BUPYCHOIO MUOKAP/INTA,
HAPYIEHNH UMMYHHOM CUCTEMBI M XaPAKTEPUIYIOMIEEC BbI-
PAKEHHBIM PACIIMPEHUEM KAMEDP CEPALIA CO CHUKEHUEM CU-
CTOJINYECKOH (PYHKLIMU JIEBOI'O U IIPABOTO JKEJIYIOUKOB, HAJIN-
YUEM JUACTOIUYECKON JUCPYHKIIMHN PA3HOU CTENEHU.

Anupemuonorus

3a6071eBAEMOCTb COCTABIACT 5—7,5 cydas Ha 100 ThIC. Hacese-
HUA B IoJl, Y My’)KYMH OHA BO3HHUKAET B 2—3 Pa3a 4aie (0COOeH-
HO B Bo3pacte 30—50 s1eT). DTO 3a00/1€BAHUE CTYKUT IPUUUHON
XPOHUYECKON CEPAECYHON HEJOCTATOYHOCTU B 30% Ciydaes.
Cpeau Bcex BUI0oB KapauomuonaTuii JJKMIT cocrasmser 60%.

Knaccudukauums

CoracHo CyIeCTBYIONIEH Kiaccudukaiuyu BcemupHon op-
I'AHU3ALNU 3PAaBOOXPAHEHHUS BBIACAIOT ClIeAyomue (hOpMbl
JKMIT: uauonaTuyecKylo, CEMEUHYIO/TEHETUYECKYIO, BUPYC-
HYIO M/WIA UMMYHHYIO, aJIKOT'OJbHYIO/TOKCUYECKYIO, 4 TAKKE
crienuguueckue Kapauomuonatuu (KMIT) npu gpyrux 3a6o-
JIEBAHUAX CEPALIA U CUCTEMHBIX ITPOLIECCAX.

[To wraccuduranuu Maron u coasr. (2006 1) Bce cydan
JKMIT pa3aeneHsl Ha JBE IPYIIIBL IEPBUYHBIE (TEHETUYECKUE,
HEI'CHETUYECKUE, IPUOOPETEHHBIE), IIPU KOTOPBIX IIPEUMY-
LIECTBEHHO IOPAXKAETCA TOJIBKO MUOKAP/, U BTOPUYHBIE (IIPH
PA3HBIX CUCTEMHBIX 3200JICBAHUSAX).

Pa6ouas rpynmna ESC (2008 1) npeanoxuia HOBYIO KJIACCH-
puxarmio KMIT, HCKITIOYAIONTyIO HATMYHE UIIEMUYECKOM, KiIa-
[TaHHOI, TUIIEPTEH3UBHON (popm JJKMIT.

dTuonorusa

B OOJBIMIMHCTBE CJIY4d€B 3THOJIOIUs HEU3BECTHA, OJHAKO B
passuTnu nepsudHoi JKMIT 60/1b1110€ BHUMAHUE YAEIACTCH:

* CEMEMHBIM M T€EHETUYECKUM (PAKTOPAM;

* [IEPEHECEHHOMY BUPYCHOMY MHUOKAPIUTY;

* UIMMYHOJIOTMYECKMM HAPYIICHUAM.

B reHeTnyeCcKux MCCIEAOBAHNAX NIPU PA3BUTHN UIUOIIATH-
uveckon JJKMIT B 1/3 ciydaeB onpeseneHa CEMENHAA IPeApac-
[IOJIOKEHHOCTD, IIPX KOTOPOU ITPEUMYIECTBEHHO IIPEBAIUPY-
€T ayTOCOMHO-JOMHMHAHTHOE HACIEeJOBAHNUE (ayTOCOMHO-/I0-
MuHaHTHBIE JKMIT). Onucanel ayTOCOMHO-PEIECCUBHEIE,
X-ClLIeTUIEHHbIE 1 MUTOXOH/IpUaIbHbIe (popMbl JTKMIT.

AyTOCOMHO-IOMUHAHTHBIE (POPMBI XAPAKTEPUBYIOTCS KIMHUYC-
CKOM BAPUAOEIBHOCTBIO U TEHETUYECKOM I€TEPOr€HHOCTBIO. Mu-
TOXOHApHAILHBIE JKMIT CBA3aHBI C AHOMAIMAMU MUTOXOH/IPU-
IBHOU CTPYKTYPBI U JUCHYHKIIUEN TIPOLIECCA OKUCIUTEIBHOTO
docdopunmposanys. BeieacTue MyTali HApyIHIaeTcsl SHEpre-
TUYECKUH OOMEH KAPAUOMHUOLIUTOB, YTO IIPUBOAUT K PA3BUTHIO
JKMIT OrmcaHbl TOYEYHBIE MYTAIIMHM U MHOKECTBEHHDIE JIETIe-
MM B MUTOXOHJIPHAILHBIX JTHK Kak npu Criopaindeckux Cry-
qasax JJKMIT, Tak ¥ Ipyu CEMENHBIX. MHOTE MUTOXOH/IPUAIBHBIE
MHONATHH ACCOLMUPYIOTCS C HEBPOIOTMYECKAMM HAPYIIECHUAMU.
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B nacrosimee BpemMs BeAETCA MCCIEJOBAHUE MOJIEKYJIAPHBIX OC-
HOB A'-crierieHHbIX JIKMIT. OnmcaHbl MyTalluM pasHbIX ydad-
CTKOB I'€HA4, OTBEYAIOLICIO 34 CHUHTE3 6E/IKA AUCTPOPUHA (XPO-
Mocoma 21). IMCTpouH — MUOKAPAUATIBHBIN OETOK, BXOAIININ
B COCTAB MY/IBITUIIPOTEMHOBOI'O KOMIUIEKCA, CBA3BIBAIOILEIO MbI-
MICYHbIM LUTOCKEIET KAPAUMOMHOLIMTA C BHEKICTOYHBIM MaT-
PUKCOM, 61arofaps 4eMy IPOUCXOANUT CKPETUIEHUE KAPJUOMUO-
LUTOB B IKCTPALIEIUTIOIAPHOM MAaTPUKCE. CBA3BIBAACH C AKTU-
HOM, JUCTPOUH BBIIOIHAET Psifl BAKHEUINNX (DYHKLIML:

