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B crarbe npencrapieH KIIMHUYECKUI CITydail IEPBUIHOTO aMUJIONI03a C TIPEUMYIIECTBEHHBIM T10-
paxkeHueM cepina. B kimHnyeckoii kaptuHe 3a00JieBaHMS TTpeodIiaiaia MporpecCupyronast AMacTo-
JIMYecKast ceplieuyHast HeIoCTaTOYHOCTh. HecMOoTpst Ha MpoBeieHHOE CTEHTUPOBAHUE, COCTOSTHUE T1a-
LIMEHTA MPOTrPEeCCUBHO yXyuanock. [1pu ayroricuu 61 yCTAHOBIEH aMUIOUA03, TTOATBEPKACHHBII
rucrojornyecku. B paborte mpoaHaaM3MpoBaHbl MPUUYMHBI PACXOXKAEHUSI 3aKITIOUUTETbHOTO KIU-
HUYECKOTO 1 TIaTOJIOTOAHATOMUYECKOTO JMAarHO30B, PACCMOTPEHBI TPU3HAKY ITOPAXKEHMS cepiia 1
JPYTUX OPTAHOB TIPY aMUJIONI03¢. DTU JaHHBIE MOTYT ITOMOYb YCTAHOBUTH MTPABUJIBLHBIN TUATHO3.

Knroueswie crosa: HepBI/I'-IHbII‘ﬁ aMUJION03, JUaCTOJINYECKasa cepacyHasa HEAJOCTAaTOYHOCTD, TUIICP-

Tpoust JIEBOTO XKeJlyaouKa.
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AMWIONIO3 OTHOCUTCS K 3a00JIeBaHUSIM,
KOTOpBIC BCTPEUAIOTCSI B KIIMHUIECKON MpaK-
THKE TOCTAaTOYHO PeaKO, ITO3TOMY IpPEaCTaB-
JISIETCSl MHTEPECHBIM KJIMHUYECKUM cliydait
MOATBEPXKIEHHOIO MEPBUYHOIO aMWJIOUI03a
C TIPEMMYIIECTBEHHBIM MTOPaXkeHUEM Cep/lia.

BnepBbie amunonno3 ObLT onucad B 1842 1.
K. Pokutanckum, a aBTOpOM TepMHHA “aMu-
Joun” SBISeTCS HeMelUKuii yueHsrii P. Bup-
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GunbTpyeTcs yepe3 AuaJu3Hble MeMOpaHbl U
3a/IePXKUBACTCS B OPraHU3MeE.

TouHBIX IAHHBIX O PacCIpPOCTPaAaHEHHOCTU
3a00J1eBaHMsI HET, TaK KaK Yallle BCETO PerucT-
PUpPYIOTCS Cliydau BTOPUYHOIO aMUJIOMI03a,
B TO BpeMsl KaK HauOOJIblliee YMCIIO TUAarHO-
CTUYECKUX OIIIMOOK OTHOCUTCS K IIEPBUYHOMY
aMMJIOMI03Y. DTO CBA3aHO C TEM, YTO aMUJIO-
M MOXET OTKJIAJIbIBATHCSI B JIFOOBIX OpraHax u
TKaHsIX, TTO3TOMY KJIMHUYEeCKas KapTUHa 3a-
OosieBaHUS BeCbMa pa3HOOOpa3Ha.

KNHHHYeCKHA cnyvan

BonbHoit ®., 74 yet, mocTynuia B KIMHU-
Ky C Xajno06aMM Ha ONBIIIKY MPU HEe3HAYU-
TeJbHOW (PU3UYEeCKOW Harpy3ke, OTE€YHOCTb
roneHeii. B anamHese 6osee 10 yeT rumnep-
TOHUYecKast 00Je3Hb C MAKCUMAIbHBIMU MO~
KazaTeJasaMu apTepuajbHoro napaenus (Al)
1m0 180/100 MM pT. cT.; Ha poHE TIpreMa HOp-
momaunuHa AJl 130/90 MM pt. cT. B TeueHue
nocjienHux 2—3 JeT oTMeyvaa OABIIIKY Mpu
yMEpeHHOU (u3nMyeckoil Harpyske, Kymu-
pyIOLylIoCs B TOKOE, CHUXXEHUE TOJEpaHT-
HOCTHU K (pU3MYEeCKO Harpyske. YXyallleHUue
CaMOYYBCTBHUSI B T€UEHUE Mecslia Tepes Imo-
CTYIIJIEHUEM, KOTJa Pe3KO CHU3WUJIACh TOJie-
PaHTHOCTh K (PU3UYECKON Harpy3ke W yCU-
JIJIaCh OJBIIIKA, TMOSIBUJINCH OTEKW HYXHUX
KoHeuHocTteit. OO0paTuics K Bpady IOJU-
KJIMHUKW, ObUIM Ha3HAYeHBbI 2HAIl, KOHKOP,
BepolInmupoH. B cBg3u ¢ orcyrcTBUEM 3-
dekTa OT MPOBOAMMOIA Teparnuy U HaTuIueM
Ha ajekTpokapauorpamme (DKI') usmeHeHuit
Muokapaa (MHBepcus 3y01oB T B OTBeaeHU-
gax I, AVL HeusBecTHOU 1aBHOCTM) ObLI roc-
MMUTATM3UPOBAH.

