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The clinical case of a patient F. with dilated cardiomyopathy in the terminal stage and renal amyloido-

sis is represented.
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Beenenue. Kappuomuonatuu — rpymma 6GoJie3Hedt
cepzLa, /i KOTOPBIX OOLIMM SIBJISIETCS IIepBUYHOE 130U-
paTesibHOE MOpakeHre MUOKap/a HEM3BECTHOM 3THOJIO-
TUW, TATOTEHETUYECKU HE CBSI3aHHOE C BOCIIAJIEHUEM,
OITyX0JIbI0, KOPOHAPHON HEZOCTATOUHOCTBIO UJIN apTEPHU-
aJbHOH TurepTeH3ueil. B kiIMHUYeCKOl IpakTHKe yarie
BCTPEYaeTCs IUJIaTaIllnoOHHAsS KapAMOMUOTIATUS
(AKMII), njist KOTOPOi XapaKTEPHBIM SIBJSIETCST OBICT-
poe TIpoTpeccupoOBaHUE CEPAEYHON HEeIO0CTaTOYHOCTH,
pesuctenTHoi K Jiedenuto. [emopmnamudecku JJKMII
XapaKTepu3yeTcs: BbIPAKEHHON CUCTOTNYECKON HeJI0CTa-
TOYHOCTBIO CEP/IA CO 3HAUYNTEIBHBIM YBEJTMYEHUEM KO-
HEYHOTO CUCTOJIUYECKOTO U JIHACTOJUYECKOTO 00BEMA
JIEBOTO JKEJIy0YKa, YTO OIpeeideT paHHee TOSIBJICHIE
3aCTOS KPOBU B JIETKUX U Pa3BUTHE BTOPUYHON THUIIEP-
TEH3UU MAJIOTO KPyra KPOBOOOpAIeHusI.

Iamonoeuueckan anamomus. llpu Bcex dopmax
JKMII 00HapyKUBAIOTCS 3HAYUTEJNbHBIE M3MEHEHUS
cep/Iia, K KOTOPBIM OTHOCSITCSI BBIPasKeHHAS TUCTPODOUS
U UHTEPCTUIHATBHBIN (Gubpo3 Muokapaa. MUKpockorm-
YEeCKU ONPEIEJIIOTCS MUOIMTONIN3, 303MHOMDUINSA Kap-
JIMOMUOITUTOB, JUM(POTUCTUOUTAPHDbIE WHOUIBTPATHI
MOJIOCTPOTO U XPOHUYECKOTO THIIA, TPUYEM TI0 CBOEMY
XapakTepy MHOUIbTPAIHS He UMeeT I0CTOBEPHbIX OTJIH-
YUl OT TAKOBOWM NP MUOKap/UTE.

JKMII vare obuapyskuBaercst B Bospacre 30—40 ner,
XOTS BO3MOXKHO €€ Pa3BUTHE Yy JIeTel W JIUIL TOKUIIOTO
Bozpacra. IIpu OBICTPO MPOrPeCCUPYONIEM TEUYEHUU
JIKMII tskéibie HapyIIeHust KpOBOOOPAIIEHUST OTMEYA-
I0TCS1 Yepe3 HeCKOJIbKO MECSIIEB TIOCTe TMOSBIECHUS Tep-
BBIX Ka/i00, a JIeTaJbHbIA UCXOJ HACTylaeT B OJvKaii-
e 2—5 set. OCHOBY KIMHUYECKUX TIPOsIBJICHUN 60JIe3-
HU COCTaBJSIOT npu3Haku 3actoitnoit XCH, aputmun
Cepiila, Cpe/In KOTOPBIX Hanboee 4acTo (IIPHMepHO y 2/3
GOJIBHBIX) BBISBJSIOTCS (HDUOPUIIAIMS TIPENCEPT,
a Takxke TpoM6oaMbonu (dalle JErOYHbIX apTepHii, pe-
JKe apTepuii MO3ra, oYeK, KOHEYHOCTEN ).

BoJsbHbBIE KAMYIOTCS HA BBIPAKEHHYIO OOIIYIO CJia-
60CTb, yTOMJIIEMOCTb, OJBILIKY ¥ cepauebuenye npu hpu-
3UYECKOU Harpyske, TOJEPaHTHOCTb K KOTOPOM Ipu Obl-
CTPO TIPOTPECCUPYIONIEM TeUeHUU GOJIE3HH CHUKAETCS
04eHb OBICTPO.