* MEMOPAHOCTAOWIN3UPYIOLIYIO;

* NIEPEJJAET COKPATUTEIBHYIO SHEPTUIO KAPAUOMHOLIUTA BO

BHEKJICTOYHYIO CPEJY;
* obecreunBaeT MEMOPAHHYIO AU HEPEHINALIMIO, T.€. CIIE-
UU(PUIHOCTD MEMOPAHBI KAPAUOMUOLIATA.

BpIABIEHDBI MyTaITMH, IPU KOTOPBIX TPOUCXOAUT 3aMEHA HYK-
JIEOTU/IOB, IIPUBOJAIIAS K AMUHOKUCIOTHOU 3aMEHE. DTO MO-
JKET BBI3bIBATH HAPYLICHUE IIOJIIPHOCTU MOJIEKYJIbI JUCTPODU-
H4 W U3MEHATDH JPYTHME CBOMCTBA 3TOIO OEJIKA, CHIDKAS €ro
MEMOPAHOCTAOWIN3UPYIOIIEE CBOMCTBO. Beencrsue aToro
HNPOUCXOAUT AUCHYHKIUSA KAPAUOMUOLMTA. MyTaluu reHa
gucrpoduna onucansl npu JKMIT, acCOIMUPOBAHHBIX C MbI-
HIeYHbIMU gucTpodusaMu romeHa, bekkepa, yaie BCero B
3TUX CIy4asiX OOHAPYKEHBI Jiesienu (Tabi. 1).

bonpmoe snadenue B pazpuruu JKMII npugaerca u aure-
POBHUPYCHOH MH(MEKINU (B YaCTHOCTH, BUpycaMm Kokcaku B,
renarura C, repreca, HMTOMETraJIOBUPYCyY). IlepcucTupyio-
e BUPYChl BCTpanBaioT oo PHK B reneTnyeckui anrma-
paT KapJUOMUOLIUTOB, IOBPEKAAsT MUTOXOHJPDUU U HAPY-
asi 3HEPreTUYECKUl MeTab0aN3M KIETOK. ECTh JaHHBIE O
HAJIMYMUU KAPJUOCHIEHU(PUUECKUX AYTOAHTUTEL, TAKMX KAK
AHTUMHO3MUH, aHTUAKTHUH, aHTUMHOJIEMMA, AHTU-0-MHO3UH
U AaHTU-B-MHUO3UH TKENBIX Liene. OOHAPYKEH TAKKE dHTU-
aJicHO3uH-audocdar-ageHo3un-rpudocdar, mnpeacras-
JIAIOMUIA COO0M aHTUTEIA K MUTOXOH/IPUAIbHON MEMOpaHe
KapJUOMUOIIUTA U OKA3BIBAIOUIUIT HEOIATONIPUATHOE BIIHS-
HHE Ha (DYHKIIMOHUPOBAHUE MEMOPAHHBIX KAJIbLIUEBBIX Ka-
HAJIOB, YTO B CBOIO OYe€PE]b NPUBOJUT K HAPYIEHHIO META-
00MM3Ma MHUOKap/a. YV 4acTu OOJIbHBIX OOHAPYXEHO YBE-
JIMYEHUE TIPOBOCHAIUTENbHBIX IIUTOKUHOB (MHTEPJICHKUH-
1 u 6, paKTOp HEKPO32a ONMYXOIU ) B KPOBHU. BeposiTHO,
GOJIBHBIE C UCXOJHBIM ayTOMMMYHHBIM JE(MULUTOM B 60JIb-
HIEH CTENEHU MOABEPKEHBI IIOBPEXIAIOIEMY BO3EHCTBUIO
BUPYCOB U pa3suThio JKMIL.

B ¢dopmuposanun BTOpHUUYHON/cnenuduueckon JKMII
OIIMCAHO OKOJIO 75 3TUOJIOTMYECKUX (PAKTOPOB.

OCHOBHbI€ NMPU4YUHBI
BTOpUYHOW/cneuunduyveckom AKMI
* DJIEKTPOJIUTHBIC HAPYILICHUA:
— I'MIIOKAJIMEM U,
— runopocparemMus;
— ypeMmus.
* DHIOKPHUHHBIE HAPYIICHUS:



— 60ne3Hb MieHKO—KyIuHra,

— CaxapHBIH AUA6ET,

— aKpOMeTaAIHS;

— TMIIOTUPEO3 /TUTIEPTUPEO3;

— (peoxpomorToma.

e JIIMTENIbHO CYILECTBYIOLA APTEPUAIbHASL ITUIIEPTEH3UA.

