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AHHOTaNMA

Jxokapavorpadryeckiie U3MeHeHUsI CPaBHUBAIMCh C KIMHUUECKON KapTUHOU y 32 TMal[UeHTOB C pa3IMyHbIMU (popMamu
HaC/Ie/[CTBEHHBIX CriMHoLepebe/sipHbIxX AereHepaumii (CKI). O6ceqoBaHbl TpH TPYINBI MalyeHToB. B 1 rpymmy Bowum
narrieHTHI ¢ atakcueid @puza Paiixa (PA), Bo 11 rpyrity — maiyeHTHI C ceMeHHOM MO3KeUKOBO# flereHepatiuei, B 111 rpymme —
CO CTIOpaInyecKoil MO3KEUKOBOH JlereHeparyiell. Dxokapguorpadrueckue u3MeHeHusl, CBsi3aHHble ¢ DA, pPerncTpUpOBaNKCh B
71,4% ciyuaeB. BbIJIO TIOATBEPKAEHO, UTO KaPIUOMHOIIATHS SIB/ISIETCS XapaKTepHbIM mpu3HakoM PA. Dxokapauorpaduueckrie
usMeHeHuss B DA ObIM OTMeueHbl Kak II71eOMOpQHBIE: TIOMHUMO THIIMYHOM runepTpoduy MHOKapZAa, 3HauHTe/lbHOe
yBe/IMueHUe JIeBOTO JKelyAouka oOHapykuBajoch pexe. Ilpu cemeliHOM MO3KeUKOBOM JereHepalliil pas/nuuHble
sXOKapAuorpaguueckrie W3MeHeHUs] perucTpupoBanuck B 81,8% ciaydaeB, Torna Kak IPUA CTHIOPaguueCcKOd MO3KeUKOBOM
JereHepaiu — B 78,6% ciyuaeB. [IniataijioHHas KapXOMHUOIIATYs BbIsiB/leHa B 3 ciyvasx (Y MaljeHTOB, OTHOCSIIUXCS Ko 11
u III rpymmam). Ilpenmosnaraercs, 4To cepjeyHasi MaToyiorysi MOXKeT OBITb OFAHUM W3 KCTPaHEeBPAlbHBIX TMPOSIBIEHUN He
TosbKO TIipH DA, Ho ¥ 1ipu gpyrux ¢opmax ['CK/I.

KiroueBble 10Ba: 3xokapAuvorpadusi, arakcus, MO3KeukoBasi JereHepalyis, KapJHUOMHUOIATHs, Hac/e[CTBEeHHbIe
criMHoLepebesIsipHEIe lereHepaLiiy, X0KapAauorpaduueckre U3MeHeHVsl.
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Abstract

Echocardiographic changes were compared with the clinical picture in 32 patients with various forms of hereditary
spinocerebellar degenerations (HSCD). Three groups of patients were examined. Group I included patients with Fried Reich
ataxia (FA), group II included patients with familial cerebellar degeneration, and group III included patients with sporadic
cerebellar degeneration. Echocardiographic changes associated with FA were recorded in 71.4% of cases. Cardiomyopathy was
confirmed to be a characteristic feature of FA. Echocardiographic changes in FA were noted to be pleomorphic: in addition to
typical myocardial hypertrophy, significant left ventricular enlargement was less frequently detected. In familial cerebellar
degeneration, various echocardiographic changes were recorded in 81.8% of cases, whereas in sporadic cerebellar degeneration
in 78.6% of cases. Dilated cardiomyopathy was detected in 3 cases (in patients belonging to groups II and III). It is suggested
that cardiac pathology may be one of the extraneural manifestations not only in FA, but also in other forms of HSCD.

Keywords: echocardiography, ataxia, cerebellar degeneration, cardiomyopathy, hereditary spinocerebellar degenerations,
echocardiographic changes.

BBepenue

[MopakeHue cepjlla BXOAWT B KIMHUUECKYHO KapTUHY psiia HAC/AeACTBEHHBbIX 3a00/7e€BaHUN HEPBHOW CUCTEMBI:
TIporpeccupyloiieil MblllleyHoit aucTpoduu, arakcun Ppupgpeiixa (AD), aucTpoduUueckoit MHOTOHUH, TEepPHOAUUYECKOTO
nmapasimua u np. [15]. A®D, oTHOcsmasics K TCpyIe Hac/AeACTBEHHBbIX CruHOLepebe/uisapHbix AereHepauuit (HCIIO),
XapaKTepU3yeTCss KOMOWHUDOBAHHOW JlereHepaijieli MpPOBOASIUX CHUCTEM CIOMHHOTO MO3Ta: 3aJHUX  CTOjI0O0B,
COMHOLepebe/IAPHbIX Y MUPaMHUIHBIX TPAKTOB, a TaKXKe CTPYKTYp MO3IOBOrO CTBOJAa M Mo3keuka. AD HaciezayeTcst 10
ayTOCOMHO-DELIeCCHBHOMY THITy, TMPOSIB/ISIETCS B paHHeM Bo3pacTe (0ObIYHO Ha 2-M [IeCATH/IETHH YKU3HU), B KIUHUUECKOH
KapTWHe JOMUHUDYIOT HapacTaroljas cTaThuueckass U [JUHaMUueckKasi aTakCHs, YrHeTeHHe CyXO)KWJbHBIX peqJieKCOB,
HapylleHre TyOOKOM YyBCTBUTEBHOCTH, a TakKe HEKOTOpble 3KCTpaHeBpasbHbIe TPOSIBJIEHUS: TOpakeHWe CepALa,
cKkeneTHbIE ehopMaLliy, SHAOKPUHHBIE PaCCTPONCTBA.