OTHOCUTENIBHO PAHO TIOSIBJSIOTCS TPUCTYIIBI CEPIeY-
HO¥ acTMBbl, HUKTypus. I1o Mepe mporpeccupoBanus Hapy-
MIEHUH KPOBOOOPAIEHUsT BO3HUKAOT Iepudepudeckre
OTEKMU, ACIUT, YBEJINYMBAETCS TT€UeHb, HAOYXAIOT MIEIHbIE
BEHbI. PEHTreHOJIOTHYECKH OOHAPYKUBAETCST OOJIBIIOE
MIAPOBU/IHOE CepIiile, TeHb KOTOPOrO 3aKPbIBAeT 3HAYU-
TEJIbHYIO TLIOIIA/b JETOYHBIX ToJiel (KapAUOTOpaKasib-
HbIi uHIeKC Gosee 0,6), aMILTUTY/Ia TTyJIbCAIIAH 110 BCEMY
KOHTYpPY TeHH cepiia ocjabiieHa; B JIETKUX BBISABJISIIOT
npusHaky BeHo3Horo 3actosd. Ha IKT vacro BeIsiBisAoTCs
GJoKabI HOKEK mydka ['mca, pusHaku runeprpoduu Jie-
BOTO MPEJICEPNsT, MHOT/IA TATOIornIecKue 3yOisl Q win
QS, coznaroniyie KapTUHY TOCTUH(APKTHBIX N3MEHEHUIA.

JKMII caenyer npeanonaratb Bo BceX cydasx, KOT-
Ja 0OHapysKUBAEeTCs KapArOMerajus, 0COOEHHO B cove-
TAHUY C HAPYIIEHWSIMU PUTMA U TPU3HAKAMU CEPAEIHON
HEOCTATOYHOCTH, €CJIM UX IIPOUCXOXK/IEHIE HEJb3s [0C-
TOBEPHO OOBSICHUTH HAJIUYUEM Y OOJIBHOTO H3BECTHBIX
GoJie3Hel, IPUBOJSIIMX K 0JOOHBIM U3MEHEHUSAM Cepll-
ra. CyliecTBenHoe 3HaYeHue JiJist TOCTAHOBKY JMArH03a
UMEIOT JJAHHbIe 9XOKapauorpaduu, BbIIBISAIONINE CIey-
I0II[e TUITUYHbIE TIPU3HAKK: PE3KOe CHUYKEHUE CUCTOJIU-
4ecKol (PyHKIIMH, paclIMpeHue oJI0CTel JIEBOTO U Tipa-
BOTO JKeJIYJOYKOB CEP/IIIA, & TAKIKE TIOJIOCTH JIEBOTO TIPEJI-
Cepust; TOTAJIBHAS TUIIOKUHE3UsT CTEHOK JKETYI0YKOB.

Kmunnaunueckuit quarnos J[IKMII cunraor orHOCUTE IB-
HBIM TIOKa3aHueM K Guoricuu Muokapaa. OnHako Hecre-
1U(GUIHOCTD BBISIBJEHHBIX U3MEHEHUN /a)ke MPU COBO-
KYITHOCTU JAHHBIX TATOMOP(OIOrnIecKOro, TUCTOXUMU-
YeCKOTO U YJIbTPACTPYKTYPHOTO MCC/Ie0BAHUS (/IS de-
ro HeoOXOAUMO He MeHee 5 GUOINTATOB) OIpeAesseT He-
BBICOKYIO YaCTOTY OTHOCHUTEJIHHO JOCTOBEPHOTO IIOJI-
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TBePIKIEeHUs AMarno3a (IIpUuMepHO B IIOJIOBUHE CJIYYaeB),
[IpUYeM OTPUIATEIbHbIE JAHHbIE He MCKIIOYAI0T HAIu-
st GOJIE3H.

ITporHo3 st JKU3HK U TPYAOCHOCOOHOCTH GOJIBHOIO
HeolpeJle/IeHHbIi, Tak Kak Teuenrie [[KMII moxket uzme-
HUTBCS TI0]] BJIUSTHIEM UHTEPKYPPEHTHOTO 3200 I€BaHSI.
B 106011 craguu 3a60J1eBaHUS He UCKJIIOUEHA BHE3AITHAS
CMepPTb.

