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HUnghunompamuenvle u pecmpukmusHvle KapOUOMUONAMUL XAPAKMEPUSYIOMCS OMAOICEHUEM AHOMANbHBIX
eeujecms, Ymo nNpU8OOUM K npoepeccupyroueii pueuOHOCIU CMeHOK JceayO0ouKa U npensmcmeyem mem
camobim e2o Hanoanenuro. Hexkomopwie unguasmpamuensie 3a001e6anus cepoya 6vl3bi6arM YMoAujeHue
CMeHKU JicenyoouKa, opyeue — pacuiupeHue Kamep C GMOPUYHBIM YMeHbUleHUeM MOAUUHbl CIMEHKU.
Yeeauuennas moawuna cmenku, manvlii 00vem JuceayO0oUK08 U UHO20A BO3HUKAIOWAS OUHAMUYECKas
00CmpyKYUs OMMOKA U3 1e6020 HceAyO0oUKa (Hanpumep, npu amuaoudose) Mo2ym npueooums K GHeUHeMy
CX00CMBY ¢ COCMOSHUSMU C UCMUHHOU eunepmpodhueil Muoyumos (Hanpumep, npu eunepmpo@u4eckoil
Kapouomuonamuu, 2UNepMoOHUHECKoM cepoye).

Kpome moeo, ungursmpamuensie 3a001e6anusl, KOMOPble NPOSBASIOMCS OUAAMAUUeN 18020 HCeny00UKd C
MOMANbHbIM UNU NOKAALHBIM HADYUIEHUEM COKPAMUMOCIU CIMEeHKU U 00pa306aHuem aneepu3m (Hanpumep,
capkoudo3) Moeym UMUMUPOBAMb UUleMU4ecKylo Kapouomuonamuto. Jlemoncmpayus OaHHOZ20
KAUHUYECK020 CAYYAs CEUDemenbcmeyem 0 mMoM, 4mo OUAeHOCMUKA DACCMAMPUBAEMOll 2pYnNbl
3ab0ne6anuil npedcmagasem 3HauumenvbHvle mpyoHocmu 6 npakmuke kapouonoea. Ces3aHO Mo ¢ ux
DPeOKoll pacnpocmpaneHHOCMbIO U OMCYMCMEUeM NAMOSHOMOHUMHBIX CUMNIMOMO8 8 KAUHUYECKOU KapmuHe.
Tayuenmy 6vira npoéedena muosxmomus no Morrow, woeHas GHHYAONAACMUKA MUMPAAbHO2O KAANAHA,
naacmuxka mpukycnudanvroeo Kaanauwa no De Vega, kpuoarabupunm, paduouacmomuas abaayus npagozo
nepeuleiika u nepeesisKka Yulka A1e6020 npedcepous 6 YCA08UAX UCKYCCMBEHH020 KpPO8000OpaujeHus,
eunomepmuy U Gapmaxosoeueckoil x0100080i Kapouonieeuu. JlaHHvle UHMPAONEPAUUOHHOU OUONCUU
noomeepounu ouazHo3 «eunepmpoguueckas kapouomuonamus». Onepayus npowina yoa4Ho, NAUUEHM
8bINUCAH HA 8-e CYMKU.

Kawueswie croea: pubpunriayus npedcepouil; eunepmpoguueckas KapouoMuonamus; CapKoucos cepoua;
DECMPUKMUBHAS KAPOUOMUONAMUS.
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Restrictive and infiltrative cardiomyopathies are characterized by abnormal substances deposition in the
myocardium, which leads to the progressive ventricular stiffness, thereby preventing its normal filling. Some
infiltrative cardiac diseases lead to the ventricular wall thickening, others are associated with the cardiac
chamber dilatation with the secondary wall thickness decreasing. The increased thickness of the wall, the
small ventricles volume and the dynamic obstruction of the left ventricular outflow (for example in amyloido-
sis) can lead to a formal resemblance with the state of a true myocyte hypertrophy (for example, hypertrophic
cardiomyopathy, hypertensive heart).

Furthermore, infiltrative diseases which manifest with the left ventricle dilatation and total or local myocar-
dial contractile disfunction with aneurysm formation (e.g., sarcoidosis) may imitate ischemic cardiomyopa-
thy. Presence clinical case indicates that the diagnostic process of these diseases makes formidable difficulties
in the practice of cardiologist. This is due to their rare incidence and the absence of pathognomonic symptoms
in the clinical performance.

This patient underwent cardiac surgery: mioectomy by Morrow, mitral valve suture annuloplasty, tricuspid
valve repair by De Vega, CryoMaze procedure, right isthmus radiofrequency ablation, ligation of the left atri-
al appendage. According to the intraoperative biopsy diagnosis of hypertrophic obstructive cardiomyopathy
was confirmed. The patient was discharged on the 8th day.