Tlpy mOCTyIUIEHUU COCTOSIHUE CpemHeN
CTEMEHU TIXKECTU. YMEPEHHBII IIMaHO3 Tyo,
OTEeKM HUKHE TPETH TOJIeHEN U CTOIT, OTEKU B
00J1acTU MOIIIOHKU. B Jierkux apixaHue Be3u-
KYJISIPHOE, XPUTIOB HET, YaCTOTA ABIXaTeIbHBIX
nBvkeHuil 20 B MuHyTy. TOHBI cepalia mpu-
DJIYIIEHBI, PUTM TIPaBWIbHBIM, 4acToTa Ccep-
neynbix cokpamenuii (YCC) 80 yn/mun, AJl
120/80 MM pT. cT. 2ZKMBOT MsATKUIA, 6e300J1€3-
HeHHbIU. [leyeHb Mpy NaibIaluy IJIOTHAS, C
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OCTPBIM KpaeM, cy1abo 00JIe3HeHHAasI, HIDKHUM
Kpalii Ha 2 cM HIKE Kpasi peOepHOI TyTH.

B o0uieM aHanu3e KpoBU: TeMOTIOOUH
119 r/n, rematokput 34,2%, spuTpoLU-
el 4,05 x 102/n, aeiikoumtsr 7,1 x 10%/1,
JeiikonuTapHas ¢dopMysia 0e3 M3MEHEHUIA,
COD 26 mMm/u (yckopeHHast). B 6uoxumu-
YEeCKOM aHaJIM3e¢ KPOBM ITOBBIILIEHUE MOYe-
BUHBEI 10 17,9 MMOJB/T M KpeaTMHHWHA IO
236,33 mkMousp/n1. OGIIMIT aHAM3 Mouu Oe3
natoysoruu. PeHTreHorpacdus opraHoB rpya-
HOHM KJIETKU: CBEXMX OYAroBBIX M WH(WIb-
TPATUBHBIX TeHEUM B JICTKMX HE BBISIBICHO.
JlerouHbIii pUCYHOK YMEPEHHO YCUJIEH 3a CUeT
COCYIMCTOTO M MHTEPCTUIIMATBHOTO KOMIIO-
HeHTOB. KOpHUM JICTKMX YIIOTHEHBI, TSKH-
ctel. TeHb cepllia paciiMpeHa 3a cUeT JIEBBIX
OTIIEJIOB, BbIOYXaeT ayra JErOYHOM apTepuu.