* Mmemuyeckas 601e3Hb CEPALIA.

* TH(EKIIMOHHBIE 3260/1CBAHUSL:

— 6akrepuanbhble (6pyLemes, Audrepus, OPIOMHON TH) 1
TJ.);

— I'PUOKOBLIE;

— MHUKOOAKTEPHAIbHBIE;

— [apasuTapHbIe (TOKCOILIA3MO3, 601e3Hb 1llaraca, mucro-
COMO3);

— PUKKETCHO3HBIE;

— BupycHble (BUpyc Kokcaku A u B, BUY, aneHoBupyC).

* MH(pUIBTPaTUBHBIE 3A001€BAHUS:

— AMWJIOH/IO3;

— reMOXpPOMATO3;

— CAPKOUJIO3.

* HeripOMBIIIeYHas TATOJIOTUS:

— MMONATUY;

— arakcusa Ppujperixa;

— ATPOPUYIECKAST MUOTOHUSL

e Hapymenve nuTaHus:

— 1epUITUT CEIEHA,

— 1eUIUT KAPHUTUHA;

— nepunuT THAMHHA.

* PeBMaTHUYECKUE 3200ICBAHS:

— TMTAHTOKJIETOYHBIN APTEPUMT;

— CUCTEMHAs1 CKIIEPOJIEPMU,

— CUCTEMHAsI KDACHAsI BOJTYAHKA.

¢ Bo3nencTsre TOKCUHOB:

— amduUTaMuH,;

— IPOTUBOBUPYCHBIE ITPEMAPATHI;

— YrapHBbII Ias.

* O6/Iy4eHUE, XUMUOTEPANIEBTUYCCKUE NIPENAPATDL

— XJIOPOXUH, (DEHOTHUA3UH;

— KOOIBT, CBUHELI, PTYTh;

— KOKaUH;

— 3TAHOJL

¢ TaxuapuTMHUN.

* Bposk/eHHbIE 1 TPUOOPETEHHBIE TOPOKU CEP/LIA.

MaToreHes

B pesynsrare BO3AEHCTBUA 3THOJIOIMYECKUX (DAKTOPOB HA
CcepLe pPa3BUBACTCH IOBPEXKICHUE KAPAUOMHOLIMTOB C
YMEHBIIEHUEM KOJMYECTBA (PYHKIMOHUPYIOMNUX MHO(PHUO-
PWIL DTO BEAET K IMPOIPECCUPOBAHUIO CEPIAEYHOI HEAOCTA-
TOYHOCTH, BBIPAKAIOMWIEHCA B 3HAYMTEIBHOM CHWKEHUHM CO-
KPATHUTEJILHOM CIIOCOOHOCTH MMOKAP/JA C ObICTPBIM PA3BUTH-
€M JJWIATALIUU [I0JI0CTEN cepala. Ha nepBbhIX aTarnax KOMIIEH-
CATOPHO YIS NOJIEPKAHUS YIAPHOTO OO'beMa U (PPAKITHH BbI-
06pOoCa NPOUCXOAUT AKTUBALIMS CUMIIATOAJPEHAIIOBOM CHUCTE-
MBI C PA3BUTHUEM TaXUKapAuu. Bareacrsue a1oro popmupy-
€TCsA KOMIIEHCATOPHAS TUIIEPTPOPUA MUOKAPAA, TPOUCXOAUT
3HAYUTEIBHOC YBEINYEHUE TIOTPEOHOCTU MUOKAPAA B KUCIIO-
poje C NOABICHUEM IIPU3HAKOB MIIEMHUH, PA3BUTUEM KAPAUO-
(pubpo3a U NIPOrpecCUPOBAHUEM CEPACUHON HEAOCTATOYHO-
CTU. B pesynsrare maTojormdecKoro Mmporecca NpOUCXOAUT
KPUTUYECKOE CHIDKEHHUE HACOCHOU (PYHKLUM CEPALIA, IIOBbI-
IIA€TCA KOHEYHO-AUACTONMYECKOE JABICHUE B JKEIYJOUKAX U
PAa3BUBAETCA MUOI'CHHASA AWIATALMA IIOJIOCTEH CEPALIA C OTHO-
CHATEILHON HETOCTATOYHOCTBIO MUTPAIbBHOT'O U TPEXCTBOPYA-
TOTO KJIANAHOB. [IOBBIMIEHHAS AKTUBALIAA HEHPOrOPMOHAIb-
HBIX CHUCTEM OPrdHHU3Ma IIPUBOJUT K OOJIBILEMY IIOBPEXKIE-
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onunL leHeTnyeckue aedekTbl, accounnpoBaHHbie ¢ AKMM