Key words: atrial fibrillation; hypertrophic cardiomyopathy; heart sarcoidosis; restrictive cardiomyopathy.

BBenenne

H HOUIBTpaTUBHbBIC U PECTPUKTUBHbBIE KapAUO-
MMOIIATUU SIBJISIIOTCS CJIEJCTBUEM OTJIOXKEHMS
aHOMaJIbHbBIX BEIlIeCTB, YTO MPUBOAUT K MTPOTPECCU-
pylolieid pUruiHOCTA CTEHOK XeJlyJo4yKa, MpernsiT-
CTBYd TEM CaMbIM €ro HamnosiHeHuto. HekoTtopbie
BUIbI MHQUIBTPAaTUBHBIX 3a00J€BaHUI cepala
MNPUBOASAT K 3HAYUTEJbHOMY YTOJIIIEHUIO CTEHKU
JKeJyJ0uKa, a Ipyrue MOTYT BbI3BaThb pacllIMpeHue
KaMep C MOCJEAYIOIIUM YMEHbBIIIEHUEM TOJIIIUHbI
CTEHKU. YBeJUUeHHas TOJIIIMHA CTEeHKU, He3HAUU-
TEJbHbI O00BbEM XKETYAOUKOB UM MOSBISIONIASICS
WHOTJA IMHaMUYyecKasi oOCTPyKIIMS OTTOKA U3 Jie-
Boro kenynouka (JIZK) (kak mpu amuaionaose) Mo-
I'YT IPUBOJIUTH K CXOACTBY C COCTOSIHUSIMU C UCTUH-
HOW rumnepTpodueii KapaUOMUOIIUTOB (HANpPU-
Mep, NIpU TUNEepTpOPUUECKOl KapAMOMUOTIaTUN
('KMITI)). Kpome Toro, uHUABTpaTUBHBIE U pec-
TPUKTUBHbIE 3a00J1€BaHMsI, KOTOPbIE MPOSBISIOTCS
pacimmpenuem JI2K ¢ ToTalbHBIM MM perruoHap-
HbIM HapyllleHHeM COKPaTMMOCTU CTEHKHU U 00pa-
30BaHMEM aHEBpU3M (KaK MpU CapKOMI03€), MOTYT
MUMUTUPOBATh MIIEMMUYECKYI0 KapIAMOMUOMNATHUIO
[1]. Huzkuit Bonpraxk koMmruiekca QRS cumtancsa
00513aTeIbHBIM YCJIIOBMEM WHMUIBTPATUBHBIX Kap-
JUOMUOIATUiA (HampuMep, aMWJIOWIO3bl CEpala).
Tem He MeHee 3TO He sSIBHbIM UX mpu3Hak. KianHu-
yecKue TPOSIBICHUS, a TakKe (DyHKIIMOHAJbHbBIC
1 MopdoJIornyeckue 0CoOOeHHOCTU OOBIYHO HAIOT
JOCTaTOYHO UH(MOPMAILIUU [JIsT «pabouero» AuarHo-
3a MH(UIBTpaTUBHBIX 3a00seBaHuii cepaua. OnHa-
KO B OOJILIIMHCTBE CIy4YaeB Uil YTOUYHEHUS Iua-

rHO3a M Ha3HayeHUsI COOTBETCTBYIOIIEH Teparnuu
HEOOXOAVMBI CEPOJIOrMYECKME U TMCTOJIOTUYECKIE
HuccaenoBaHus [2].

Pons xomnbrorepHoit (KT) m MarHUTHO-pe3o-
HaHcHOIi Tomorpaduu (MPT) ¢ oTcpoueHHBIM Ha-
KOIUIEHUEM TaJOJIMHMEBOTO KOHTPACTHOTO Ipelia-
para (I'Tl) mist mojydyeHUsT MOMOJHUTEIbHON WH-
dopmaliiu TIpU  OlLIEHKE pUCKAa Yy OOJbHBIX
MHMUIBTPATUBHBIMU KapAMOMUOIIATUSIMU TOYHO
He ycTaHoBjeHa. Tem He MeHee Tipu MPT ¢ KoHTpa-
CTUPOBAHMEM TaJOJIMHMEM MOTYT ObITh OLICHEHBI
CTPYKTYpHbI€, (DYHKIIMOHAJIbHbBIE W TKaHEBbIE Xa-
paktepucTuku cepaua. HakoruieHue ramoauHus
BBI3bIBAET KOHTPACTHOE YCHJIEHUE MArHUTHOTO
curHana. YysctButenbHocTh MPT cepalia Ha paH-
HEel cTaguy OOJIE3HM Y MALIMEHTOB, KOTOPHIE €IIIe
HE MMEIOT 3XOKapauorpacu4ecKuX H3MEHEHUIA,
Hem3BecTHa. OJHAKO CKPUHMHI PaHHETO CYOKJIM-
HUYECKOI0 MOpaXKeHUs cepilia MOXET CTaThb BO3-
MOXHBIM, eclid OyldeT JoKa3aHa CHeuu@UYHOCTD
un uyBctBUTENbHOCTH MPT ¢ T'Tl nnsg BeIABICHUS
aMWJIONIHOM MHPUIBTpauu [2].