[IpoBemeHo oOCHEMOBAaHME CEPIEUYHO-CO-
CYIUCTON CUCTEeMbI. IDieKTpoKapauorpadus:
put™ cuHycoBblii, HCC 58 yn/MuH, aTpuo-
BEHTpUKY/IsIpHasi Ojokanma | cremeHu, pes-
KOe OTKJIOHEGHHE D3JIEKTPUYECKOM OCH BIIe-
BO, HEIOJHas OJoKaja JIEBOM HOXKH ITyd-
ka Iuca, m3aMeHeHuss Muokapaa (MHBepcus
3yoroB T B otBemeHusix I, AVL). Hembss
HCKJTIOYNTH pPYyOILIOBBIE M3MEHEHUS MMOKap-
JIa 3aJHei, TmepeaHe-IeperopogoyHoil 00-
JIaCTA. AHAMHECTUYECKHM ITallMeHT OTPHUIIAT
nHOapKT MHOKapaa. XOJITEPOBCKOE MOHU-
TOPUPOBAHME: PUTM CUHYCOBBIM C Y4acTOTOM
B cpeaHeMm 67 yn/MuH. 3aperucTpupoBaHO
309 cympaBeHTPUKYISIPHBIX SKCTPACUCTOI,
CIMHWYHBIC SKCIYOOUYKOBEIC  DKCTPACHCTO-
JIbl. DTMU30[ TaXMKapAauu ¢ yiupeHHbIM QRS
IUTUTENIBHOCTBIO 4 ¢ ¢ YacTtoToil 122 ym/MuH
(TI0-BUIMMOMY, KEITyIOYKOBAasT TaxXWKApHUS).
HMuemuyeckux usmeHeHuit cermeHtra ST He
BBISIBJICHO. DXxoKapauorpadus: BbIpaxkKeHHas
rurepTpopuss MUOKapaa JIEBOTO KEIyIOd-
Ka: MeXcKeayaoukoBas neperopoaka — 2,1 cM
(HopMma 10 1,2 cM), 3aaHss cTeHKa — 1,7—2 cm
(Hopma mo 1,2 cMm), Macca MUOKapaa JICBOTO
xkenygouka — 360 r (HopMa 1o 185 r), 6e3 npu-
3HAKOB CTEHO3UPOBAHUSI BBIXOMHOTO TpPaKTa.
MakcuManbHBIN TpagueHT AaBICHUS Ha aop-
TaJbHOM KJIallaHe B TIpenesiaX HOPMEL. JIoKaib-
HBIX HApYIIEHWI COKPAaTUMOCTH HE BBISIBJICHO.




CokparutenbHas (GyHKIMS MUOKapaa yIOB-
JIETBOpUTEIbHASA, (Ppakuus BbeIOpoca — 66%
(Hopma >57%). Huacroiuyeckass (QYHKIMs
MHOKapJa HapylleHa Mo 2-mMy (pecTpUKTUB-
HOMY) THUITy. YMEpEeHHOE CKJIepO3MpOBaHUE
CTBOPOK aoOpTaJIbHOTO KJIarlaHa, MUHUMAaslb-
Hasl perypruTauus Imoj cTBopkKamu. Jlwmmara-
us JieBoro mpeacepaus — 4,8 cM (HopMma 1o
4 cM), o0beM JieBoro mpeacepaus — 116 mi
(mopma po 65 min). IlpaBoe mpencepaue —
4,3 x 6,2 cm (Hopma 10 3,8 X 4,6 cM). Yme-
PEHHBIN KaJbLIMHO3 MUTPAJILHOTO KJIallaHa C
HegoctaTouHocThlo I—II crenenu. IlpuszHaku
JIETOYHO TUTIEPTEH3NU: CUCTOJIMIECKOE TaB-
JIeHUe B JierouHoit aptepun 50 MM pT. CT.

B cBs131 ¢ TOBEITIICHNEM KpeaTMHUHA Y MO-
YeBHHEI IIPOBEICHO YIBTPa3ByKOBOE UCCIIEHO-
BaHME TTOYEK, BBIIBICHBI IPU3HAKNA TUPDY3-
HBIX MU3MEHEHWI TMAapeHXUMBI ITOYEK, KUCTHI
noyek, oopazoBaHue B JieBoi nmouke (?). s
VICKITFOUCHUS OITyXOJIEBOTO TTOPaXKCHMST JIe-
BOI MTOYKM M YTOUHEHUSI JUarHo3a npoBeaeHa
MYJBTUCIIMpPaIbHasl KOMIbIOTEPHAs TOMOIpa-
(us moyek, opraHoB 3a0PIOLIMHHOTO IPO-
CTpaHCTBa. 3aK/JII0YEHUE: TaHHbIX 32 OMYXOJb
JieBoil mouku HeT. Kuctel obeux mouek. Cre-
HO3 JIEBOIT TToYeyHOoi apTepuu Ha 50% 3a cuer
OnsImKU. ACIUT, acCUUTHYECKasl KUIKOCTh —
0Kko0J10 1 1. ATpohuyeckre U3MeHEHUST TTOIKE -
JIyTOYHOM KeJie3bl. YMEPEHHO pacIIipeH BUP-
CYHTOB IIPOTOK. X0JIeI0X paciuupeH 10 10 Mm,
KOHKPEMEHTOB HE OIpenesisaeTcs. YMepeHHOe
YBEJIMUYCHNE 3a0PIOMIMHHBIX JTUMMaTHIeCKIX
y3710B (TapaaopTaJbHBIX M MEXKaOpPTOKaBaIhb-
HBIX) 10 13—15 MM, Me3eHTepUAIbHBIX — IIO
10—14 MM 1 TeYeHOYHBIX TUM(ATUYECKUX y3-
JIOB TI0 XOITy MaJIOTO CaTbHUKA — 110 15—20 MM.