Knunuveckuii cayuaii. Bomsaoit bB., 52 jet, Kutesb
Cankr-TlerepOypra, HAXOMWICS HA CTAIHOHAPHOM Jiede-
nuu B kmnuke CIT6MATIO ¢ quarno3om: quiaTalioHHAs
KapauoMuonaTusi, TepMuHanbhas craansg, XCH IV ®OK
¢ HapylieHreM cuctosmueckoil (yukimu. Tpomb60amMb0o-
JINS MEJIKUX BeTBel 1paBoro Jjierkoro (arpesb 2010).

IIpu mocTyIuieHny TAIMEHT TIPEIbSIBJS KaJI00bl HA
BBIPLKEHHYIO OJIBIIIKY [TPY HE3HAUNTEBHOM (hU3UUECKOI
HArpy3Ke U B TIOKOe, UHTEHCUBHOCTh KOTOPOU HapacTaa
npu  moBblmieHWH  cucrosaudeckoro  AJl Golee
110 MM pT. cT., yuamieHHOe cepzleOueHre, MacCHBHbIE
OTEKM CTOII, rojieHel, Oezep, yCUIMBaIoecs K Beyepy,
MOBBIIIEHHYI0 YTOMJISIEMOCTh M CJIA0OCTh, WHTEHCUBHbIE
6011 B IIpaBOM 110pebepbe, BO3HUKAIOLIKE Hoc/e (pusmde-
CKOI1 Harpy3K# U ITPOXOJISAIIHE TToce Tpréma pypoceMusa.

Anamnes sabonesanus. Cuuraer cebst O0JHHBIM C CEHTSI-
6pst 1998 1., Korma Ha (oHe MOTHOTO GJIArOTIOIY IS (ATh-
MIUHKUCT ¥ CKAJI0JIa3) MMOCJIe SMOIUOHAIBHOTO ePeHaTpsi-
JKEHUSI TIOSIBUJIUCH HHTEHCUBHBIE GOJIM B 0OJIACTH CEPIIIIA,
€1a60CTh, TOJIOBOKPY KEHHE ¢ IIOCIIeAYIOIIei IoTepeil co3-
Hanus. [lanueHT OBUI TOCHUTAIM3UPOBAH B TOPOICKYIO
GOJIbHMUILY, Tl er0 COCTOSIHUE ObLIO PACLIEHEHO KaK OCT-
poiit naGapkT Muokapaa. B atot nepuog Ha KT BbisiBis-
JIUCh <WIIIEMUYECKUE> U3MEHEHUs1 B obsactu GOKOBOWM
CTEHKU JIEBOTO KeJryouka. [locie BBIMCKY 13 CTAI[OHA-
pa MaIenT CTAJ OTMEYATH OJIBIIIKY, TIOSIBJISIIONTYIOCS TIPU
(husnueckoit HArpy3Ke, KAIIETbh C HE3HAYUTETbHBIM KOJIU-
YeCTBOM MOKPOTBI. B NOJMKINHIKE 10 MECTY JKUTEIbCTBA
cocToguue OO0JBbHOTO OOBACHANM BOCHAJICHUEM JIETKUX,
B CBSI3U C YeM TIPOBOJIUIIN JITUTEJBHYIO aHTUOAKTEPUAIIB-
HYIO TepaIuio, He yJIYYIaBiyio camouyBcrsre. OIbIika
cTaja MOoSABIATHCS MPU TOBEME HA BTOPOU 3TaK, TOSBU-
JIUCh OTEKM Ha Horax. JIekapcTBeHHas Tepalins, BKJII0Yalo-
I1asi MOYETOHHbIE CPENICTBA U CEPEYHbIe TJIMKO3UIbI CO-
crostaue He yayuriasia. B 2005 1. 6osHOMY GbLTa ompesie-
JieHa BTopas Tpynma naBamuaHoctu. B saBape 2009 r. co-
crostHre GOJIBHOTO YXYIIAIOCE, TPUCOEAUHIIICEH TyBCT-
BO TSI’KECTH B IIPaBOM IoApebepbe, yJyalieHHoe cepaiedu-
eHue, OTEKK Ha HOTaX yCUJIMIUC.