Onucanne

IMauuent /., 53 neT, rocIUTaIU3UPOBaH C XKa-
JIo0aMM Ha BBIPaXXEHHYIO CJa0OCTh, OMABIIIKY MPU
MUHUMAaJIbHON (PU3MYECKOM HAarpy3Ke 1 OLIyIIeHE
nepedoeB B paboTe cepalia.

[lepBble MpU3HAKKM HACTOSIIIETO 3abosieBaHUS
nosiBUIMCH B stHBape 2013 1., Korjga BOZHUKIIM IH-
30/1bl IEPeO0OEB B paboTe cepAlla, CONMPOBOXAABIIM -
ecd 0OJIIMU 3a TPYAMHON ¢ Uppagualueil B JIEBYIO
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pyky. B centsa6ope 2013 r. ObL1a BriepBbIe 3aperucT-
pupoBaHa ubpwuisiuuss npeacepauin  (DOIT).
B cBsi3u ¢ 9TUM mnaiMeHTa rocluTaIM3upoOBaIn Mo
MecTy xxuTeabeTBa. [To manueiM DxoKI 3anmono3pe-
Ha 'KMII 6e3 oocTpykiium BeiBogHOTO oTaea JIZK,
HEJI0CTaTOYHOCTh MUTpaibHOro kjamaHa (MK)
I1I crernieHn; HEAOCTATOYHOCTh TPUKYCIIUMAATBHOTO
knanaHa (TK) II-III crenenn.

HecMmoTpst Ha HazHaueHME MEIUKAMEHTO3HOM
Tepanmuu, COCTOSHHUE IAalUEHTa IIPOrPECCUBHO
YXYALIAI0Ch, PE3KO CHUXajlach TOJIEPAHTHOCTD
K (pu3myeckuM HarpyskaMm. bojabHOMY OBIIIO peKo-
meHnoBaHo oopatutbes B HIICCX um. A.H. Baky-
JieBa 1S OIpPEAECJICHUS JalbHEM e TAKTUKY Jieue-
Hus. Ilpu ocMmoTpe mamueHTa oOpaiaa Ha ce0s
BHUMaHMe akpouuaHo3. [Tpu aycKyabTaluuu: TOHBI
MIPULIYLIEHBI, apUTMUAYHBI, BBICIYIIUBAJICS CUCTO-
JIMYECKUI IIIyM Ha BepXYILKe Cepala.

[To nanHbiM DKI: putm PIT co cpenneii yacro-
TOI 3KEJIYIOYKOBBIX coKpaueHuii 89 yn/muH, QRS
0,08 ¢, ORST 0,36 c, BoJbTax 3y0OLIOB HE U3MEHEH.

ITo manabM Dx0KI: ToMmMHA MEXKeIIyI04Ko-
Boit meperopoaku (M2KIT) 3,0 cM, ToammrHa 3agHein

Puc. 1. Oxoxkapauorpadusi:

credku JIK 1,6 c¢M, KOHEYHBIA CHUCTOJMYECKHUIA
pasmep (KCP) 2,9 cM, KOHEYHbBII AUACTOJINYCCKUIA
pasmep (KP) 5,4 cM, KOHEYHBII AUACTOINYECKUIA
o0beM (KIO) 83 M1, KOHEUHBI CUCTOJMYECKUIA
06beM (KCO) 32 mu, dpakuus Beidpoca (Teicholtz)
64%, nemocratounocts MK u TK TI-III crerenu,
purugHas M2XKII, BbIpaXeHHBbIE PECTPUKTUBHBIE
HapymeHus (puc. 1, 2).

B cBs13u ¢ aTM maumeHTy nposesii MPT cepaia
C KOHTpacTMpOBaHWEM, MO pe3yjbraTaM KOTOPOW
OBbUIM BBISIBJICHBI BbIpasK€HHbIE PECTPUKTUBHBIC Ha-
pyllieHus: MUOKapaa. B paHHIOI0O M MO3IHIO OT-
cpoueHHble (ha3bl KOHTPACTUPOBAHUS BUIYATU3U-
POBAJIMCh SHIOKApAUaIbHbIe HAKOTIJIEHUSI KOHTpa-
crHoro BemectBa (KB) Ha 0a3zambHOM U cpenHeM
YPOBHSIX IO TepeaHEeNePeropogoyHOil CTEHKE CO
cropoHbl JIZK, a Takke co CTOPOHBI MPaBOTO XKey-
JI0YKa C paclipoCTpaHEHUEM Ha 3aIHENIEPEropoaoy -
HyIo cTeHKY. Kpome Toro, OblIM 0OHapyKeHbI UH-
TpamMuoOKapauajabHble ydacTKu HakorieHus: KB Ha
YPOBHE CpeAHMX U HUKHUX cermeHToB JIZK 1o 3an-
HeTeperopoaoyHoi cTeHke. Onpeaessuiuch Cyoanu-
KapauajbHble ydacTKu HakoruieHus KB 1o nepen-