D30(daroracTpoayoacHOCKOIINS:  CITU3U-
cTas JTOCTYIMHBIX OCMOTPY YYacTKOB XXeTyaKa
YMEpPEeHHO, HEpaBHOMEPHO THIIEPEMHUPOBaHA.
Cnu3ucrasg BUOUMBIX OTIEJIOB IBEHAIIATH-
TIEPCTHON KMINKM YMEPEHHO THUIICPEeMUpPOBa-
Ha. 3aKJTIOUYeHE: TaCTPOIYOICHNT.

Koncynpsranus okynucra: OD — cyOKOHB-
IOHKTUBaJIbHOE KpoBousausinue. OS — KOHB-
FOHKTHBA YKCTasl, POroBuIia YnucTas. Pagyxkka
guctpoduuHa. OD — rnmomyTHeHUe XpycTaau-
ka Il cremeHu, OECTPYKUUSI CTEKJIOBUIHOIO

MepBHYKbIA AMHNOAM03

tena. OS — apTudakusi, 1eCTpyKIIUs CTEKI0-
BUIHOTO TeJia. [71a3Hoe JHO: AUCK 3pUTETbHO-
ro HepBa 0JIETHO-PO30BOIO 1IBETa, KOHTYPbI
yeTkue. BeHbl HOpManbHOro Kaaubpa, apTe-
pPUM CYXEHBI, B MaKyJie — pedIeKC CTyIlIeBaH,
JIUCTpOorUeCcKre OUaXKKU.

Jns yTouyHeHUs! CTeNeHU MOpakeHUs Ko-
DOHApHBIX apTepuil IpoBelAeHa KOPOHapo-
rpacusi: JeBas KOpoHapHasi apTepusi — BbI-
pPaxXeHHBIN KaJbIIMHO3 IMPOKCUMAIbHBIX OT-
nenoB. CTBOJI — cTeHO3 ycThs 20%, nepeanss
MexaKerynoukoBasi BerBb (ITM2KB) — cteHo3
MPOKCUMAJIbHOI TpeTu 65%. JlmaroHajbHas
BetBb ([IB) — cTtenos ycrbsa 90%. Orubaomas
aprepus (OA) — creHO3 cpeaHeit Tpetu 60%.
[IpaBasgs KopoHapHas apTepust — CTEHO3 Cpel-
Heil Tpetu 50%.

[MaumeHTy OBLT BBICTABIICH IMATHO3: WIIIE-
Muueckasi 00JIe3Hb ceplla, CTeHOKapaus Ha-
npskeHus: 3-ro (QYHKIIMOHAIBHOTO Kiacca.
MynbTudokanbHbiil - atepockiepo3. CreHo-
3UPYIONIMI aTepOCKIEPO3 KOPOHAPHBIX ap-
Tepuit, creHo3 ycrbd B 90%, TIMXKB 65%,
BeTBH Tynoro kpast (BTK) 60%, OA 60%. Cre-
HO3 JIeBOI ITouevHoit aprepuu 1o 50%. Atepo-
CKJIEPO3 COCYIOB HMXKHUX KOHEeYHOCTei. -
neproHudeckas 6ose3usb I crenenu, I11 cra-
nuu, puck 4. Tuneptpodus J1eBOro Xeayaou-
ka. HemoctaTouHocTh KpoBooOpalieHusi 2b
(ITI-1V ¢pyukumonanbHbIi Kaacc mo NYHA).
Hapyienue putma cepaua: XeayLoyKoBas
SKCTPACUCTOJIMS, SIIM30[bl HEYCTOMYUBOM
JKeTyooukoBol Taxukapauu. IloaukucTos
nouek. Hedpoanruockinepos. XpoHudeckas
IoYyeyHask HEIOCTaTOYHOCTh, KOHCEpPBATUB-
Hasl CTamMsl, XpOHHMYecKass OOJie3Hb ITOYEeK
(III-1V cragusa mo knaccuduxkammuu NKF).