B reuenue 2009—-2010 rr. HeogHOKpATHO 0OCIE0BAII-
CS1 M JIEYUJICSI B KAPAUOJOTUIECKUX U TEPAMEBTHUECKUX
CTalMOHAPax TOPOJa, OAHAKO Ha (OHEe KapAUOTPOIHON
TEpANUU COCTOSTHUE DOJIBHOTO HE YJIyUIIAaNOCh: OBIIIKA
[IPOIOJIXKAJIA HAPACTATh, OTEKH He YMEHbIITAINCH AKe Ha
GOMBIINX 103aX MOYETOHHBIX IperapatoB. B mae 2010 .
MOSIBUJIACH CEPIEeYHAasi aCTMa, COIMPOBOKIAIOMIASCS WH-
TEHCUBHBIMU OOJISIMU B TIpaBOM nozipebepbe. [lpu crarm-
OHAPHOM 00CJIeJOBaHUHU Obljla JMarHOCTUPOBAaHA TPOM-
609MOOJIHST MEIKMX BETBEN IPaBoro JIErKoro. B cBsiau
¢ 60JIEBBIM CHHPOMOM B OPIOIIHOM II0JI0CTU OOJBHOMY
OblLIa IPOBEIEHA TUATHOCTHYECKAS JIATTAPOTOMUSL, KOTO-
pasi 3HauMMOH 11aTOJIOTUH He BbIsiBUJA. buorncus nokasa-
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Jia HaJIMY e BHIPAKEHHOTO KapIuaabHOTO (hrbpo3a mede-
uu. C 91010 BpeMeHu GOJILHOM CTall MoJyvaTh BaphapuH,
BeparaMIL, BEPOIIINPOH U Jia3uKce. Jleuene He compo-
BOJKIQJIOCH YJIyYIIeHUEM CAMOYYBCTBUS: COXPAHSIIUCH
BbIpa)kKeHHAs OIBIIIKA B II0KOe, 00JIM B IIPaBoM moipebde-
pbe U OTEKH, B CBSI3U € 4eM GOJIbHON ObLI TOCIUTAIN3N-
posat B kiuHuKy CTIOMATIO it yrouHeHUsT AUarHo3a
1 1o160pa TepaIuH.

W3 comyTcTByoOIIell maToJoruy HeobX0JUMO OTMe-
TUTH HaJW4Ke y OOJBHOTO B TedeHue 4 jeT GPOHXMAIb-
HOW aCTMBI, TI0 TTOBO/IY KOTOPOII HA3HAYAIMCDH MHTATSAIIN-
OHHbIE TJIOKOKOPTUKOCTEpOU bl g0 Havana 2010 r.,
a TakKe XpOHWYEeCKuil BUpYycHbIl renaTuT C B peryimKa-
TUBHOM (ha3e, IBUBLINICS IPUYUHON OTKa3a B IIPOBEJIe-
HUU TPAHCILTAHTAIINY CEPJIIA.

ITpu nmocryrmnennu B kiananky CIIGMATIO cocrost-
Hue 60JIBHOTO cpenHeil TskecTH, crabusbioe. CozHaHue
sicuoe. ObcayxuBaeT cebst B MOJHOM OOBEME € CYIIECT-
BEHHBIM OTPAHIYEHUEM JBUTATETHHOIN AKTUBHOCTH M3-32
BbIpaKeHHON ofbIK. Ko)KHble MOKPOBBI U BUAUMbBIE
CJIU3UCTDIE OJie/IHbIE, C UKTEPUYHBIM OTTEHKOM, BBIPAKEH
[[MaHo3 ry0, akponuanos. IToIKoKHAsI JKUPOBast KJIeTIaT-
Ka pasBuTa cj1ab0, OTEKM CTOIL, ToJieHel, Gejep MATKKe Ha
omynb. Jlumparuueckue y37abl He  YBEJIUYEHBI.
Hay nérxkumu nepKyTOpHbIi 3ByK KOPOOOYHDIH, BCIIOMO-
raTesibHbl€e [[bIXaTeIbHbIE MBIIIIIB YIACTBYIOT B AKT€ JIbI-
xanud. /IpIxanue >KE€cTKoe, 0CJIa0IeHO B HWKHUX OTIE-
JIaX, BJIAKHBIE XPUIIBI B HIDKHUX OTAenax Jérkux. Yacro-
Ta JIBIXaTeJIbHbIX JIBUXKeHU 22—24 B MUHYTY.

JleBasi rpaHMIla OTHOCUTEJIBHOW CEP/EeYHON TYIOCTH
cMelneHa BieBo Ha 2,5 cM. Cep/ieuHble TOHBI PUTMUYHBIE,
1epBblii ToH ociabies, akimeHT II ToHa Ha JIErOYHOM
crosie. HCC 104 yxu./mMun. ApTepuajibHoe IaBieHUE
90/60 MM pr. cT.