a — uBeToBas ponruieporpadus (MUTpaibHasE peryprutanus); 0, 6 — nByxkamepHas nosuuus: 6 — K10; B —KCO
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Puc. 2. ODxokapauorpadus:

a — TIpU CapKOMI03¢; 6 — MPU FeMOXPOMATO3¢; 6 — MPU AWIATAllMOHHON KapAMOMMUOITaTUN

a

Puc. 3. MarHuTHO-pe30HaHCHas TOMOTpaMMa;:
a — TIOTIEPEYHBIi cpe3 cepalia; 6 — MeXKeTyI0uKoBas eperopoaka

HebokoBoit creHke JIZK — usmMeHeHus1 HeuleMuie-
CKOro reHesa. bl BbISIBIIEH y4acTOK HAKOTUICHMS
KB pazmepamu 1,5x1 cm B HmkHeir Tpetu M2KII.
BusyanusupoBanuchk HakoruieHus1 KB mo BepxHen
creHke JieBoro npeacepaust (JIIT), mexmpencepn-
HOW MEPEroposiKe, B yCThE MTPABOM JIETOUYHOU BEHHBI,
no crBopkamM MK u moakiamnaHHbBIM CTPYKTypam
(puc. 3).

Pe3ynbraThl KOMOBIOTEPHOI TOMOTpacdUu U aH-
ruorpaduu JIIT, 1erouHsix BeH U cepala: B cpeao-
CTEHUM BU3YAIU3UPYIOTCS MHOXECTBEHHBIE YBEIM-
yeHHble JuMdoysabl pazmepoM 1o 10—14 MM co
CIUSIHUEM B KOHIJIoMepaThl (0OoJbllie ImapaTpaxe-
anbHO); oobeM JIIT ¢ yuetom yiuka JITT 223 mut.

Hannbie BenTpukyinoropadpun: I'KMII 6e3 06-
CTPYKIIMM BBIBOJAHOTO OTHAEa, MUTpajJbHas HEIO-
cratouHocTh Il creneHu, BbIpakeHHasi HegoCTa-

touHocTh TK, ymMepeHHas jierouyHass TUIIEPTeH3Us,
nuacrojimdeckas nuchyakums JIK.

ITo maHHBIM Ta00PAaTOPHOTO METOAA 00CIEA0BA-
HUS oOpaniaiv Ha cebsl BHUMaHWE yMEepeHHas IMpo-
TeMHYpUsl, TUTiepaibgarammariodyinHemMus, hep-
putuH — 90 MKT/J1.

MMMyHOTMCTOXMMUYECKOE MCCea0oBaHUE Oei-
KOB CBIBOPOTKM KPOBM M MOYHU C OIpeneIcHUEeM
MOHOKJIOHAJIbHOM CEKpeluu METOJAOM MMMYHO-
duKcamm M KONMMYECTBEHHBIM OTpeacIcHNEM
CBOOOIHBIX JIETKMX 1IETIeH ¢ BBISIBICHUEM raMMoTa-
TUM: BbISIBJIeHA TUnieprammariooyirnHeMusi. B 50 mu
OT CYTOYHOI MOYM ITPOTerHYpHUst coctaBuia 0,6 /1.
JlaHHbIe MO aMUJIOUA03Y OTCYTCTBYIOT.

OkcTparupyeMblii saepHblii antureH (ENA),
npoduib: JaHHbIE O CUCTEMHBIX PeBMATOJOTUYEC-
KHUX 3200J1€BaHUSIX OTCYTCTBYIOT.
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Cutyanus TpencTapisiiacb COMHUTENBHOM, T10-
9TOMY C LI€JbI0 OKOHYATEJbHOI MOCTAHOBKU AMA-
THO3a TIPOBEIM SHIOKAPAWAIBHYIO OMOIICHIO, IO
pesyabTataM KOTOpO# Oblia BbISIBJIEHA TUIIEPTPO-
¢ust Muokapa.

HecmoTpst Ha CI0XHOCTH OTMArHOCTUKM Y AaH-
HOTO MalMeHTa, KOHCUJIMYMOM ObLJIO MPUHSITO pe-
IIEHWE O TIPOBEIEHUN XUPYPTUUECKOTO JICUCHUSI.