[TauuenTty ObLIa TIpoBeaeHa OaIOHHAs
aHTUOIUIACTHKA CO CTeHTupoBaHWeM [IB,
ITM2KB, BTK, OA. IlpoBomunach MemamKa-
MEHTO3Has Tepalysl: HOPMOOUIINH, IIpecTa-
puUyM, IAYBep, BEPOINMNUPOH, TeapuH IIOMI-
KOXHO, aKTOBETMH, KapIuOHaT, nauakapo,
6unenon. CTerneHb XPOHUYECKOU ceprey-
HOW HEJI0CTaTOYHOCTU YMEHBIIUJIACh, OTEKU
MPOIILIN, OJBIIIKA 3HAYUTEJIBHO YMEHBIIN-
sack. [TarmeHT ObLT BBITIMCAH B YIOBJIETBOPH-
TEJIbHOM COCTOSIHUM.
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Puc. 1. Makporpernapat cepama.
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Puc. 2. Muxkpomnpemapat cepama. OKkpacka Te-
MaTOKCUJIMHOM U 303uHOM. X200. OTioXeHus
aMUJIOMIA YKA3aHbI CTPEIKAMM.

Cnycrst 3 Mec MalyeHT MOBTOPHO TMOCTY-
maet B KJIMHUKY. [Ipy mTocTyruieHur otMevant
YXyAIIEHUE CaMOYYBCTBUSI B TeUeHUE 2 Hell,
KOTIa MOCJIe CaMOCTOSTEIbHONW OTMEHBI MO-
YETOHHBIX TPENapaToB YCWJIWJIACh OJBIIIKA,
CHU3WJIACh TOJIEPAHTHOCTH K (pr3nuecKoit Ha-
rpy3Ke, MOSIBWINCH OTeKU TojieHeil. JlaHHbie
00cye1o0BaHUsl TIPU CPaBHEHUU C pe3ysibTa-
TaMU OOCJIeIOBaHUS TPEIbIAYIIEe TOCIHU-
Taiu3anuu 0e3 CyIIeCTBEHHOW IWHAMMKH.
IpoBeneHa TOBTOpHAsE 3XoKapauorpadus
(OxoKTI'): mpaktnyeckn 06e3 TMHAMUKU, 00-
paniana Ha cebsl BHUMaHMUE TOBBIIIEHHAS
9XOTeHHOCTb MUoKapaa. [IpoBeneHo ynbrpa-
3BYKOBOE MCCJIEOBAHWE OPraHOB OpPIOIITHOM
MOJIOCTU: TIPU3HAKU TeNaTOCTIEHOMETaINH,
XPOHUYECKOTO KaJIbKYJIE3HOTO XOJIELUCTHU-
Ta, acluTa, paclIMpeHWe IMEeYeHOYHBIX BEH,
BOPOTHOI BeHbI, HVMXXHEW ToJjoii BeHbl. Ha
¢oHe TPOBEIEHHOM Tepanuy B TeueHue 3 Hejl
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COCTOSIHME OOJIbHOTO YJIYUIIUJIOCH, MTOBBICHU-
JIach TOJIEPAHTHOCTh K (PU3MUYECKOI Harpys-
ke. B mokoe onpiiku He ObL10. [lanimeHT mor
cITaTh Ha HU3KOM momymke. Ha Horax oTeKoB
He ObLJI0, HO COXPaHSUICS acLIUT. AMOYJIaTOPHO
PEKOMEHI0BaHO MPOJIOJIKUTH TeParuio: BEpO-
IIMUPOH, TUYBEP, KapBEAWION, TPOMOO acc,
atopuc. HecMoTpst Ha JiedeHMe, TTOCTIe BBIITHU-
CKHU U3 CTallMOHapa COCTOSTHUE MTPOTPECCUBHO
YXYOIIaIoch, Yepe3 7 MHEW TOCie BHITMCKU
HaCTYIWJIa CMEPTh.

JanHble ayToricum: cepaie Maccoil 890 T,
pasmepamu 16 X 13 x 10 cM, ¢ yMEpEHHBIM OT-
JIOKEHMEM KMpa Ha 3MUKapie, MIOTHOE Ha
omryib. KopoHapHBIe apTepr He M3BUTHI, Ha
TMOTIEPEYHO-TIPOAOJIBHEIX pa3pe3ax — C Cer-
MEHTapHBIMU pacCeTHHBIMU  (UOPO3HBIMU
OJISIIIKAMK CO CTeHO30M IpocBeTa 10 30% y
ycTheB apTepuili. B mpocsetax B, TTM2XKB,
BTK — merannuueckue creHTB. Muokapa Ha
pa3pese BO Bcex OT/eax — PO30BO-KPACHBIN,
¢ oyaraMu 0oJiee po30BOTIO 1IBeTa, MJIOTHbIM, C
CaJIbHBIM OJIECKOM, TOJIIIMHA CTEHKU JIEBOTO
XKenymouka — 2,5 cMm, nipaBoro 0,5 cm (puc. 1).
KiananHwiit anmapar 6e3 0CoOOeHHOCTEIA.