SI3bIK BIIAKHDIN, 0OJIOKEH Y KOPHSI GEJIbIM HAJIETOM CO
ceflaMu OTIe4aTkoB 3y60B. JKuBOT 06BIMHOM (HOpMBI,
BeJIMYUHBI ¥ KOHGUTYpAUM, MSTKUN, He B3/IYT.
[Tpu maymbranuy yMmepeHHo 6oJie3HeH B IpaBoM Hozpebe-
pre. [Teyenn yBesmueHa 3a cueT JieBOH /[0J1U, BBICTYTIAeT
Ha 3 cM u3-110]] Kpast pebepHOil yTH, Kpaii eé 3aKpyTJieH,
noBepxHOCTh Gyrpucrast. [lasbraius meyeHn yMepeHHO
6onesHenHa. Cese3eHKa He yBesqnueHa. [[ouKu He Tmajib-
MUPYIOTCS, CUMIITOM MOKOJAYMBAHUS O MOSICHUIIE OT-
puIaTeIbHBIN ¢ 06enx cTopoH. Hukrypust.

Hannvie aabopamopnvix ucciedosanui. OOmmii ana-
Jgu3  Kposu: remorsobuH 118 r1/i, 3pUTPOIUTHI
3,9X1012/JI, JIEKOIIUTHI 4,6><109/J1, JielfikorutapHas
(opmysa ne usmenena, COI 8 mMMm/4. AHanu3 MOYM:
nporennypusi (1 rpamm). Cyrounast morepst 6eska — 4
rpamma. IIpu GHOXUMHYECKOM UCCIEIOBAHUE KPOBU 00-
Hapy’KeHa runonporentemus (o6uwmit 6eok 59,3 1/71),
runoanbOymuHemust (abbymun 34 r/m). Buoxumuuec-
Kie ToKazareiu: OWIupyOWH, KPEeaTHMHUH, MOYEBUHA,
amuHoTpancdepasbl, JUMUIOTPAMMA U DJIEKTPOJIUTHI
B IIPeZieIax HOPMBI.

IKI:YCC 79 B 1 mun., PQ — 0,18. PuT™m cuHYCOBBIIA.
Harpyska Ha sieBoe npencepaue. biokaza nepennesepx-
Hell BeTBU JieBOH HOKHU 1. ['mca. Henb3st mcKIOUnUTDH
0YaroBble M3MEHEHUs Iepe/Heeperopooutoii, BEpXy-
[IEYHOI 00J1aCTH C IIEPEX0A0M Ha GOKOBYIO CTEHKY JIEBO-
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ro keaymouka (HeT Hapactanus 3y6ia R B oTBemeHmsix
¢ Vi 1o Vs).

PentrenorpamMmma opraHoB TPYJHOHM KJIETKH: cepile
pacIIMpeHo B TIONIePeYHUKe, TPU3HAKA BEHO3HOTO 3aCTOS

(puc. 1).

Puc. 1. PenTreHorpaMmma OpraHoB TpyAHOU KJeTKu 6osbHoro @,

Ixoxapouozpaghusi: TEBBII KeTYIOUEK PE3KO YBETUIEH
B pasmepax (JIJKx —73 mMm, JIZKe — 63 mm). B momoctu
BbIPQ)KEHHOE CIIOHTAHHOE KOHTpacTupoBaHue. Muokapm
He yToJinieH. JKcieHTpudeckas runeprpodus JIK ¢ au-
gatanmein (puc. 2). dubddysnas runokuHesus CTEHOK
C PE3KMM CHUKEHHEM IJI00aJIbHON COKPaTUTEIbHOMI
(ynkuuu. Ha atom hone cymuTh 0 HATMYMM 04aroBbIX 13-
MEHEeHUI He IPe/CTaBIIsIeTCs] BO3MOXKHBIM. PecTpuKkTrB-
HBIH TUII HATIOJTHEHM S JIEBOTO sKesTyiouka. JIeBoe mpezicep-
Jlie 3HAYUTEJbHO yBesndeHo. Aoprta He paciupena. Cren-
KU ynjoTHeHbl. HapymieHuii KpoBOTOKa He Haii/leHo.
CTBOPKU MUTPAJIBHOTO KJIariaHa (hubpo3upoBanbl. Peryp-
rutanus 3 cT. ¢ vena contracta 8 MM, HUI3KOCKOPOCTHAsI.
[IpaBbie oTzesbl ceplia pe3ko paciupenbl. CTBOPKY TpU-
KyCIMQIBHOTO KJalaHa yrioTHenbl. Habmonaercs we-
moJiHoe cMbikanue. Peryprutaius 3 cT., HUI3KOCKOPOCT-
Has. /laByieHue B JIerO4HON apTepuy He OBbIIIeHO. TpoM-
6OB B II0JIOCTSIX He Halizeno. VI30bITKa JKUAKOCTA B IIEPH-
Kapzie He OOHaPYKeHO. ACIUTUYECKAs KUAKOCTh HE3HA-
yuTeabHa B GOKOBBIX OTAEIAX GPIONIHON MOJIOCTH. 3aKIIIO-
YeHUe: IMIATAIS CEPAIIA C PE3KUM CHUKEHUEM 100ab-
HO¥t COKpaTUMOCTH. Y OeIUTETbHBIX TaHHBIX 32 0YaroBble
M3MEHEHHUS JIEBOTO JKeJTyI0YKa He MMOTyYeHO.