cepaua, BeCcTMGYNSpHOro annapara,
MO03ra, CKeNeTHOM MycKyaTypbl

leH, oTBevatowmii | Jlokanuzauus BoeneuenHocTb | HamGonee yacrtas Mpumeyanus Apyrve nposiBnexnuns
3a CMHTe3 Ha XxpoMmocome cKeneTHoWm NpUYNHA CMepPTU MyTauum
MyCKynaTypbl
AKMI ¢ GbicTpbIM NPOrpeccMpoBaHNEM Y MONOALIX MYX4YUH
JvctpodpuHa Xp21 Jlerkas Mporpeccupytowas cepaeyHas BricTpoe nporpeccuposaHne MblweyHas auctpodpus
HE0CTAaTOYHOCTb, BHE3aMNHas [0 TSXENON cepaeyHon [LioweHa n bekkepa
cepaeyHas cMepTb HEA0CTaTO4HOCTH
TadasumHa Xq Nerkas Mporpeccupyiollas cepaeyHas O6bI4HO NPUBOAUT K CMEPTY BapT-cuHapom,
HeJoCTaTO4HOCTb B BO3pacTe [0 3 net 3HI0KapAvanbHbIn
$unbpoanactos
AKMI ¢ npenmyLLeCTBEHHO IeBOXENYA04KOBOI AnChYHKLMen
TponoxunHa T 193 Het coobuiexnit Mporpeccupyiollas cepaeyHas PaHHee Hayano gunaraumm Mneptpoduyeckas KMM
HepoCTaTO4YHOCTb, BHE3AMHas Xenygouka
cepaeyHas cMepTb
AKTUHa 15914 HeT coobLueHuit - JedekT, nokanuayowmiics vneptpoduyeckas KMI
Ha AMCTPODUHCBA3LIBAIOLLEM
yyactke
He n3BecteH 1932 Het coobLiexnit - MepBoe nnm BTOpOE fecatuneTme
XWU3HWU, HEMOJHAsA NEHETPAHTHOCTL | —
He ussecteH 10g21-23 HeT coobLueHuin MHoraa BHe3anHas cMepTb Mponanc MUTpanbHOro knanaHa -
AKMI ¢ HapywieHueM NPOBOAUMOCTH
JNamnHa A/C 19213 Het/nerkas BHesanHas cMepTb Yacto KM ¢ HapyweHrem MepBuYHas MbllLeyHas
NPOBOAVMOCTY ouctpodus
Emerey-Dreifuss
JecmuHa 2035 HeT/BbipaxeHHas |- O6MOpOoKM, KOTOpbIE pa3smBatoTea | MuonaTtusa necMmuHa
npwu TAXeNon muonaTum
He n3BecTeH 2q14-q22 HeT coobuiexnin - YHacTo xenyaoykoBas Taxmkapavs -
He nsBecteH 3p22-25 Het coobuiexnit - AccouumpyeTcs co cnabocTbio -
CUHYCOBOTO y311a 1 UHCYNIbTOM
AKMI, accouumnpyiowascsa ¢ HEMPOCEHCOPHO TYrOyXOCTblO
He ussecteH 6023-24 Het - AccoumnmpyeTcs C IOBEHWIbHO
HENPOCEHCOPHOW TYrOyXOCThtO -
tRNA-Lys MuToxoHapuansHas | Jlerkas - BosneyeHune opraHos -
OHK C UHTEHCUBHLIM MeTab0IM3MOM

Ta6nuua 2. NMpepnonaraembie 3BeHbs N

leHeTnyeckne dakTopbl

'

AKTVBaLMS ayTOMMMYyHUTETA

/

BupycHas nidekums

'

T-kneToyHas onchyHKumMs
BbipaboTka aytoaHTUTEN
Mpoaykums NpoBoCnaNNTENbHbIX
LIMTOKNHOB

! : !

AHomanun CTpoeHud

AHK-myTaumm Mwuokapant

AHOManum cBOMCTB

JEE— . - MNepcucTeHumsa BUpycHomn
KapavomvoumTa KapavomvoumTa nHdeKuMn
LKMIM
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HUIO MUOKAPJd, NEPUPEPUIECKON BA30OKOHCTPUKIIUU, HAPY-
IIEHUAM CBEPTBHIBAIOIIEH U IIPOTUBOCBEPTHIBAIOMIEH CUCTEM
KPOBH C PA3BUTHUEM BHYTPHCEPJCYHBIX TPOMOOB U CHUCTEM-
HBIX TPOMOO3IMOOINYECKUX OCIOKHEHUH (TA6JL. 2).