MUKpPOCKOITMIECKOE HCCIeAOBaHNE: TIPU
OKpacKe TeMaTOKCUJIIMHOM U 303MHOM Ou-
(by3HO B cTpoMe MHOKapaa, TIepUBaCKYISIPHO,
B CTEHKaX COCYIOB MUOKapaa — OTJIOXECHUS
TEMHO-PO30BBIX TOMOTEHHBIX Macc, Mpuie-
Kallle KapIUOMUOLUTH TUIIepTPOohrpOBa-
Hbl (pUc. 2). AHAJIOTUYHbBIE MAacChl UMEJUCh
B MEUYEHU BHYTPU CHUHYCOMIIOB, BOKPYT MOP-
TaJbHBIX TPAKTOB, B CeJIe3¢HKE — BHYTPHU CO-
CYIMCTBIX CTEHOK, B MTOYKE — BHYTPU CTEHOK
CcoCyzloB, Oa3aJibHBIX MeMOpaH KaHaJbLEeB U
KaMJUISIPHBIX TIeTeIb KJYOOUKOB ITOYEK, a
Takke B COOCTBEHHOM IJIAaCTMHKE XKeJyao4-
HO-KMIIIEYHOTO TpakTa. [Ipm okpacke KOHTO
KpPacHBIM U MPU WUCCIICIOBAHUN B TOJISIpH3a-
IIMOHHOM CBET€ — M3MEHEHUsI, XapaKTepHbIe
st ammnonna (puc. 3, 4). Takum obpaszom,
MPU COMOCTABICHUU KIMHUYECKOI KapTHHBI,
JMAHHBIX WHCTPYMEHTAJIBHBIX METOIOB MCCIIC-
JIOBaHW, ayTOIICUM U MUKPOCKOITMYECKOTO
MCCJIeIOBaHMSI BbICTaBJICH CJACIYIOLIMI maTo-
JIOTOAHATOMMYECKUI TUATHO3.




Puc. 3. Mukponpenapatr modyku. 31aech U Ha
puc. 4: okpacka KOHTo kpacHbIM. x200. Oto-
>KEHUSI aMUJION/Ia YKa3aHbI CTPETKAMU.

e = 2=

" Puc. 4.MHK1;oHpena_I)aT cepaia.

OCHOBHOI1: IEPBUYHBII aMUIOMI03 C Mpe-
MMYILECTBEHHBIM TOpaXeHUeM cepala, -
neptpodusi Muokapaa — macca cepaua 890 r,
TOJILIMHA CTEHKM JIEBOTO XKeJyJAo4yKa cepala
2,5 cM, OTJIOKEHUSI aMWJIOUa B MEYEHHU, ce-

JIe3eHKe, TOYKaX, JKeJIyIOUHO-KUIIEYHOM
TpaKTe.
OCITOXHEHMS: XPOHMUYECKOE BEHO3HOE

MOJTHOKPOBKME BHYTPEHHMX OPraHOB, OCTPOE
BEHO3HOE TIOJTHOKPOBHUE; OTEK JIETKUX, OTeK
TOJIOBHOTO MO3Ta; TMIPOTOPAKC; TUAPOTIEPU-
Kap; OCTpbIe SI3BBI XKeyaKa; MPU3HAKU CO-
CTOSIBIIETOCS  JKEJIyIOYHOTO KPOBOTEUCHUS
(100 M “kodpeiiHoi Ty’ B MPOCBETE Ke-
JIyKa).

ConyTcTBylolue  3a0ojieBaHuUs:  AUP-
(by3HBIII MEJIKOOYATrOBBI KapauOCKIEPO3;
aTepOCKJIEPO3 KOPOHAPHBIX apTepuil cepi-
Ha (CerMeHTapHble pacCesiHHbIe OJISILIKUA CO
cTteHo3oM mpocBera 10 30%); cocTosiHue 10-
cie omepauuu Oa/JIOHHOW AaHIMOILIACTUKU
co creHTupoBanueM 1B, IIMXKB, BTK, OA

MepBHYKbIA AMHNOAM03

or 27.06.2012; XpOHWYECKUI OOCTPYKTHB-
HBIII OPOHXUT; aTePOCKIIEPO3 A0PThI, apTEPUid
HWDKHUX KOHEYHOCTEI.