O6cyxnenne

OuopUUTIINS TIpeACepanii SIBISETCS YaCThIM
CIyTHUKOM Kapauomuonatuit. M, kak mnpasuio,
KJIMHWYECKMI NeOI0T 3TO TIpymIbl 3a00JeBaHUIA
C PeCTPUKTMBHBIM HapylieHueM (QYHKIIMU MHO-
Kapzaa MpOMCXOIUT Ha (POHE y4yallleHHOTO Cepille-
OMeHMsI, YTO CIIOCOOCTBYET YCYI'yOJICHMIO Cepiaed-
HOU HEeI0CTaTOYHOCTH W Havyasly IMarHOCTUYECKOIo
MOUCKa.

Eciu npumeHSTb MHAMBUAYATbHBIM TOAXOM
K TOMY WM WHOMY 3a00JIEeBAHUIO, TO TPYJAHOCTHU
nudbepeHInaIbHONW IMarHOCTUKM CTAHOBSITCS 3a-
METHee.

B yactHOCTH, 0cOOOE MECTO B 3TOI rpyIine 3a-
0oJieBaHUI 3aHUMAeT aMUJIOUI03 C MEPBUYHBIM
MOpaK€HUEM CepJilla U OTCYTCTBUEM CUCTEMHBIX
MPOSIBIEHUI . AMWIONI03 ceplala B OOJIbIINHCTBE
cllyyaeB BcTpevaeTcs y jaul ctapuie 40 ser, yaiie
y MyX4dH. [Ipy 5TOM eIMHCTBEHHOE TMPOSIBICHUE
3a00JIeBaHMsI, CTAHOBSIIEECSI OCHOBHOM MPUYMHOMK
CMEpPTU OOJBHBIX, — OBICTPO MPOrpecCUupyroIIast
cepiieyHast HeJOCTaTOYHOCTb, pedpakTepHasi K Me-
JUKAMEHTO3HOU Tepanuu. M mo JaHHBIM MHCTPY-
MEHTaJbHOTO O0CJeloBaHMSI, KaK TpaBujo, Jesa-
eTcs 3akaoueHue 06 nauonatudeckoin I'KMIT [3].

M3yyeHnto amMuaona03a CrocoOCTBOBAIN OMU-
caHUsl «cajbHOU Ooje3Hu» K. PakuraHnckoro
u P. BupxoBa. B Poccuu mepBbie Mo-HacTOsILLIEMY
3HAYMMbIE COOOIIEHUSI 00 3TOM IpobieMe ObLIN
onybiukoBaHbl B MoHorpacduum E.M. Tapeena.
B nmanpHeiimem temy paspuBaiu JI.B. Ko3nosckas
u B.B. PameeB. B skoHOMUYECKM pa3BUTBHIX CTpa-
Hax yaille BBISIBASIETCS TpU TUMA aMUJIOMA03a,
MPU KOTOPbIX MOPaXKAETCS Ceple: CEeHUIbHbINA CU-
cTeMHbIii amuionno3 (SSA), aMWIOWIO3 JIErKUX
ueneit (AL) u cemeitnbiii amunounos (FAP). Tlo-
CJIEIHUM 3a4acTyl0 SIBJISIETCS PE3yJIbTaTOM MYTallun
TpaHCTUpeTUHa [4].

AL-amMuiion103 BCTpeyaeTcsi IpUMEPHO OJlHa-
KOBO 4YacTO y MYXYMH M XEHIIMH, KaK MpaBUJIo,
B Bo3pacte crapuie 50 ser. PacmpocTpaHeHHOCTD
AL-amMunongos3a, mo JaHHbBIM HalmoHaabHOTro
eHTpa MeauimHckoi cratuctuku CIIA, cocras-
qsiet 4,5 caydas Ha 100 Teic. HaceneHus. Poct 3a00-

JIEBaeMOCTH, CTaHIAPTU3UPOBAHHBLIN 1O BO3PACTY,
coctaBisgeT 5,1—12,8 Ha MWIJIMOH 4YEIOBEKO-JIET,
4yTo cocTaBiseT npumepHo 3200 HOBBIX 3a0oJieBa-
Huit B roa. Ilpu AL-amuyionnose B OOJBIIMHCTBE
cllydyaeB OpraHaMU-MUILEHSIMU SIBJISTIOTCS: CEepIlie
(60-90%), nouku (74%), neuens (27%), nepude-
puyeckast (22%) v BereTaTUBHas HepBHasl CHCTeMa
(18%) [5].