MMaronoruu cepata npu AP nocesieH psj vccienoBanuii U 063opoB [1], [3], [4], [6], [9], a Taxxe [10], [15]. TIpu
WCIOJIb30BaHUU COBOKYIHOCTH COBPEMEHHBIX METO/[0B MCC/Ie/[0BaHMs MOpaykeHHe cep/ia BbisBasieTcs: y 50-95% 60/bHbIX
A® [3], [9], [16], a nipu gyuTensHoM Habmogeruu — y 100% [17]. TTatomopdonoruueckiue U3MeHEeHUs] B CEPJIEUHON MBIIIILe
o0OHapyXuBarTCsA ¥ BceX 60bHBIX AD [10]. B OOMBIIMHCTBE CTyJyaeB aTaKCUs BO3HUKAET 3afl0JIr0 0 TTOSIBJIEHUS CEPIeUHBIX
HapyIlIeHWH, HO WHOT/A TOpaKeHHe CepAlia Mpe/IIecTBYeT Pa3BUTHIO HEBPOIOTHUeCKOUM cummnTomatuku [9], [14], [17]. He
YCTaHOBJIEHO KOPPEeJISLIUN MeXY CTelleHbI0 HEBPOJIOTMUeCKOro AeduiiuTa U BEIpDaKEHHOCTBIO Cep/leuHbIX HapylieHuii [16], a
TaK)Xe MEXJy THIIOM TOPaKEeHHs CepJlia U JJIUTeNbHOCThI0 TeueHUst 3aboneBanusi [3]. Yame Bcero npu A® HabmopaeTcs
rureptpodus MUOKapZa, TPOSB/SIONIAsCS XapaKTepPHBIMU 37eKTpoKapAuorpaduuecKuMy, 3XoKapAuorpaduuecKiMu U
Mopdosnoruueckumu ripusHakamu [4], [6], [9], [10], [15].
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CuwnraeTcs, uTo A APYTUX (OpPM HAC/IeACTBEHHBIX aTaKTUUECKWX CHHIPOMOB (TaKMX, KaK aTakChus Mapw, CHHIPOM
Pyccu — JleBu, atakcusi-TesieaHTMIKTa3usl, Ipyrue HeKaccubuLuypyemble (GOpMbI aTakCUM) TIOpPa)KeHWe cep/iia He XapaKTepHO
[14], [16], x0T ory6/MMKOBaHB!I eUHUYHBIE COOOIEeHHs O BBISIBJIEHWM IaTOJIOTWU Cep/lia MpU HeBpaJbHON aMUOTPO(UU
[Mapko — Mapu [11], [12], [13], 6one3nu Pedcyma [17]. 3TOT BOmMpOC [0 MOC/IEAHEr0 BPEMEHH OCTAeTCs HEJ0CTATOYHO
W3y4YeHHBIM.

Marepuasnbl U MeTO/Jbl MCC/IeA0BAaHNS

MbI MPOBEM COTMOCTABJIEHHE 3X0KApPJUOrpaduueckux M3MeHEeHUM C 0COOEHHOCTSIMM HEBPOOTUUECKOW KapTHUHBI y 32
6O/BbHBIX, CTPAAAIOIMX pa3iuuHbiMU Gopmamu HCLIZ. Bonpock! KnuHuueckor Kinaccudukaumy HCLIJ B HacTosiiee Bpemst
OKOHUYATe/IbHO He PellleHbl U SIB/SIOTCS TPeJIMETOM OXKMUBJIEHHBbIX AucKyccuid [5], [7], [8]. Mbl pasmenunu obcie0BaHHBIX
60/bHBIX Ha 3 GO/blIMe TPYMIbI, KIMHUUECKUE Pa3/IMuMsi KOTOPBLIX /IPYT OT Apyra He BbI3bIBAKOT COMHeHWH. B 1-to rpymmy
BOLWLIM 7 OOJIBHBIX M3 5 ceMel, UMeBIIMX TWUIHMUHbIe TposiBieHnH A®; 2-10 coctaBuiu 11 u3 7 ceMeld, y KOTOPBIX ObUIH
[ITMarHOCTHUPOBAHbI APyrye GOpMbl CEMEHHBIX MO3KEUKOBBIX JlereHepariuii; B 3-10 rpymniy Bouutd 14 60/bHBIX CIOpaZuyeCcKoi
MO3KEUKOBOM JlereHeparjeil. [Iyi1 TOYHOM KO/MUEeCTBEHHON OLIEHKHM BBLIPa)KEHHOCTH aTakCMUM M BCeM K/IMHUYeCKOU
CUMITTOMAaTHUKWA MBI UCTIOb30Bau mkany Pourcher u Barbeau [16] B Hamielt mogudukarmu. OHa BKIOUaeT 72 KIMHAYECKUX
MPY3HAKa, BLIPAXKEHHOCTh KaXK/I0T0 U3 KOTOPbIX olleHuBanu oT 0 o 3 6a/uioB. ITpu 3TOM aTakCHIO OLIEHUBA/U OT/eIBHO 1o 20
CrieL{a/IbHbIM MPU3HAKaM, BEIpaKeHHbIM B 6asinax (ot 0 zo 3); 9TH 6asiibl CyMMHPOBA/IKCE.