3aKnioveHHe

Knunuyeckuii ciydail pa3o0paH Ha OKPYXK-
HOW TaToJI0roaHaTOMUYECKOl KOH(bepeHIUU
Bpaueii KOBAO 1. MockBbl. OLieHMBast peTpo-
CITEKTUBHO KIIMHWYECKYIO KapTWHY, TaHHbBIC
JIaOOPaTOPHBIX U MHCTPYMEHTAJIbHBIX METO-
JIOB OOCJenoBaHUS TMallMeHTa, MOXHO BbI-
JIEJIUTh CUMIITOMOKOMILJIEKC, YKa3bIBAIOIIUI
Ha TIEPBUYHBIA aMWIonao3 cepaua. JaHHble
OKI' u kopoHaporpaduu COOTBETCTBOBAIU
KapTuHe KopoHapockieposa. OgHako obpa-
11aJ1i Ha ce0si BHUMaHUe OTCYTCTBUE ddhdekTa
rnocJjie TTPOBEAEHHOTO CTEHTUPOBAHUS KOPO-
HapHBIX COCYIOB, OBICTPO MpPOrpeccupyromas
cepeyHasl HeJOCTaTOYHOCTb, PE3UCTEHTHAS K
Tepanuu U ocodeHHOCTH DX0KI. OcHoBHYIO
KJIMHWYECKYI0 KapTUHY ompenessia Iuacto-
Jinyeckasl cepieyHass HEeAOCTaTOYHOCTb — Y
MaryeHTa Mpy KIMHUYECKUX TTPU3HAKaX Xpo-
HUYECKON CEepleyHOUl HEeIOCTaTOYHOCTH CO-
KpaTUTeIbHAs CIOCOOHOCTh MHMOKapaa Oblia
HOpManbHON ((ppakumsa Beibpoca 66%), HO
WUMEIUCh TPU3HAKW HApYIIEHUS OUaCTO-
JIMYECKO (DYHKIIMU PECTPUKTUBHOTO THIIA
(MHGUABTPUPOBAHHBIN aMUJIOUIOM MUOKapI
CTAHOBUTCSI TUIOTHBIM, JKECTKUM, PUTHIHBIM
1 HE MOXET B IOCTAaTOYHOI CTENEHU paccia-
OuTbCcS B AuacTtosly). PecTpUKTUBHBIN TUM
HapyIIeHUST TeMOIMHAMUWKMY SIBJISIETCST TIPEIM -
KTOPOM CEpJEYHO-COCYIUCTON CMEPTHOCTH.
OmHUM U3 XapaKTepPHbIX CUMIITOMOB aMUJIOU -
Jlo3a cepAla y JaHHOTO MallMeHTa Oblia TakKe
TMOBBIIIEHHAs 9XOT€eHHOCTh MUOKapaa. B nu-
Teparype JaHHbI (heHOMEH y OOJbHBIX aMU-
JIOUI030M OTIMCHIBAETCSI, KakK “OJecTsIuii
muokapa”. Takke KOCBEHHBIMU MpU3HAKaAMU
aMMJIONJI03a Cep/Ilia, BBISIBIIEHHBIMY TTPU TTPO-
BeneHun OxoKI, gBasiioTcsa: 3HauYUTEIbHas
runeptpodusi MUOKapaa JIEBOro Keaylodyka
(Macca MMoOKapaa JIeBOTO XeJydouyKa MOYTU
B 2 pa3a mpeBbllliaja HOpMYy) 0e3 CTeHO3UPO-
BaHUsI BBIXOMHOTO TpaKTa, BBIpaKeHHBbIC Ha-
pYILIEHUS OHACTOJUYECKOTro pacciaadieHus
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no 2-my (pectpuktuBHomMy) tury. [1pu nmocra-
HOBKE JMarHo3a He HallUIM OTPaKeHUs CTOM-
KO€ YCKOpPEHME CKOPOCTH OCEHaHUSI IPUTPO-
LIUTOB, aHEMUsI, IIPOTrPeCCUpYIOIee YBeIUe-
HUE KOHIICHTPAIIM MOYEBUHBI, KpeaTUHUHA,
Ha OKI — pyO1oBble M3MEeHEHUsS MHOKapaa
0e3 nH(papKTa MUOKapa B aHaMHe3e, rernaTo-
CIUICHOMET TN TIPA OTCYTCTBUM OMOXUMMYC-
CKMX JaHHBIX O HApYyIIeHUN (PYHKIINN TTIeYeHU
n JmMmdaneHonatus (yBeIMUYCHUE BHYTPHU-
OPIOIIHBIX TMM(DATUIECKUX Y3JIOB).