[TopaxkeHue cepala MpU CapKOUIA03€ IJIUTEb-
HOe BpeMs TPOTEKaeT MO MacKOW IbIXaTeTbHOM
U CEepACYHON HEJOCTATOYHOCTH, MPUBOIS B HdaJib-
HellleM K MOSIBJIEHUIO XU3HEeYTPOXKAIoIINX Hapy-
LIIEHUI pUTMa U, KaK CJIEACTBUE, BHE3AITHOM CMeEp-
T 60JbHOTO. [T03TOMY YacTO Takoli AMArHO3 ycTa-
HaABIMBAIOT TOJBKO TIPU BCKPBITUM, IIOCIIE
TUCTOJIOTMYECKOTO MCCIIe0BaHUsI TKaHel cepaua.
Capronmo3 0OBIYHO MMEET MAcCCHUBHBIN XapakTep
1 6oJiee YacTyro pacpoCTPaHEHHOCTh MOPaXKEHUS,
B OTJIMYME OT YACTOThI MPUXKUZHEHHbBIX KIMHUYEC-
KMX nposiBieHuii. B SImonnu npumMepHo B MOJIOBU-
He cydyaeB IaToJIoro-aHaTOMMUYECKUX MCCIIeI0Ba-
HUIT OOJBHBIX CApKOMIO30M HMMENIOCh TpaHyJIeMa-
To3HOe TopaxkeHue cepaua. B [amnace (CILA)
MPOBOJUJICS aHAIU3 ayTOMNCUI yMepIIUX OOJbHBIX
¢ capkKoua030oM: B 67% ciydyaeB OH OblI OCHOBHOM
MIPUYHUHON cMepTH GOJBHBIX, 50% OOJBHBIX CKOH-
4aJioch OT NOPpaXKeHusI cepatia, a 43% — oT mopaxe-
HUSI JIETKUX.

DxokapanorpadudecKe MCCAeIOBaHUS TTOKa-
3aJIM, YTO CapKOMIO03 cepilla MHOTAa HallOMUHAET
pasauyHble BUIbl KapAMOMHUOMNATUH, TakKue Kak
I'KMII, nunatauumonHas popma 'KMII u nunara-
IMOoHHas1 Kapauomuonatusi. MmMerorcst Habmone-
HUSI O CTAAMIHOCTH MAHHBIX 3a00JIeBaHUIA B TIPO-
1iecce peMojeMpoBaHus cepaua. Tak, y maueHToB
¢ 'KMII 6Gone3Hp mepelnia B AMIaTallMOHHYIO
dopmy, nunataumoHHas (gopma 'KMIT nepeiia
B JIWJIATallMOHHYIO KapJIUOMHUOTMATUI0, KOTopas
B JaJIbHEHIIIEM TIpMBeJia K JIETAIbHBIM UCXOIaM 13-
3a OCTAHOBKHU cepAla U GUOPUIUISILIMY XKeTy104-
KoB [6]. ITo pe3yabraTaM THCTOJOTMYECKUX HCCTIE-
JIOBAaHWI, TpaHyJeMbl Yallle BCEro pacrojiaraloTcs
B Muokapiae, MXKIT uaM COCOUYKOBBIX MbIIIIIAX.
Takke MMeEIOTCS Cilydaud BBISIBICHUS TTOPaKeHUS
KJlaliaHa TpaHyJeMaTO3HOro reHesa ¢ (hopMUpOBa-
HHUEeM TopoKa. PazBuTue B cepmlie TpaHyIeMaTo3-
HOTO Ipolecca MPUBOAUT Jajiee K MOSIBACHUIO pa3-
JIMYHBIX BUIOB HApYIIEHWH PUTMAa W TTIPOBOIMMOC-
TH, a TakKXe, KaK CJIeACTBME, — K CepIeyHOI
HEAOCTaTOYHOCTU WJIM BHE3allHOM CMepTHu.
E. Fleming cobOpan Bo Bceit bputanuu mnaHHBbIE
0 OOJILHBIX C capkoumo30oM. [IpuyeM nuarHo3 ObLI
ITOCTaBJICH KaK IIPU KU3HU, TaK 1 TIOCIIe TTaTOJIOTO-
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aHatoMuyeckoro ucciemoBanus. M3 300 ciyyaes
capkoujo3a B 138 ObLIO BBISIBJICGHO MOpaxkKeHUe
cepaua. AnoHcKue ucciaeaoBaTe M MpoaHaIu3upo-
BaJii NaHHbIe 15 MaluMeHTOB ¢ CapKOUI030M Cepi-
11a, KOTOPBIN MPOSIBJSJICA AWJIATAllMOHHON Kap-
nuomuomnatuein. Ilpu cpaBHEHMM 3TUX OOJBHBIX
¢ 30 manueHTaMu ¢ UAMOINAaTUUEeCKOM TuiaTallioOH-
HOII KapIMOMMOIIaTHe ObLIM 0OHAPYXEHbI 10CTO-
BepHbIe paznuuus. Tak, mpu capkouao3e Jaie 60-
JIeTW KEHITWHBI, ObIIa BBITIE YaCTOTa BBISIBICHUS
HapylIeHUH TPOBOAUMOCTHU U YTONIIEHUs CTEHOK,
HEpPaBHOMEPHOCTU JABUKEHUSI CTEHOK U Ne(heKTOB
nepdy3uu ¢ npeodiagaHueM ITOPaXKeHUS TepeHe -
MEeperopoJoYHON M BepXyILIEYHOI 00JacTeil, mpo-
THO3 TeUYeHUsl 3a00sieBaHUs ObUI 3HAYUTEIBHO XY-
Ke, 4yeM IPU MAUOIATUYECKOW AuIaTallMOHHOMN
kapauomuonatuu [7]. Yuensle uz Kuoro (Amonust)
MPOBEJIU UCCIIeAOBaHNE, BBISIBUBIIIEE CXOACTBO cap-
kougo3a cepaua ¢ TKMII. B pesynsrate y 6 (7,3%)
OOJIbHBIX OBUIM OOHApPYKEHBI 3X0Kapauorpaduyec-
Kkue HapyiieHust: yroiameHue M2KIT y 4 matiyeHTOB,
acCUMMETPUIHAS CeNTaIbHas TUIIepTpodus —y 2, pe-
rMoHapHas cenTajbHas runeprpodust —y 1 u anu-
KasbHas runeptpodus — y 1 matmeHTa. Y 1 601bHOTO
obu10 M3MeHeHue JI2K 110 Tumy «0brdbero cepaua» [8].