Ornerka IUCCUHXPOHUN: CUHYCOBBIH put™M ¢ HCC=72
ya./mun. Wcxomusle pannbie: QRS 120 mc, QRS-Ao
127 mc, QRS-Pulm. 80 mc. MesxkskenyouKoBasi JUCCHH-
xporust (QRS-Ao — QRS-Pulm.) pasua 47 mc; VTI BbI-
xogHoro tpakra JIDK — 13 cm; VTI pulm. — 10 ecm; EPSS —
24 mm; dP/dt — 600 mm pr.cr./c; T TpaHCMHUTPATBEHOTO
kposortoka (mc)/ T nukina R-R (mc) — 0,51; Ts — 105 mc;
SD Ts — 38. 3axnouenue: BoigBiena ymMmepeHHass BHYTPU-
JKETyIOYKOBAs TUCCUHXPOHUS ¢ MAKCHMAJbHBIM 3aIia3-
JIBIBAHUEM TUKA CHCTOJMYECKOTO [IBUJKEHUS MHUOKapa
B 006J1acTH 3aAHE00KOBOM CTEHKH JIEBOTO JKeIy0uKa. BhI-
SIBJIeHA YMePEeHHAs MEXKKeTyI0YKOBAst TMCCUHXPOHUSI.

Y 3U opranos 6promiHoi mosoctu. ledeHnb yBeindeHa:
npasas nod — 190 mm, geBas nonsgs — 100 mm. Kortypst
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poBHbIe, uéTkre. CTPyKTypa yMepeHHO auddy3HO HEOHO-
ponHast, JXOreHHOCTb 00biuHast. COCYAUCTBIN PUCYHOK
oGenuén. Tlopranbhas Bena: 13 mm. JKeruHblil mMy3biph:
CTEHKA HEPABHOMEPHO YTOJIIIEHA, TPEXCIIOMHAST, Oe3 KPOBO-
Toka 1o IJK (cocrosnue xapakTepHO 7S 3aCTOHHOI cep-
Jneunoit  HepocrtatouHoctu). Cejle3eHka — yBeJndyeHa
(145%55 MM), CTPYKTypa OJHOPOAHAS, 9XOTEHHOCTh OObIY-
Hast. CBoGoxHAS KUAKOCTD B OPIOIIHOM IIOJI0CTU B HEOOIb-
moM KoJsmdectBe. Jlomupyercst HeGOJIBIIOE KOJHMIECTBO
SKUZIKOCTH B TIPABOM TJIEBPAIIbHOM 1osiocth (29 mm). 3a-
kiouenue: Jnddysnbie uamenenns B ne4eHu, OIKETY10-
YHOM JKeJie3e, cesle3eHKe ¢ yBeJImyeHneM ux pa3mepos. [1pu-
3HAKM TOPTaabHOM Tuneprensun. CBOGOAHAS JKUIKOCTD
B GPIOIITHOM TTOJIOCTH ¥ TIPABOH TIEBPAJILHON TTOJIOCTH.

ITpu DOTAC BbisiBIEHBI PyOIIOBbIE U3MEHEHUS JIYKO-
BUIIBI IBEHAIIIATUTIEPCTHON KUIIKA. XPOHUYECKUAN MaK-
CUMaJIbHO aKTHUBHBIM IOBEPXHOCTHBIN TacTput. [lyoze-
HOTACTPAJIBHBIN pediokc. JPO3UBHBINA AUCTATbHBIN
pediokc-s3odarut Ha dore kaTapasbHOro (UG dOy3HOTO
a3oaruTa.