Jxokapauorpaduueckre UCC/IeNOBaHUS TIPOBOAUIA B OJJHOMEDHOM, JBYXMEDPHOM U ONIIEPOBCKOM PEKHUMAX JaTUHKOM
3,75 MTI'ty ¢ nomorristo sxokapauorpaga SSH-60 A (pupma «Toshiba», Anonus).

[aHHble 0 OOMBHBIX TIpe/CTaBIeHbI B Tabnure 1.

Tabmuna 1 - Pacripezienienye 60/bHBIX 110 KITMHWYECKUM IPHU3HAKAaM M OCHOBHBIM 3X0KapAuorpaguueckuM n3MeHeHHsIM.
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I'pyrma 60/bHBIX
ToKazaTens 2-11 (cemeiiHas 3-1 (criopnanueckas
1-g9 (AD), n=7 MO3)KeuKoBast MO3)KeuKoBast
JereHeparius), n=11 JereHeparusi), n=14
Bospacr, roget
Bospacr Bo Bpemst 46 33 44 30 52 27 33 47 42 51 36 49 56 50
Hauasia 60J1e3HH, FOfbI 36 37 52 30 5147 67 29 64 56 61
JmTe/IbHOCTb TeueHus 1921 12 30 30 25 27 40252315372120 4417 47 32 44 52 42
3a60/1eBaHus, TOIBI 1012 10 26 14 14 15 26333419 47 4152 16 54 52 57
BbIpa)keHHOCTB 68211515613104 | 32544548461513
. 9924161112
KJIMHUYEe CKOU 78 78 58 63 92 80 83 10 11 1044
CUMITTOMATHKH, 0asibl 3838 22 24 47 42 44 2561 48 67 55 45 34 7143 50 29 86 44 53
Bripa)keHHOCTb 38467074 43 57 51 43 3565 33
atakcuu, 6asibl ot 13422542 372323 282617 18 4527 26
_____ .. 1328 39 30 252133242518 15
luneprpodust tesoro | + Oxo KI'
JKeryzouKa F-+-++----- I i e e
Pacumpenue sieBoro R +-+++-+ -
>Kenyouka -t+t+----++++ F----F -+ -+t -
V3meHeHHe aopThI

IpumeuaHue: naoc — ecmb, MUHYC — Hem

Ilpu craTnueckoii 0O6paboTKe

MOJyYeHHBIX pe3y/bTaTOB NPUMEHSUIM  Cleflyrolye

MeTO/bI:

0fHO(AKTOPHBIHN

[IUCTIEPCUOHHLIN aHamm3 (pacueT Kputepus F) u pacuet koadduienTa paHroroii koppessitu (q) o ¢popmysne CriipmeHa.
CpepHuii Bo3pacT Bo BpeMst Hauasia 3aboeBanusi B 1-i1 rpyrme 6obHBIX coctaBun 14,4+5,5 roza, Bo 2-i1 — 27,5+9,3 roza
U B 3-# — 42,9+12,8 roga. IIpy COMOCTaBIEHHUM C TIOMOIIIBI0 OJHOMAKTOPHOrO AMCIIEPCHOHHOIO aHa/M3a BO3pacTa BO BPeMs
Hauasia 3abosieBaHusl y OO/IBHBIX 3 TPYIIT OTMEUEHO CTaTUCTUUeCKU 3Haummoe paznuume (F=4,15, p <0,001), uto no3Bosnsiet
CuUMTaTh pacripeziesieHye OOBHBIX 110 TPYIIIIaM B 3aBUCUMOCTHU OT 3TOTO TI0Ka3aTesis BIIOHe 000CHOBaHHbIM.
BBIpa)KeHHOCTb KITMHHYECKOW CHMITTOMAaTHKW M aTakCHH, C OZHON CTOPOHBI, U JUTUTETBHOCTh TedeHHsl 3aboseBaHus — C
ZIPYTOi, COTIOCTaB/IeHBI C MTOMOIIIBI0 Ko3¢duireHTa paHroBoi Koppessiuu q (1o ¢opmyne CriipmeHa).