KnuHunyeckas KapTuHa

3abosieBaHME Yallle BO3HUKAET Y JIIOACH MOJIOJOI'O U CPE/IHE-
I'o BO3pacTa. Ha paHHMX CTAaAMAX ONPEIENAIOTCA UMb OT-
JIEJIbHBIE CUMITTOMBI CEPJAEYHON HENOCTATOYHOCTH, A INPH
PEHTTEHOrPaUr OPraHOB I'PYJHOM KIETKU — KAPAUOMET AN
(CM. pHCYHOK). BemeicTBre porpeccupyroniet I€BOKEIy04-
KOBOI HEJOCTATOYHOCTU MOABIAIOTCA OJIBIIIKA, TPHUCTYIIBI
YIYUIbs, XAPAKTEPHBI ObICTPASI yTOMIIAEMOCTb, MBIIIIECUHAs CJld-
6octp. IIpy aycKyasrauuu cep/iia OOHAPYKUBAIOT TaXUKAP-
JIUIO, A TAKKE BuIC/yIMBacTCA 111 TOH («pUTM I'aiona»), Hepe/-
KO — IV TOH, IIyM OTHOCHUTEIBHOM MUTPAJILHON PEryprurTa-
nun. B 40-50% cinydaes Teuenue JJKMIT OCIOXKHAETCS TTOsIBIIC-
HHUEM JKETYJOUYKOBBIX APUTMUH, YTO CONPOBOKAACTCA CUHKO-
MaJbHBIMM COCTOSIHUAMH, 4 B 15-20% CIy4aeB pa3BUBAETCA
BHAYAJIE MAPOKCU3MAIbHAA (popMa (PUOPHIUIALIMK TIPEJICEP-
AN, MEPEXOJAIAA B IIOCTOAHHYIO, YTO PE3KO YBEINYMBAET
PUCK TPOMOOIMOOINYECKUX OCIOKHEHUNU Ha (DOHE HUMEIO-
IEHCA CUCTONNYECKON JUCPYHKIIMU MUOKapAa. [TpusHaku
IIPABOKENYOUYKOBON HEJOCTATOUHOCTHU (OTEKHU HOT, TAKECTD
B [IPABOM IIOJIPEOEPDE, YBEIMUEHUE IIEUEHH, JKUBOTA B OOBEME
32 CYET ACIUTA) MOSBJAIOTCA MO3KE. TAKUM 06pa3oM, KIMHU-
yeckag KaptunHa JKMII Bappupyer OT MaJOCUMIITOMHOTIO
TEYEHUS JIO TSHKETION CEPJIEYHON HEOCTATOYHOCTH.

AunarHoctuka

JIMarHoCTHUKA JOJ/UKHA ObITh OCHOBAHA HA MCKJIIOYEHUHU JPY-
I'MX IIPUYUH CEPACYHON HEIOCTATOYHOCTH, HAIPUMED BCJIE]-
CTBUE uieMudeckon 6onesnu cepaua (MBC), BpOXKACHHBIX U
[IPUOOPETEHHBIX IIOPOKOB CEPALA, APTEPUATIBHON I'MIIEPTEH-
3UU.

AunarHocTnyeckue Kputepum
nanonartndyeckon (nepsnyHomn) KMI
Juaznocmumeckue xpumepuis:
@pakuys BbIOPOCA JIEBOIO JKENYAOUYKA MeHee 45% u/uin
pakiysa yKOpodeHus1 MeHee 25%, OIICHEHHBIE C ITOMOIIbIO
axoKapauorpaguu (OxoKI), pagMoHyKINAHOIO CKAHUPOBA-
HUS WIA AHTUOTPADUNL.
KOHEUHO-/INACTOINYECKUI PA3MED JIEBOIO KEJIY/IOUKA 6O-
see 1179% oT npeamnonaraeMoro, CKOppeKTHPOBAHHOI'O B 3ABU-
CHMOCTH OT BO3PACTA U ILIOIAAN IIOBEPXHOCTH TEJIA.
Kpumepuu ucrkmoverusn ouazrnosa JKMII:
e cucremHast runiepreHsvst (6onee 160/100 MM pT. CT.);
* ATEPOCKIEPOTUYECKOE MOPAKEHUE KOPOHAPHBIX APTEPUL
(crenos 6onee 50% B OAHOM MK 60J1€€ KPYIIHBIX BETBAX);

* 3710ynIOTpedeHue ankoronem (6onee 40 1/CyT I JKEH-
muH U 6onee 80 I/CyT AJIs1 MYKUUH B TEYCHHUE OOJIEE YEM
5 IeT mocsie G-MECSTIHOTO BO3IEPKAHIISN);

Cucmemiivie 3a60ne6aAHUL, KOMOPbLE MO/UL NPUBECINIL K DA3-
sumuro JIKMII:

* 3a6oneBaHus IepUKap/a.

* BpoxxneHHbIEC U IPUOOPETEHHBIE TIOPOKU CEPALIA.

e JlerogHoe cepatie.

e [ToaTBEPKIACHHAA YCKOPEHHAsA CYIIPABECHTPUKYJIADHAA Td-

XUKAPAYIL.

HGIL[I/ICHTI)I OOBIYHO OIHCHIBAIOT HATNYHEC Pa3HBIX CHUMIITO-
MOB CEPJEYHON HEJOCTATOYHOCTH, KOTOPBIE HAPACTAIN B
TEYEHHE HECKOJIbKUX IIOC/IEJHUX MECALEB WM j1eT. CUMIITO-
MBI MOTYT HOABIATbCA PAaHbIIE, YEM C NOMOBpI0 OXOKI n
PEHTTEHOrPa(PUU OPrdHOB I'PYAHOU KIETKU OYZIET BBLABICHA
KappauoMeranusa. Heo6XoauMO aKTUBHO YTOUYHATD (DAKT 3J10-
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BonbHoli K., 49 net. PeHTreHorpagusa opraHoB rpyaHON KNeTku:
KapAavoMeranusi U BEHO3HbIN 3aCTOM B HUKHUX OTAENax JIerkux.