JuddepennunaabHblii [UarHO3 TTPOBOJIUIICIT MEXKIY
NBC, noctuH(apKTHBIM KapuOCKIEPO30M, BOCIIAJU-
TeJIbHBIMU TTOPAKEHUSMH MUOKap/a U KapJMOMUOTIATH-
eit. [lesbIil psii KIMHUYECKUX TPU3HAKOB U UHCTPYMEH-

Puc. 2. 9xoxapanorpamma mairenta O. B BepxynieqHoM de-

ThIpEXKaMepHOM ceueHnu. LV — jieBbiit skemmynouex; LA — Je-
Boe mpezicepane; RV — npasbiit skemmyouex; RA — mnpasoe
npezcepaue

TaJbHBIX JAHHBIX 3aCTABUJI HAC YCOMHUTHCS B UIIIEMUYe-
CKOM TeHese nopaxkenus cepana. Panuee nauasno 3aboJie-
Banus (710 40 sieT), OTCyTCTBHME CTaHAAPTHBIX (GAaKTOPOB
pucka UBC, unctpymeHTaNIbHble UCCIEOBAHUS, TTOKA-
3aBIIME TOTAJIHHYI0 THIIOKHHE3UID 000X JKETYI0YKOB
cep/Iia, a TakKe OTCYTCTBUE 3HAUMMOTO HApYIIEHUS KO-
POHAPHOTO KPOBOTOKA, MO3BOJIMJIA II€PECMOTPETH IHAr-
HO3 B TI0JIb3Y [UJIATAIIMOHHON KapAMOMUOTIATHH.

B COOTBETCTBUM ¢ YCTAHOBJIEHHBIM JMATHO30M (OJIb-
HOMY ObLJIO HA3HAYEHO CJIE/LYIOIIee JIeUeHIE: KAPBE IO
C TIOBBINIEHWEM JI03bI 10J KOoHTpoJieM A/l M 4acToThl
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KIMHWYECKWE HABJIIOOEHWNA

ITyJIbCA, SHAJIATPUIL C TUTPOBAHUEM /103bI 110 YpoBHIO A/l,
muroxkcun 0,125 Mr, criupoHosakToH 25 Mr, Gypocemus
40 mr, Baphapun (MHO paBno 2), TakKe ITPOBOANIOCDH
MHOTOKpaTHOE BBeleHue anpOymuHta. J[s npoduiakTu-
K1 OPTOCTATUYECKUX PEAKITUU U apTU(DUITUATBHON THUIIO-
TOHUU B TedyeHue 5 [Hell MPOBOAMIOCH BHYTPUBEHHOE
BBeJleHUE TJIIOKOKOPTUKOCTEPUOIOB C TIOCHEMYIONIeN uX
6bIcTpOil 0TMeHOM. Ha (hoHe JTeueHust OTMEUeHO yIrydliie-
HUE COCTOSIHUS B BUJIE YMEHBIIEHUS OJBIIIKA U OTEKOB.
CylileCTBEHHO PACIIMPUIICS [BUTATENbHBIN PEKUM GOJIb-
HOTO, BO3POCJIa TOJIEPAHTHOCTD K HATPy3KaM.

[ns yrounenus reHesa He(POTUUECKOTO CHUHAPOMA
mpoBefieHa OMOICHs HMOAKOKHON KUPOBOI KJIETYATKU
nepeHelt OPIONTHOM cTeHKu. Pesyavmamo: 6uoncuu: 3pe-
Jlag JKUPOBas TKaHb, JAI0IAs MOJOKUTEIbHOE OKPAIITH-
BaHWE Ha aMWJouj] o KOHropoT. Takum ob6pasom,
y GOJIbHOIO BBISBJIEHO KOHKYpHpYIollee 3abojieBaHie —
aMUJION]103 BHYTPEHHUX OPTAHOB, KOTOPBIN CTaJ IPUYU-
HOIl He(POTUYECKOTO CUHAPOMA. Y TOYHUTH TIEPBUY-
HOCTb WJIM BTOPUYHOCTH aMUJIOU/I032 0KA3aJ0Ch HEBO3-
MOJKHBIM M3-32 BBIIIMCKKA OOJIBHOTO Ha aMOyJIaTOpPHbBII
PEXKUM 110 OOBEKTHUBHBIM 0OCTOSITEHCTBAM.