Pe3ybTaThl U 00CY)KAEHUA

KosddurpieHTs! paHroBo# KOppeJIsiLiy IpY COTIOCTaBIeHNH BBIDAKEHHOCTH BCel KIMHUYeCKOW CHMITTOMATHKH U aTaKCHH
C AJMTeILHOCTHIO 3aboneBaHust B 1-i rpymme (A®) gocrurator 1,0, UTO CBU/IETENBCTBYET O TECHOW CBSI3U MeXX/Ay HUMH U 00
OZJHOPOZIHOCTH BBIOOPKU. [yist 2-i rpymibl (ceMeiiHasi MO3KeukoBasi flereHeparusi) v ass 3—1 (criopaguueckasi MO3KeUKoBast
JereHepaiyisi) B 000MX Cydasix Mojy4eHbl 3HaueHUs], yKa3bIBalolue Ha C/1abyro B3aUMOCBSI3b COTIOCTAB/SIEMBIX (PAKTOPOB.
OObsICHEHHEM TOMY MOTYT CJIy)KUTh OOJIBILIOE Pa3/vuKe B Bo3pacte OO/BHBIX 2-i U 0c00eHHO 3-i rpymIibl (B TOM UKC/Ie U B
BO3pacTe BO BpeMs Hauaja 3abojieBaHusi), HEPABHOMEPHOE U HEMOCTOSHHOEe TMPOrPeCCUPOBAHHE CUMITOMATHKH, T.e.
3HAUUTEJIbHBIN KJIMHUUECKUM TTOIMMOP(GU3M BHYTPH 3THX HEOAHOPOJHBIX COOPHBIX IPYIIM.
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OCHOBHBIMH  3XOKapuorpadyecKUMH TIPU3HAKAMH TIOpaKeHWsi CepAla Yy 00c/ie[oBaHHBIX OONBHBIX  SBUIUCH
TUNepTpo(Usl CTEHOK JIEBOIO JKelyAouka — MEeXOKe/Ny[l0UYKOBOM 1eperopofiki M (Wau) 3aiHell CTeHKU JIeBOIO JKeqlylouka,
paciivpeHye JIeBOrO JKelylouka, a TakKe pacllMpeHue W YIUIOTHEHHe BOCXOAslllell 4acTW Ayrd aopTel. MHTepecHO, uTO
CJIy4aeB cOUeTaHUs BCeX TPeX YKa3aHHBIX M3MEeHEHHUH y OFHOTO U TOro )Ke 60IbHOTO MBI He BCTPETHIIH.

ITpu A® sxokapauorpaduueckre uaMeHeHust oTMeueHsl Y 5 (71,4%) u3 7 O0/bHBIX, IpUYeM B 4 ciiydasx Hab/mOIamiuch
pa3HOM CTerneH! BBIPAKEHHOCTH TMITePTPO(HS MeXCKeTy[0YKOBOM 1TeperoposiKy U (M/IM) 3a/{Hel CTeHKH JIEBOTO JKeJTy[0ukKa, a
y 1 60/IBHOTO — 3HAUUTE/TEHOE PaCIIMpeHHe JIeBOTO JKeTyouKa.

CoueTaHusl yKa3aHHBIX U3MeHeHuH pu AD Mbl He OTMeTHIU. HaM He yaanoch TakKe BBIIBUTh KAaKOW-TUO0 B3aUMOCBSI3U
MeX/[y XapaKTepoM 3XOKapAuorpadryecKUX U3MeHeHWW W TakuMH (aKTopamMu, Kak JJUTeNbHOCTh TeueHWs 3abosieBaHus,
BbIP&XeHHOCTh KJIMHAYECKOM CUMITTOMAaTHKH, aTakcuu. I1pu ucnonbs3oBanuu Hapsagy ¢ OxoKI' perucrpauuu JKI' mopakeHue
Muokapza npu A® ormeueHo y 6 u3 7 60JIbHBIX, IIPUYEM BO BCeX C/Iydassx Haubosee TUMMUHBIM M3MeHeHHeM Oblla HHBEPCHS
3ybua T B JIeBBIX TIPYJHBIX OTBeZleHHSX. OTH CABUIM ObUIM OTMeUeHBI Yy Bcex OOJBHBIX C 3XOKapAxorpaduue CKUMU
W3MeHEeHUsIMH, a Takxe y 1 6osbHOro ¢ HopmanbHou OxoKI. Creayer ykasaTh, UTO >Kano0bl Ha cepjlie, B OCHOBHOM Ha
nepuogruuecKre 60/u, TpebsB/IsIN MUlllb 3 U3 7 00/bHbIX AD.