Ecnu capkouno3 u aMuionao3 cepiia B IJIaHe
IWarHOCTUIECKOTO TTOMCKa CJIOXHBI, TO TeMOXPO-
MOTO3 U MOpaxeHrue MUoKapaa Mpu peBMaToJOr1-
YeCcKUX 3a00sieBaHUsIX 00Jiee U3BECTHBI U KJIMHUYE-
CKM TIPOSIBIISIIOTCS pa3HooOpa3Hee. B ciayyae ¢ re-
MOXPOMOTO30M, KJIMHMYECKasi KapTMHa KOTOPOIO
JOCTaTOYHO $pKa, WHGOPMATUBHO OIpeaesieHue
YPOBHSI (heppUTUHA U TpaHCHEPUHUIA.

OnmHako, B OTIMYME OT APYIMX 3a00JeBaHUI
C PECTPUKTUBHBIM HapylleHueM GYHKIIMA MUO-
Kapza, Ipu KOTOPOM XUPYpPTruYeCKOe BMEIIATETbCT-
BO, KaK TIpaBUJIO, HE MCIIOJb3yeTCs, B cCiydyae
¢ 'KMIT mpu o6CTpYKIIMM BBIBOIHOTO OT/AENA OIle-
paTuBHOE JieueHUe SBIsSIeTCS d(PMOEKTUBHBIM CIIO-
coboMm JieueHus1. B HacTosiee BpeMst KilacCUYeCKU-
MU TIOKa3aHWSIMU K XUPYPTHUUECKOMY JIEUCHUTO
I'KMII gBagercss BbIpaxkeHHas KIMHUYecCKasl
CUMIITOMaTUKa 3a0o0jieBaHUSI UM OrpaHUUYEHUE
(bYHKIIMOHAIBHOTO CTaTyca, COOTBETCTBYIOIIEE
[TII-IV kimaccy XpoHUYECKOM cepaedyHol HemocTa-
touHocTu Mo NYHA. OcHoBaHueM mist oriepaTuB-
Horo JiedeHUs 1o gaHHbIM DXoKI saBmsioTcs: yBe-
JIMYeHWEe TpaJudeHTa CUCTOJMYECKOTO AaBJIEHUS
B BBIBOJJHOM OTJeJIe JIEBOTO XeJlyJouka B MOKOe
cBbiiie 50 MM PT. CT. M 3HAUUTEIbHASI TUTIEPTPODUS
BepxHeil mim cpemneit yvactu M2KIT [9].

JemoHcTpalus JAHHOTO KJIMHUYECKOTO Cilydast
CBHUIIETETBLCTBYET O TOM, YTO IWArHOCTUKA STOU

rpyIIibl 3a00J€BaHUIN TIPEACTABISET 3HAYUTEbHbIE
TPYAHOCTU B MpaKTUKe Kapauojora. Takoe moJio-
XEHHE Bellel CBI3aHO ¢ MX PEIKOM pacrpocTpa-
HEHHOCTbIO U OTCYTCTBMEM IAaTOTHOMOHUYHBIX
CUMIITOMOB B KJIMHUYecKo# kapTuHe [10, 11].