[leHHOCTD JaHHOTO HAGIIONEHUS 3aK/IIOYAETCS B TOM,
YTO B TEYEHHE [JINTEIHHOIO BpeMeHu 60JIbHOM HabJoxal-
cs ¢ quaraozoM UBC, moctuHGapKTHBIN KapAUOCKIEPO3,
B TO BpeMs KaK OCHOBHOI NPUYMHON (hopMUpOBaHus 3a-
CTOIHOM cepednoi HenocTatouHoctu Obiia JIKMII, teve-
HUE KOTOPOWl yCyryOJIsisioch aMUJIOUI030M BHYTPEHHUX
OpraHoB ¢ pa3BuTHeM Hedporuueckoro cuuapoma. Jleue-
nre XCH ajiekBaTHBIMU JI03UPOBKAMU KaPUOTPOITHBIX
Npenaparos, BKIOYAONINX B-apeHoOp0KaTop, MHTUOUTOP
ATID, criMpoHOJIAKTOH, AUTOKCUH, (DYPOCEMU U BHYTPH-
BeHHble MH(DY3MKM anbOyMUHA CYIIECTBEHHO YJIYUIIIIIO
KJIMHUYECKOE TeueHne 3a001eBaHUs 1 TI03BOJINAIIO GOJIBHO-
MY TIPOJIOJLKUTD JieueHne aMOy1atopHo. Bmecte ¢ TeM ipo-
THO3 32060JIEBAHUS JIJIST JIAHHOTO TIAIIMEHTA KPaliHe HEeYI0B-
JIETBOPUTEJIEH, TOCKOJIbKY KPUTHYECKOE CHIKEHIE HACcOC-
HOU (PYHKIIUU CepIla COYETAETCS C aMUJIOUI030M BHYT-
PEHHUX OPraHOB ¥ He(hPOTUIECKUM CHHIPOMOM.

PEKOMEHAYEMAA IUTEPATYPA

1. Kywaxoscxkuii M.C. XpoHudeckasi 3acTOHHas cepiieyd-
Hast HEJIOCTATOYHOCTD. VIIHOTIaTHYECKIE KapIHOMU-
omatuu. — CII6. — 1997. — 320 c.

2. Typesuy M.A. Canp-¥Y3-3aman, b.B.Topauenko. Axry-
ajJibHble acleKThl AUp@ePeHITNaNIbHON UATHOCTUKY
KOPOHAPOTEHHBIX U HEKOPOHAPOTEHHBIX 3a00JIeBaHNI
muokapaa. Kimn. men. — 1997. — Ne. 4. — C. 28-32.

3. Amocosa E.H. Kapnuomuonatuu. — Kues: «Knura
Ilnocs. — 1999. — 421 c.

4. bapm b.A., benesckas B.D. [IlnnatalinoHHast Kapan-
OMHUONATUSI B TPAKTUKE TEpaleBTa U KapiuoJiora
(sexnus) // Tep. apx. — 2004. — Ne 1. — C. 12-17.

5. /rcanawusn I1.X. KapauoMuonatu ¥ MUOKAPANUTEHI.
— M., 2000. — 128 c.

6. Kysneuos I'11. Kapnnomuonatuu. — Camapa, 2005. —
138 c.

7. Maron B,J. Contemporary Definitions and
Classification of the Cardiomyopathies: An American
Heart Association Scientific Statement From the
Council on Clinical Cardiology, Heart Failure and
Transplantation Committee; Quality of Care and
Outcomes Research and Functional Genomics and
Translational Biology Interdisciplinary Working
Groups; and Council on Epidemiology and
Prevention / B.J. Maron, J. A. Towbin, G. Thiene,
C. Antzelevitch et al. // Circulation — 2006. —
Ne 113. — P. 1807—-1816.

8. Hauuonanvuvie Pexomennaniuu BHOK u OCCH no
muarHoctuke u jgedernio XCH (BTopoii epecMoTp)
// Kypnan Cepneunast Hegocrarounocts. — 2007. —
T. 8, Ne 1 (39). — C. 4-41.

9. Elliott P. Classification of the cardiomyopathies: a
position statement from the european society of cardi-
ology working group on myocardial and pericardial
diseases/ P.Elliott, B.Andersson, E.Arbustini,
Z.Bilinska et al. // European Heart Journal. — 2008. —
29. — 270-276.

96 BecTHuk CaHkT-MeTep6yprckoin MeanumMHCKoN akageMmmm nocneannioMHoro o6pasosaHus