ITpu cemeliHOI MO3KeUKOBOM JlereHepaljiy MPU3HAKHY ITOpakKeHUs cepALa, nogaHHeiM DxoKI, otmeuens! y 9 (81,8%) u3
11 60/bHBIX, a TIPU CIIOPAUUECKON MO3KEUKOBOH AereHepand — y 11 (78,6%) u3 14 6o/bHbIX. CpaBHUTENIEHO HEOO/IBIIIOE
YUCI0 HaOMIOeHH He [jaeT BO3MOXKHOCTH CY[UTh O CTaTMCTHUECKW 3HAYMMOM TIpeobsiajaHvy TOTO WIM WHOTO BHJA
5XOKapZuorpaduueckux M3MeHeHW B 3TWUX rpymmnax OonbHbIX. CrereHb OOHapy)KeHHbIX W3MeHeHWH Obla pasiuuHOM.
Heo6xoarmMo 0TMeTUTb, UTO y 1 Go/bHOrO 2-H rpymmsl (C JUarHo3oM «OJIMBOIOHTOLiepeOensipHas AereHepanysi, ceMelHbIHA
TUM») Uy 2 GOAbHBIX 3-i Tpynmbl (C AUArHO30M «OJIMBOIOHTOLIEpeOe/UIsipHast iereHepalusi, CriopaJuueckuii TUI») ObLIo
BBISIBJIEHO 3HauuTelbHOE paclIMpeHHe TI0JIOCTH JIeBOTO JKeIy[ouka, CXOJHOe C TakOBbIM TpU JWjaTaliOHHOM
KapIMOMHONaThy, 6e3 KaKuX-M00 KIMHUYeCKUX MPU3HAKOB CepJeYHOlN HeJ0CTaTOYHOCTH.

Hawm He ypanock 0OGHapyXWTh CTaTUCTUUECKH 3HAUMMBIX pa3/MuMii B 4acTOTe M3MeHeHWH cepina mo AaHHbIM OXoKI' y
6ospHBbIX 3 rpymm. OfHAKO B CBSI3U C TeM, UTO OosbHBIe 1-i TPyMIbl ObUTH 3HaUMTENBHO MOJIOXKE, a TIOpaKeHWe cepzLa, 1o
JaHHbIM OX0KT, BCTpeyanoch y HUX CTOJTb XKe YacTo, KaK U 'y OOBbHBIX 2-U U 3-U TPYIIN, MOXKHO C JOCTaTOUYHOW YBEPEHHOCThIO
cflenath Cjefyiollee 3aK/IOUeHMe: yKasaHHble K3MeHeHHs cepfilja ropasgo 6Oosee crenyguuHbl uMMeHHO Ang AD u
NaTOreHeTHUeCKU CBsi3aHbI C 3TOH 00/1e3HBIO, a He C MapasylesbHO NMPOTEKAMoIUM CepAeUHO-COCYAUCThIM 3aboieBaHueM.
[JelicTBUTE/IEHO, AOCTOBEpPHBbIE BO3pAcTHbIe pasnuuus B 3 rpynmax (CpefHUi BO3pacT OOJBHBIX B MOMEHT 00Ciie/j0BaHUS
COOTBeTCTBeHHO 23,416,6, 38,4+8,9, 50,4+10,4 rozja) TOBOPST O TOM, UTO BTOPUYHBIE U3MEHEHUs Cep/ia, 00yC/IOBIeHHbIe
TUNepPTOHUYeCKOW 6O/Me3HbI0 WM WIeMUueckod 0osie3HbIO cepiria Ha (OHe aTepocKieposa, MO-BHIMMOMY, TOpaszo yaile
MOTJIH BCTPeYaThCsl BO 2-i U 3-i rpymmax O0/IbHBIX.

B kauecTBe WITFOCTPALMiA IPUBOJVM KPaTKKe BBIMIMCKU U3 UCTOPUI O0/e3Hu.

1. bonerast O., 19 ner. C 10-7eTHero Bo3pacTa HapacTalOT HEYCTOWUYMBOCTL TpU X0[bbe, cabocTh B HOrax, uepes
HeCKOJIBKO JIeT Toc/ie Hayaja Oose3Hu cranu GecriokouTh Oos B obmactu ceppua, cepauebueHue. Poguremu 60sbHON —
[BOIOpOZiHBIe Opat U cecTpa.

OOBEKTUBHO: YaCTOTA Cep/IeuHbIX coKpareHuii 94 B Munyty, Al 120\80 MM pT. CT. BbIC/TyILIMBA€TCS CUCTONMAYECKUM LITYM
B V Touke. HeBposiornueckuii cratyc: rybOKHii ape3 HOT € MbILIeYHON TUNoTpodueid, apediekcusi, By CTOPOHHUM CUMITTOM
BabuHCcKoro, pe3kuii MHTEHLMOHHBIA TPEMOp U AWCKOOPAWHALIMS B PyKax, rpybast aTakCHs TY/OBHILA, HAPYLIEHHEe CYCTaBHO-
MBIIIEYHOTO YYBCTBa B HOrax. [IpM KOMIbIOTepHOW Tomorpauy TOJOBHOIO MO3ra BbISIBJIEHO YMEPEeHHOe paciIipeHHe
0a3anbHBIX LMCTEpHA/IBHBIX TPOCTPAHCTB, CybOapaxHOWA/NBHOTO TPOCTPAHCTBA TIOMYIIapuid W uepBs Mokeuka. OKI:
CHUHYCOBasl TaXUKap/usi, M3MeHeHHs] MUOKap/ia C HapyllleHneM TPoGHKH B 001aCTH 3a/iHell U repeHe00KOBOW CTEHOK JIEBOTO
kenypouka. OxoKI': BblpakeHHast TUIepTpodus MeXOKe TyJ0UKOBOW 1eperopofiKi 1 yMepeHHasi runepTpodus 3aZiHeil CTeHKU
JIEBOT'O >KeJTyJlouKa — COOTBeTCTBeHHO 21 1 15 mMm. luarHos: cemeiinas AD.