YuuteiBasi HeOJIArONMPUSATHBIA TIPOTHO3 Y 3TUX
MalueHToB, 0co0eHHO npu AL-amuiionnose, cBoe-
BpeMeHHas AMAarHoCTUKA U paHHee JieueHue, 0e3yc-
JIOBHO, BaxXHHbI. [Togo3peHue Ha HaIU4YKe Mmopaxe-
HUS cepalia aMuionao3oM, capkougozom, ['KMIT,
PEBMATOJIOTUYECKMMU 3a00JIEBAaHUSAMU 1 OOJIE3HS -
MU HaKOTUIEHUS JOJI)KHO BO3ZHUKATh MTPU Pa3BUTUU
y OOJILHOrO PECTPUKTMBHON KapJAHMOMMOIIATUU CO
3HAYUTEJbHBIM YTOJIIIEHUEM CTEHOK cep/lia B CO-
YyeTaHWU CO CTeHOKapaueit, HedppornaTuein u Apyru-
MU CUCTEMHBIMHU TTopaxkeHusimu [12].

OnHako, HECMOTPSI Ha UMEIOLIIUECsI UHCTPYMEH-
TaJlbHbIE U J1aOOPATOPHbIE METO/bI UCCIENOBAHMUS,
a TakXke 3HAoKapAuajlbHyl OUOICHIO, JAUMarHo3
JIaHHOW I'PYIINbI 3a00J1eBaH1I CTABUTCSI HA OCHOBA-
HUU UHTPAOTNepallMOHHON OMOMCUM WU TTATOJIOTO-
aHaTOMMYECKOTO UCCAEA0BaHUSI. DTO CBSI3aHO
C TeM, YTO 3a4acTylo OMOIICUs, MPOBOASIIAICS DH-
JIOBACKYJISIPHO, He 00JiafaeT BbICOKON crieluduy-
HOCTbIO, @ CKDUHUHI-METO/, OTpe/ieJIeHNs paccMa-
TpUBaeMbIX 3a00JIeBaHUIl B BUIE OUOMCUM APYTUX
MHTAKTHBIX OPraHOB He MPEeJCTaBJsIETCs 11eJ1ec000-
pa3HbIM M CUYUTAETCSl JMIIHEH TpaToil BpeMeHU
u cpencts [13].

briBaloT Ooisiee sSICHBIE KIIMHMYECKUE Ciyyawu,
KOrJa MMEeeT MECTO TopaxXeHHUe APYTUX OPTraHoB,
HO B JAHHOM clJly4yae y MalyeHTa B TSKEJIOM COCTO-
SIHUUW TIPOBEJCHUE KaXKI0H MpOoLEeAyphbl ObLIO TIA-
TeJIbHO 00yMaHo. B mosib3y amuiaonao3a roBOpUT
Hajinuue y 00JbHOr0 peCTPUKTUBHOU KapaWOMUO-
MaTUU C YTOJIIIEHUEM CTEHOK, pedpakKTepHOCTb
K TPOBOJAMMOM Tepamnuu, MPOTEUHYPHUS, HO MOHO-
KJIOHaJIbHasl TaMMariaTusl OTCyTcTBoBajia. B mosb3y
CapKou/i03a — MHOXECTBEHHbIE YBEJIWUYEHHbIE
UMGOY3JIbl, MTPOTEUHYPUSI, PECTPUKTUBHASI Kap-
JNMOMUOIIATUS C YTOJIILIEHNEeM CTEHOK, HO Mopaxe-
Hue Jerkux He ¢gukcupoBaiock. Hannune 'KMIT
HE OTpHUIAJIOCh, HO Mo maHHBIM DX0KI BHOBBL OT-
CYTCTBOBAJIM MaTOTHOMOHUWYHbIE TTPU3HAKU, 00J1€3-
HU HaKOIUJICHUSI U CUCTeMHbIe 3a00jieBaHUsl ObLIU
UCcKIIoUeHbI. [TaieHTy Obula MpoBeaeHa MUOIKTO-
musi mo Morrow, 1IOBHasl aHHyaoriactuka MK,
iactuka TK mo De Vega, kpronaGupuHT, paauo-
yacTOTHasi abyialidsl MpaBoro rmnepelieika, mnepe-
Bsa3ka ymka JIIT. MHTpaomnepalimoHHast Ouormncust
noarBepauiaa TKMII. Onepauus mpolia yaadyHo,
MalMEeHT BbIMUCAH Ha 8-¢ CyTKU TMOCJe XUpypruye-
CKOIro BMelllaTeJIbcTBa 0e3 TpeabsBIeHUS] KaKUX-
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6o xkano6. Putm mpencepnnbiii. [1o maHHBIM
Ox0oKTI: munumanbHas peryprutaumsi Ha MK u TK.
Tommmuaa M2XKIT 2,2 cMm.
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