YHOTPEDIEHUS AJIKOT'OJIbHBIMU HAMUTKAMU, TAK KAK OH MOXKET
UI'PAThb POJIb B IIPOrpeccupoBannu nepsudHon JKMII Ilpu
06IIEM OCMOTPE ONPEAE/IAIOT IPU3HAKK CEPACYHOM HEJOCTA-
TOYHOCTU: AKPOLIMAHO3, OTEKA HIDKHUX KOHEYHOCTEH, MOJIO-
JKEHHUE OPTOIHOJ, YBEIUYEHUE OOBEMA JKHUBOTA, HAOYXAHUE
MIEMHBIX BCH.

ITpy ayCKyJIBraliy JIETKUX B HUJKHUX OTAEIAX MOI'YT BbICITY-
IIMBATHCA BJIAKHBIE HE3BOHKHE MEJIKOITY3bIPYATHIE XPHIIBL

IIpy manpIanuy CEPALA OTMEYAIOT YCHIEHHBIH, PA3JIUTON,
CMEIIEHHBIN BJIEBO U BHU3 BEPXYIICYHBIN TOJYOK. JaCTO BbI-
ABJIAIOT PA3IUTON U YCHUIECHHBIN CEPACYHBIM TOMYOK U 3IIH-
TACTPAJIBHYIO MYJIbCAIUIO BCIEACTBUE THIIEPTPOPUHN U WA~
TALMHU IIPABOTI'O JKETYAOYKA.

[Tpu nepKyccuu OOBIYHO ONPEAE/IAIOT CMELICHUE I'PDAHULL OT-
HOCHTEJIHOM TYIIOCTU CEPALIA BJIEBO U BIIPABO 34 CUET WA~

TALIMU JIEBOI'O U IIPABOT'O JKEJIYAOYKOB, 4 IIPU IUIATALIUN JIEBO-
'O pecepans — BBEPX. AOCOMIOTHAS TYIIOCTb CEPALIA MOXKET
ObITb PACIIMPEHA BCJIEACTBUE JUIATALUN IIPABOIO XKEIYLOYKA.

ITpu ayCKynsTaluy cepAiia [ TOH Ha BEPXYIIKE OCIA0JIEH, TaK-
JKE HA BEPXYIIKE MOXKET BBICJIYIIUBATBCA IPOTOLUACTOINYC-
CKUH pUTM Tajiona (3a cuer nogasienus Il Tona), 9ro ¢Ba3aHo
C OOBEMHOI NEPETPY3KOM JKETYIOYKOB. XAPAKTEPHBI IITYMbI
OTHOCUTEJIBHON HENOCTATOYHOCTU MUTPAJIBHOIO U TPEX-
CTBOPYATOI'O KIANAHOB. [Ipy passuTum (pUOPUIIALIMY IPEL-
CepAN WIN SKCTPACUCTOIUH TOHBI CEPALIA APUTMUYHBL.

[ 6071€€ TOYHOM OLICHKH KJIMHUYECKOI'O COCTOAHUA MALIN-
enTa ¢ JIKMII 1 XpOHUYECKON CEPAEUYHON HEJJOCTATOUHOCTH
(XCH) npemioxena POCCHICKas MKaId OLEHKA KIMHUYECKO-
ro cocrosguus (IIIOKC), cogepxamas 10 myHKTOB. Pacctipoc n
OCMOTpP GOJILHOTO B COOTBETCTBUH C IyHKTamu HIOKC Haro-
MHHZ€T Bpady 000 BCEX HEOOXOAUMBIX UCCICJOBAHUSIX, KOTO-
pbIE€ OH JIOJDKCH HNPEANPUHATD i1 OOCIEIOBAHUSA OONIBHOIO.
Bo Bpems 0cMOTpPa Bpad 3374€T BOIIPOCHI U IPOBOAUT UCCIIE-
JOBAHMH, COOTBETCTBYIOIIME ITyHKTaM oT 1 1o 10. B kapre oT-
MEYaIoT 6AJIIBL, KOTOPBIE 32TEM CyMMUPYIOT. ITo mxasne ITOKC
I pynxumonansHbi k1acce (PK) XCH — meHee 3 6awios, II OK —
4—6 6aswioB, Il K — 7-9 6a/u1os, IV @K — 6oj1ee 9 6a/U10B.

IIOKC npu XCH (mopuduxamua B.J0.Mapeesa, 2000 1.)
Oppimika: O — Her, 1 — pu HarpysKe, 2 — B IIOKOE.

H3meHwcsa 1 32 NOCIEIHIO Heemo Bec: 0 — HeT, 1 — yBenu-
YHJICS.

YKano6sl Ha iepebou B padote cepaiia: O — HeT, 1 — ecTb.

B KakoM ITONOKEHNHU HAXOAUTCA B IOCTENN: 0 — TOPU30HTANIb-
HO, 1 — C NPUIIOAHATHIM I'OJIOBHBIM KOHIIOM (JIB€ TIOJYIIKK),
2 — C IPUIIOJHATHIM I'OJOBHBIM KOHLIOM M IPOCBIIAETCA OT
YAYUIbS, 3 — CUJIAL

Habyxmmue meriabie BeHbl: 0 — HeT, 1 — jexa, 2 — CTOsL.