TakuM 00pa3oM, NaHHBIE KIMHUYECKOTO
00cJIeIoBaHMST TTIO3BOJISITN TTPEATIONOXUATH Ha-
JInYre BTOPUYHOW KapauoMuonatuu. B o ke
BpeMsI IMAarHOCTHKA TIEPBUYHOTO aMUJION103a
JoctaToyHa cioxHa. JduddepeHunaabHbIA
JIMAarHO3 aMUJIOM03a Cepalia MPOBOIAT € TU-
nepTpoduieckoil KapauoMuonaTueii, 3HI0-
MUOKapAUaIbHbIM (prOPO30M, CApKOUI030M,
OCTPBIM MMOKapAWTOM BUPYCHOI 3TUOJIOTHH,
reMoxpomarto3oM. Haubonee wuHbopmaTuB-
HBII MeTOA ArarHocTuku — o6uorncus. He me-
Hee TpYOHON 3amayerl 4BISAETCH JIEYEHUE

amwionno3a cepaua. Ilonuxumuorepanus
aMUJIOM103a BKJIIOYAET CXEMbl HA OCHOBE XUH-
raMuHa, KOJIXUIIMHA, codeTaHue Mesdana-
Ha (aJKepaH) W mpeaHu30JioHa. JlaHHBIE 00
3((HEKTUBHOCTU JIEYEHUSI MPOTUBOPEUMBBHI.
CuMnTomMaTidecKass Tepalisl HarpaBieHa Ha
JICYCHHME OMACTOJMYECKOM CEpIeYyHOM HEHOo-
cTaToyHOCTH. [1porHo3 amuiiona03a Heb1aro-
npusaTHbIi. Camasi HU3Kasl BbKMBAeMOCTh (B
cpeaHeM 6 Mec) OTMedaeTcsl Y OOJIbHbBIX aMU-
JIOMI030M CEPALIa C 3aCTOMHOM CEpACUHOM HE-
JIOCTAaTOYHOCTBIO.

CrenoBartesibHO, KapAUOMeraaus, 0CO0eH-
HO y JIMIL TIOXXWJIOTO BO3pacTa, C pa3BUTUEM
CEepIeYHON HEAOCTAaTOYHOCTU, PE3IUCTEHT-
HOM K Tepalruu, HaJIMuyue COIYyTCTBYIOLIECH
HoaMMOP(PHON KIMHUYECKOU KapTUHBI Tpe-
oytor muddepeHInaTbHON OUAaTHOCTUKU C
aMUJIOUI030M CEPALA.

C pexomendyemoii aumepamypoii 6ol MONceme
03HAKOMUMbCA HA Hauwem caiime
www.atmosphere-ph.ru

(linical Case: Primary Amyloidosis with Cardiac Involvement
N.V. Orlova, L.V. Gundorova, V.V. Krivonosov, I.I. Chukaeva, and M.V. Solovieva

The article deals with the clinical case of primary amyloidosis with cardiac involvement. Progressive diastolic heart
failure was the main syndrome. Despite coronary stenting, patient’s condition progressively worsened. Amyloidosis
was diagnosed at autopsy and confirmed with histopathological examination. We analyze the reasons of difference
between final clinical and pathologic diagnoses and discuss the signs of damage of the heart and other organs in

patients with amyloidosis.

Key words: primary amyloidosis, diastolic heart failure, left ventricular hypertrophy.

“ ”
ITpopokaeres nojymera Ha sKypHai neqeﬁﬂﬂe ﬂeﬂﬂ -

nepuoauueckoe yueonoe usganue PHUMY

ypuan xozur B [lepeyenn Beymux peneHsupyeMbix HayuHbIX KYPHAIOB I H3JAHMT,
B KOTOPBIX J0IAHbI ObITh ONMYOIMKOBAHbI 0CHOBHbIE HAYUHbIE PE3YJILTATBI JHecepTaiyii
Ha colCKaHIle YUeHbIX cTerereii JOKTopa 0 KaHIIATa Hayk.

Moanuncky MoXxHO obopMnUTh B It0O6OM oTaeneHnn ceasmn Poccum n CHIL
KypHan BbixoguT 4 pasa B rog. CToMMOCTb NOAMNUCKN HA NOAIroga rno Kkatanory

areHtcTBa “Pocneyvatb” — 220 py6., Ha oauH Homep — 110 py6.

NMopnucHon uHpekc 20832.
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