2. BonpHoit B., 25 net. C 14 netT Me[jieHHO yXyAlllaeTCsl TIOXO/Ka, B JaybHeNIleM TPUCOeAUHIUIACh HeJIOBKOCTh B PyKaXx,
nHorza becriokouT 60k B 06/1acTh cep/iia. AHaJIOTMYHBIM 3a00/1eBaHUEM CTPAJiaeT CTapIluii Opar.

OOBEKTUBHO: 4aCTOTa CepAeUHbIX COKpalleHuii 75 B MuHyTy, Al 110\70 MM pt. cT. [lecdhopmarius ctorm («IoJiasi CTOrma»).
[nybokuii HWKHUI Tiapariape3, aTpodusi MBI TOjieHed U cTor, apeduiekcus, ABYCTOPOHHMI cuMIToM babuHckoro,
BbID@KEHHasi CTaTMuecKas M [JUHaMHuecKas aTakcusi, rpyboe HapylleHHs CyCTaBHO-MBIIIEUHOTO UYBCTBa B Horax. Ilpu
KOMITBIOTEDHOM TOMOrpadyy TOMOBHOIO MO3ra H3MeHeHWH He BbisiBieHO. ODKI': m3MeHeHHs1 MHOKapfia C HapylleHHeM
Tpo(UKH, TIpeUMyILIieCTBEHHO B 06/1acTy 3afHell U GOKOBOM CTEHOK JieBOro »kemyznouka. DxoKI': 3sHauuTe/bHOE paciiupeHue
JIEBOTO >KesylouKa (KOHEUHBIM CHUCTOMUeCKUid pasmep — 60 MM, KOHEUHBIH [UACTONMMYeCKui pasmep — 72 MM) Oe3
CyllleCTBeHHO! Ir'MItepTpo( UK CTEHOK; M Keny0uKoBasi Ileperopofika ruriokMHeTHyHa. /lnarnos: cemeiinas AD.

3. BonwHoit C., 44 net. B Bo3pacTe 22 seT Hauana CHUXKATbCsi OCTpoTa 3peHus. Criyctsi 11 jieT MosSIBUMNCH HEUETKOCTh
peun, HapacTaroljee TIOLIaTHIBaHWE IPU XOAb0e, HEJIOBKOCTH B pYyKax. AHalornuHoe 3abosieBaHude C HapyLIeHWEM
KOODZMHALIVY U CHIKEHHEM 3peHHUsI BIJIOTh 10 CJIETIOThI HAab/Moanoch y Matepy U 0a0yIIKHY 110 MaTePUHCKOW JTHHUM.

Comaruueckyd 370poB. HeBposiorMueckuii CTaTyc: pe3KOe CHW)KEHHe OCTPOThI 3peHMs, [W3apTpus, IOBbIIEHHe
MBIIIEYHOTO TOHyCa TI0 MHPaMHJHOMY THITy, TIOBBIIIEHWE CYXOXXU/BHBIX peqIeKCOB, TaTONOrHueckre peduieKch
crubare/IbHOM IPYIITbl, MHTEHL[MOHHBIN TPEMOp U JUCKOOPAVHALMS B PyKax U Horax, HeyCTOHUMBOCTb B 1103e Pombepra u npu
xozibe. ITpu ocMoTpe Helipoo(TalbMO/IOrOM BBIsIB/IEHA LieHTpasibHas (Maky/sipHasi) JereHepaliis ceTdaTku. KomrmbroTepHas
TOoMOrpadusi rOJIOBHOTO MO3ra: YMePeHHOe pacCIlHMpeHHe >KeMyZOUKOBOM CHCTeMbl, Cy0apaXHOMJAJbHOTO IPOCTPAHCTBA
ToTyIIapuil U yepBsi Mo3keuka OXoKI': ymepeHHast runepTpodusi MexoKenyJ0UKOBOM TeperopoAkKi U 3ajHell CTeHbl JIeBOT0
JKeqyflouka — 12 MM, yMepeHHOe paciivpeHde aopTel — 29 MM. [lMarHos: ceMeliHas MO3)KeUKOBasl aTaKCUsl C LIeHTpaabHOU
JlereHepariell CeTyarku.