Xpunnl Byierkux: 0 — Her, 1 — HrwkHue otgens! (10 1/3), 2 — 1o
JIONATOK (10 2/3), 3 — Ha/l BCEX MOBEPXHOCTDIO JIETKUX.

Ta6nuua 3. AuddepeHumnanbHaa guarHoctTmka pa3Hbix BapuaHtos KMIM

BHesanHas CcMepTb

0,7-11% exerogHo

HapyLUEHUs NPOBeAeHNSs

Bonee 30%

HacTo (HeT TOYHbIX AaHHbIX)

OcobGeHHOCTHN Mneptpodpuyeckas KMMN AKMN ApuTMOreHHas aucumusuns PecTpuktusBHas
NpPaBoro Xenyaouika KapauomMmuonaTus
KnuHuyeckne
CeppoedHas MHorpa, neBoxenynoykosas YacTo, neBoxenyanoykosas YacTo, npaBoxenyanoykosas YacrTo,
HefoCTaToO4YHOCTb 1M GUBEHTPUKYNSIPHAs OVBEHTPUKYNSAPHAs
Aputmunm MpencepaHbie nnn MpencepaHbie nnn JKenypo4ykosas Taxvkapams bubpunnaums
Xenyno4koBble apuTMnmn Xenyno4koBble apUTMuUK, (13 NnpaBoro xenynoyka) npeacepavn

1-5% exerogHo

Paamep nonocten
XeNyao4koB

Pa3mep nonocren
npeacepouii

TonwmHa CTeHKM
Xenyao4KoB

YMeHbLUEH (NeBbIN Xenyao4ek)

HopmanbHbIi nnn ysennyeH
(neBoe npencepave)

YBenuyeHa, aCUMMeTpUYHa
(neBblI Xenynoyek)

YBenn4eH (N1IeBblin Xenynodex
nnn ob6a xenynoyka)

YBenu4yeH (nesoe npeacepave
nnn oba npencepous)

HopmasnbHas nnu ymeHblueHa
(NeBbIN Xenyaoyek nnm
oba xenynoyka)

YBenunyeH (npasbiin
xenyno4ek)

YBenuyeH (npaeoe
npeacepave)

HopmasbHas nnm ymeHblueHa
(npaBbIin Xenyaoyek)

FemopguHamukmn
Cucrtonuyeckas vnepkmMHeTnYecknin Tmn CHuxeHa HopmanbHas nnm cHmxeHna Bnnxe
dyHKUMA remMoavHamunkun, o6CTpyKLmMS K HOpManbHOW
BbIHOCSILLEr0 TpaKTa J1IeBOro
xenypouka (MHorga)
JunacTtonnyeckas CHuxeHa CHuxeHa CHuxeHa 3HaunTenbLHO
bYHKUMSA CHUXEHa
MopdoreHeTunyeckue

HopmanbHbIn nnm
yMeHbLUeH (o6a
xXenynoyka)

YBenuyeH
(06a npeacepans)

HopmanbHas
(06a xenyagouka)
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Hammane purMa ranona: O — Her, 1 — eCTb.

[Teyenw: O — He yBenuyeHa, 1 — 10 5 cm, 2 — 6osee 5 CM.
Orexu: 0 — HeT, 1 — NaCTO3HOCTD, 2 — OTEKH, 3 — aHACAPKA.
VPOBEHB CUCTOINYECKOTO APTEPUATBHOTO AaBieHust: 0 — 60-
snee 120 mm pr. 1., 1 — 100-120 MM pT. CT,, 2 — Menee 100 mm
pT. CT.

B 1260paTOPHBIX NCCICAOBAHMAX TP NTepBUYHOI JIKMIT He
OOHAPYXUBAIOT CHEIU(PUIECKHUX U3MEHEHUH. OHU JIOIKHBI
OBITh HANPABJIEHBI HA UCKIIOYEHUE BTOPUYHOI JIKMIT: onien-
Ky YPOBHA B CBIBOPOTKE KPOBH (pocopa (runodocdareMun),
KaIbLIMS (TUIIOKAIBLIMEMUN ), KDEATUHHHA U A30TUCTBIX OCHO-
BAHUN (YPEMHHN), TOPMOHOB IMIUTOBUIHON KEIE3bl (TUIIOTH-
peo3a WM I'MIEPTHUPEO3A), Keae3a (TeMOXPOMATO3a) U [Ip.
Obs3arenbHO 06cnenoBanre Ha BUY-MHMEKIUIO U BUPYCHI
renatura C u B.

MHCprMEHTa.ﬂbeIe MeToAabl ANArHOCTUKHU
npv annataumoHHOM KapanomMmuonaTtum
Penmeenozpagus op2arnos 2pyorott knemxi
PacmupeHue cepaua, KapAuOTOPAKAIbHOE OTHOLICHUE OO-
see 0,5 — KapAUOMETranus, MPU3HAKKU JIETOYHOT'O 34CTOs, UH-
TEPCTULMATBHOI'O WX AJIbBEOJIIPHOTO OTEKA (CM. PUCYHOK).

OKI noxos. Monumopuposarue SKI' no Xonmepy

Hecnenudpuueckue nsmMmenenus cermenra ST u 3youa T, cHu-
JKEHUE BOJIBTAKA 3YOLI0B, iepopMariust komruiekca QRS, vacro
CHHYCOBAsI TAXUKAP/US, HAPYIICHUS PUTMA U IIPOBOIUMOCTH.