4. BonbHo# B., 53 net. Ha npoTsbkeHnu 6 yieT MejIeHHO HapacTalOT HEYCTOWYMBOCTE TPU X0O/b0e, HapylleHe 1ovyepKa,
CMa3aHHOCTh peul, ABoeHre. CeMelHbIM aHaMHe3 He OTSrOLLleH.
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OO6BEKTUBHO: TIMTaHUe TMOBBIILIEHO, TIepudepruueckux oTeKoB HeT A/l 130/90 MM PT. CT., UacTOTa CepeYHbIX COKpaIl|eHHUH
66 B MuHyTy. HeBposornueckuil cTaTyc: ropu30HTa/lbHbBIM HUCTarM, OTCYyTCTBHE KOHBEpPIeHIWH, BbIpakeHHasl HeueTKOCTb U
3aMe/l/IeHHOCTh peud, JWCKOOpJMHALMS B KOHEUHOCTSIX, HeycToMuuBoCTb B 1o3e Pombepra u mpu xoabbe, Hebosbliive
M3MEHEeHHUs1 B TMICUX0-3MOLIMOHAbHON cepe (BCIBUIBUMBOCTD, caaboayiive). KomnbroTepHas ToMmorpagusi roJioBHOrO Mo3ra:
BBID@OKEHHOE paciivpeHHe CybapaXHOHMJAJbHOTO INPOCTPAHCTBA TIOJyILApHid M uepBs MO3)KeUKa, JIOOHBIX [osield, LUCTepH
MOCTa ¥ CpeiHero Mo3ra, IV xkenyouka, Hebo/ibiloe paciuiMpeHre 60KOBBIX »KeyoukoB. OXoKI': 3HauuTe/TbHOe paciiipeHre
aopTsl (35 MM), JIEBOTO >KemyZouKa (KOHEUHBIA JUaCTO/IMUeCKUi pa3mep — 69 MM, KOHEUHbIM CUCTOMYeCKuit pa3mep 60 Mm),
TIPaBOro >KeJy[ouKa, JIeBOrO TpefcepAusl, CHIKeHHe CKOPOCTH paHHero AMacTOIW4YecKOro TNPUKPBITHS INepefHell CTBOPKU
MUTpaNBHOTO K/araHa. 3ak/FoueHne: JuaTalMoHHasi KapAuoMyonaTys. [JuarHo3: oJMBOMOHTOLepebeispHas ereHeparusl,
criopaguueckuit Tun Jexxepuna — Toma.

3ak/oueHue

TakuMm 00pa3oM, COIVIACHO TMOJYYeHHbIM HaMW [JAHHBIM, TOpPa)KEHHE Cep/iia sIB/SeTCS TUMWYHbIM Tpu3HakoM AD,
BXOASIIMM B CTPYKTypy 3Toro 3aboneBaHusi. BoO/bIIMHCTBO ucCciefoBaTenell oTMeualoT, uto s AQP xapakrepHa
runeprpoduyeckast Kapauomuonarus [4], [15], [17]. Pe3ynbrars! Halllero WCCIeN0BaHMs, OHAKO, CBU/ETETbCTBYIOT, UTO TIPH
A®d, HecMOTps Ha SIBHYHO OJHOPOJHOCTb HEBPOJIOTUYECKUX TPOSIBIIEHUH, UMeeT MeCTO TOIMMOPGHU3M M3MeHeHUH cep/ria 1o
JaHHeM OxoKI, mpuueM, MOMHUMO TUMHWYHBIX TMIEPTPO(QUUECKUX M3MeHeHWH MMOKapZa, MOXKeT HHOT[a BCTPeuarbCs |
JunatariioHHass kKapguomuoratus. J. Gottdiener u coaBT. [6], mMOMyuMBIIME CXOAHBIE pe3y/IbTaTbl, CUHTAIOT, UTO
JunaTallOHHAs KapJUOMMOIATHsl B TAaKUX C/Iydasix sIB/sSETCS KOHEUHON cTajuell TurnepTpoduueckod KapJuOMHOIAaTHU.
OpHako Y. S. Child u coarrt. [3] Ha 0CHOBaHMY KOMITJIEKCHOTO Kap/MOJIOTHUeCKOro 00cieoBaHus 00MbHBIX AD B JUHAMUKE
yKa3bIBaIOT Ha CyI[eCTBOBaHUe JBYX MPUHLIMITMAIBHO Pa3/IMUHbIX TUIIOB M3MeHeHus cepAua rmpu AP — runeprpoduyeckoro u
IUCTPOPUUECKOrO, TIPeAronaras TpU 3TOM CYI[eCTBOBaHME OUOXUMHUECKUX [e(eKTOB, pa3/uuHbIX y (EHOTUIIUYECKU
CXOZHBIX 0O0bHBIX. [T0-BUAUMOMY, BOMPOC O COOTHOLIEHHWH pa3/M4YHBIX THIOB KapAuomuonatud npu AP MoxeT OBITh
paspellieH C TOMOIIbIO [IUTEe/IbHOTO JUHAMUYECKOro HabmoeHns 3a 60/bHbIMA AD C UCIO/Ib30BAHUEM BCEX COBPEMEHHBIX
MeTO/I0B UCC/Ie[JOBaHMUSI.