BBIBIIAIOT 3MIU30/1bl TAXU- WINX OPAJAUKAPIUN, OCOOCHHO II0-
K43aHO P HWIMYHUU CHHKONAIbHBIX U NPECHUHKOIAIbHbBIX
3IMN30/I0B.

DxoKT Zleyxmeproiil (B u 2D) 1 o0nomeprulii (M) pexcumos

[TO3BOJIAIOT OLICHUTDb PA3MEPBI KAMEP U TOJIIMHY CTEHOK
CEP/IIA, HATMYUE WX OTCYTCTBUE TPOMOOB B IMOJIOCTSIX, HATH-
YHE BBIIOTA B IIOJIOCTU IIEPUKAP/IA, A TAKKE OBICTPO U TOYHO
OIIEHUTH CUCTOIMYECKYIO (DYHKIIMIO MTPABOT'O M JIEBOTO JKEITY-
JIOYKOB.

DxoKT" Jlonnneposckuii pexcum (11)716C0801L, HenpepoiBHbiii

U YBemHoOLL)

Hauboiee nose3eH st JUArHOCTUKA MUTPAJIbHOM PErypru-
TAalUN (BBIABIEHUE U OLIEHKA CTEMEHHU THKECTU C PACUETOM

cneuuanucTol | Kapauonor

I'PAIUEHTA JABJIEHUA HA UCCIIEAYEMOM KIAMMAHE), CUCTOINYE-
CKOH U INACTOIMYECKON AUCHYHKIIUH MUOKAP/A.

DxoKI. Cmpecc-axoxapouozpagureckoe uccneoosarue

€ 000YMAMUHOM

[To3BOMIAET OOHAPYKUTDH YYACTKH JKU3HECIIOCOOHOI'O MMO-
Kap/la 1 PyOLIOBbIE U3MEHEHHUSA U MOXKET OBbITb IOJIE3HA IIPU
pEMEHNH BONIPOCA O MPOBEJEHUN PEBACKYIAPUIAINNA MHO-
Kap/la Y HEKOTOPBIX NManueHToB ¢ UBC — vaie B 1essx qud-
(pepeHIINATBHOM TMaTHOCTHUKU C uiemudeckoit JKMIT.

Kamemepusauus cepoya u anzuozpaghus

PexomenstyeTca Ay OIIEHKM Pa3MEPOB MOJIOCTEN CEPALA, C
onpejesIeHUEM KOHEYHO-TUACTOIMYECKOTO JABJIEHUA B JIEBOM
JKEJTYJJOUKE U JIEBOM IIPECEPANH, JABICHUA 3AKIMHUBAHNA JIE-
TOYHOU aPTEPUH M YPOBHA CUCTOJIMYECKOTO JABJIEHUSA B JIE-
TOYHOW APTEPHH, A TAKKE I UCKIIOYEHUS ATEPOCKIEPO3a
KOopoHapHbIX aprepuil (MBC) y 60onbHbIX cTapie 40 j1et, ecnu
€CTb COOTBETCTBYIOLIUE CUMIITOMbBI WM BBICOKMH CEPAECYHO-
COCY/JUCTBIN PUCK.

DHOOMUOKADOUAIbHASR OUONCUSA

Yare npu NoIo3peHNH Ha BOCHATUTEIbHYIO KAPAHOMHOIIA-
TUIO MOKHO OLIEHUTb CTENEHb PA3PYIIEHUA MBIIIEYHbIX (PU-
JIAMEHTOB U KJIETOYHYIO HH(WIBIPALUIO MUOKapa i Aud-
pepeHINATBbHON AUATHOCTUKY MUOKAPAUTA U KAPAUOMHUOIIA-
TN, I pepeHInanbHYIO IUaTHOCTUKY TPOBOAT C APYTUMHU
opmaMu KapAUOMUONATHH (TA0J. 3), 4 TAKKE HEOOXOJUMO
HUCKJIIOYNATh HATHUYHE aHEBPU3MBI JIEBOTO SKEIYAOUKA,
A0PTAIBHBII CTEHO3, XPOHUYIECKOE JIETOYHOE CEP/IIE U .

IIprmep (popMyTHPOBKH JHATHO3A
Wnnonarnyeckas JKMIT OuOpWUIAINAS IPEJCEPANH, MO-
crosiHHas popma, Taxucucronus. HKII B, 11T ®K.

JleueHwue

Ocnosnble tenu nedenusa JKMIT: koppexnusa XCH, csoespe-
MEHHOE€ Ha3HAYEHUE AHTUKOATI'Y/IIHTOB U IE3aIPEraHTOB C Lie-
JIBIO TPO(PWIAKTUKH H JIEYEHUA TPOMOOIMOOIUUYECKUX
OCJIOKHEHUI B CIIy4a€ Pa3BUTHA (PUOPUUIALIUN NIPECEPANH,
JIEYCHUE APUTMUM, B TOM YUCJIE U )KU3HEYTPOKAIOIIUX, Y/Iy4-
LICHUE KAYECTBA JKU3HH, YBEIMUYECHUE IPOAODKUTEIbHOCTU
JKU3HM MTALUEHTA.
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