IIprumHbl, nMo KoTopbiM Npu AD 3aKOHOMEPHO CTpajiaeT cepfle, [0 CUX IOp OCTalTCs HesCHbIMHU. IlpesokeHO
MHOYKeCTBO THIIOTe3: KaTexoJaMUHOBasi, KOpOHapHasi, TUIoTe3a HapylleH!s: OKUCIUTeNbHOro (pochopuiupoBaHus B CBSI3U C
JecheKToOM HeKOTOPbIX MUTOXOH/IpUaIbHBIX (hepMeHTOB U Mp. [3], [15]. OgHako nartoreHeTHUecKasi pojib BCeX BhISIBI€HHBIX NIPU
A® 6HOXUMHYECKUX HApYIIEHUH MOABepraeTcs COMHeHUIO [2]. TlepBUUHbBINA OMOXUMUUECKUI eeKT He UeHTU(UIIMPOBaH.
B Hacrosiiiee BpeMsi PUHATO CUUTaTh, YTO NpU AP MMEIOT MeCTO reHepaaM30BaHHBIN JieeKT 11eJIOCTHOCTH M HapyllleHue
GYHKLMOHANTBHBIX CBOMCTB MeMOpaH KJeTOK Ha pasHbIX YPOBHSX [2]. DTo, MO-BUAMMOMY, HaXOOWT CBOE OTPa)KEHHE B
COYeTaHUW HEBPOJIOTUYEeCKUX CUMIITOMOB C 3KCTPAHEBPAJSBHOMN Tarosorveli (KapJWOMHOIATHs, CKejleTHbIe AedopMaliyi,
caxapHbli fuabet, runoroHagu3M u 1p.). Kapauomuonarus npu AD paccMaTpuBaeTcs Kak TPOsIBIEHUE T1IeHOTPOITHOTO
JENUCTBUS OHOTO MyTaHTHOTO reHa [1], [16], [17].

B mocTymHO# nuTeparype Mbl He BCTPETU/IA paboT, MOCBSILEHHBIX 3X0KapArorpahuuecKoMy UCCIe0BaHUIO TIPH APYTUX
¢dopmax HCI, Hexxenu A®P. Hamu momydeHbl mepBble pe3y/lbTaThl M TPeANpPUHATA MOMbITKA MX aHanm3a. Kak yxe
yKa3bIBaJI0Ch, BBISB/IEHHbIE BO 2-H W 3-i rpymnmax u3MeHeHusl cepAlia MOTYT ObiTh, YUUThIBAs BO3PACTHON COCTaB OO/BHBIX, B
3HAUUTE/ILHOM CTETeHU CBSI3aHbI C COMYTCTBYHOIUMU COCYAMCTBIMU 3a00sieBaHUSIMUA. MBI TIOMBITAIUCh OLIEHUTh YacTOTY
OCHOBHBIX CepJeyHO-COCYJUCTBIX 3a00/ieBaHUI — aTepoCcK/iepo3a W THUIEPTOHHUUECKOH 00sie3HU y OOJBHBIX 3TUX TPYIN Ha
OCHOBaHWHY aHaMHe3a, ypoBHS AJl, murmuaHOro mpoduis, U3MeHeHU T71a3HOTO [JHa, a B psifie C/IyuaeB OMUPAasiCh Ha JaHHBIE
YABTPa3ByKOBOH Jorruieporpadyi MarvCTpanbHBIX apTepuil royioBbl. OKa3aaock, uTo B 3-i TpyIIe pacrpoCTpPaHeHHOCTh
COCYAMCTBIX 3ab0ieBaHUIi Ha OCHOBAaHWM YyKa3aHHBIX KpUTepUeB cocTaBuia 85,7% (y 12 6GombHbIX W3 14), Torma Kak
n3meneHus: OxoKI' otmeuensl B 78,6% ciiyuaeB (y 11 6ompHbIX U3 14). B TO ke BpeMsi BO 2-ii rpyIie OAWH WM HECKOJIBKO
KpHUTEpUEB COCYAMCTOrO 3abosieBaHust ObIIIO OTMEUEHO TOJBKO ¥ 5 (45,5%) u3 11, Toraa kak uameHeHusi OXoKI" BbIsBIeHBI y 9
(81,8%) u3 11 naipenToB. Kpome Toro, Kak y>ke yKasblBasioCh, y 3 00/bHBIX OJIMBOTIOHTOLIEpebesisipHOl AereHepanueii (1 —
n3 2-i u 2 — w3 3-ii rpymmel) Ha OxoKI' Oblla oOHapy)KeHa [JW/aTallMOHHAs KapAuoMuonatus 0e3 Kakux-mbo
Kap/IMOJIOTHYeCKUX MPOSIBIeHHH. Bee 3T0 Mo3BosIsieT mpernosnarars, UTo U3MeHEeHUsI cep/ilja MOTYT OBbITh CBsI3aHBI HE TOJIBKO C
A®, HO U c gpyrumu ¢dopmamu HCLIJ. [Ins yTOUHeHHs] JaHHOrO BOmMpoca HeoOXOAWMBI AanbHeilnve HabmomeHWUs Ha
6osb11I0M TpyTIe GO/BHBIX B COMOCTABIEHUH C TMHIEMHOIOTHUECKUMU 3X0KapAUOorpahruueCKUMU UCCIe[OBAHUSIMH, a TaKXKe
W3y4yeHHe TaToreHeTHUeCKUX (B TIePBYIO odepeib OMOXUMHUUeCcKrx) MexaHu3MoB pa3sutust HCLI/I.
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