Hasbipos ®.I., A6ponos X.K., 3ycphapos M.M., Mupcangos M.M., Mypagos V.A., Anumos A.b.
TUNEPTPODUNYECKAS KAPOVOMUONATNSA - KNACCU®UKALNA, DUATHOCTUKA N TAKTUIKA NEYEHNA

FMNEPTPO®UYECKASA KAPANOMUONATUA - KNNACCUDUKALLUA,

AUATHOCTUKA N TAKTUKA NNEYEHUSA

Ha3sbipo ®.I', A6ponos X.K., 3ychapos M.M., Mupcaugos M.M.,
Mypapos Y.A., Anumos A.b.

YIK: 616.12-007.61-07-08-035(012)

Pecrybrnkarckui Creuman3nposaxHbii LienTp Xupyprim um.akag. B. Baxniosa

(avp. — npogh. Haswipos @.I")

Pestome

MnepTpocuyeckas kapavommonatus (TKMIT) — reHeTnyeckoe 3aboneBanue
CepAua, NpuBOAALLEE K PaHHEel MHBANMAHOCTY NIOAEN TPYAOCNOCOBHOMO BO3pacTa.
BHe3anHas CMepTb XapakTepHa npu eCTECTBEHHOM Te4eHuin 3a60/1eBaHNs, 0COOEHHO Y
MonoabIx ntoaei [1, 6]. [iwarHocTika 0CHOBaHa Ha NPOBEAEHMN 3NEKTPOKapanorpacnm,
3X0KapAMorpachui, aHrMoKapaAMorpachnn, MyNbTCHANRCHOR KOMMbHOTEPHOIA TOMOTpacin
11 TEHETUYECKOrO MCCNEA0BAHMS. XUPYPruHECKOE NIEYEHINe NOKA3aHO NPU PESUCTEHTHBIX K
MEANKAMEHTO3HOI Tepanui Cry4asx.

Knroyesble cnosa: [uneptpodpuyeckas 06CTPYKTUBHASA KapamomMuonaTus,
[AVArHoCTMKa, XMPYprudeckoe neveHme, axokapanorpacdus, aHrnokapamorpadus,
MyNbTUCNACHAA KOMMbIOTEPHAsS TOMOrpacms.

Beepaenue
PacnpocTpaHéHHOCTD TUIIEPTPOPUIECKON KapIHOMU-
omaTtuu Kojebercs B penenax 0,2% (1:500) [6].
Cyl1ecTByeT HECKOJBKO MOAXONO0B K KiaccuuKauu
3aboneBanus. [1epBblil U3 HUX XapaKTepU3yeT aHATOMUYe-

CKMe U3MEeHEeHU Cep/IIa, ISKAIIIUe B OCHOBE KapIHOMeTra/IHH

- pacIIMpeHue IOJIOCTel (IWIaTaIlys) Ceplla WIN YTOJIIe-

HUeE €T0 CTEHOK, B T.4. 3a CYeT THITepTPOdUY; BTOPOII — XapaK-

TepPUCTUKY HapyIIeHUI BHYTPHCEPIEYHON IeMOTUHAMUKY

B BUJie OO 3aTPYyIHEHUA OTTOKY KPOBU IO BBIHOCAIIEMY

TPaKTYy XKerynouka (06CTpyKIus), 160 Pe3KOro orpaHuye-

HUA PacTsSDKUMOCTH Cepilia B THACTONY (PeCTPUKLINA).

TunepTpodudeckas KapILOMUOIIATUSA IO PA3Ie/ACTCA

Ha CJIefyIolue:

I. Nuddysnas wm cumMerpuyHas GopMma — THIIEPTPO-
bus MeXOKeTy0YKOBOI ITePeropogKU U CTEHOK JIEBOTO
JKeTylodKa (perko IPaBoro >KelTymnodKa), 0003Ha4aeTCs
ellle KaK MAMOIaTHYecKas TUIIepTPOUA MUOKAPAA, HIH
KaK HeOOCTPYKTHBHAsA IHIIepTpodudecKas KapgHOMHO-
MIaTHA; XapaKTepU3yeTCsl 3HAYUTE/IbHBIM yBeIMYCHUEM
TOJIIIUHBI CTEHOK >KeTyJOYKa U ee OTHOIIICHHS K 00beMy
ero MojIoCTy;

II. AcumMeTrpu4Has runepTpodUI MUOKapHa; IPOSBICHUA
60JIe3HN 3aBUCAT OT JIOKAIM3ALIUU IIPOIIeCca; a) TUIIep-
TpodUA IPeHMYIIeCTBEHHO BepxHell (6a3aIbHOI) YacTH
MEXOKETYI0YKOBOI IIeperopoKY (M30/IMPOBaHHAS WIH B
COYETaHMU C rUIepTpodueit nepenHeit 60KOBON CTEHKH
JIEBOTO >Ke/IyI04YKa), IPUBOAUT K OOCTPYKIIUH BBIHOCH-
II[ero TpaKTa >KeTyloodka; 9Ta GopMa HOCUT Ha3BaHUE
0OCTPYKTHBHOI THNIePTPODUIECKON KapIHOMUOIIATHN. ,
WM UIHOMAaTHYECKOro runepTpoduueckoro cybaop-
TaJIbHOTO CTEHO33; 6) TUIIePTPOQUS IPEUMYIIIECTBEHHO
aIMKa/JIbHOM YaCTH JIEBOTO >KeIYIO4YKa; 0603HaYaeTCs
KaK BepXyllleyHas THIepTpodrdecKas KapIUuOMHUOIIATHS.

HYPERTROPHIC CARDIOMYOPATHY - CLASSIFICATION,
DIAGNOSTIC AND TREATMENT STRATEGY

Hypertrophic obstructive cardiomyopathy (HOCMP) - is genetic disorder which
cause of disability of young patients, and the most dramatic aspect of the natural history of
this disease is a sudden death of young people [1, 6]. Diagnostic examination for HOCMP
includes: ECG, echocardiography, angiocardiography, multidetector computer tomography
and genetic examination. [7] Surgical repair (miectomy by Morrow) applicable only at resistant
to medical treatment forms of HOCMP.

Keywords: hypertrophic obstructive cardiomyopathy, diagnosis, surgery,
echocardiography, angiocardiography, multidetector CT.

(penomen obcTpyKIMH ITpH 3TOT POPMe KapAHOMHUOTIA-
THH OTCYTCTBYeT).

III. PectpuktuBHas hpopma KapAHOMHUOIIATHU — OObEIUHS-
€T HIOMHUOKAPIUAIbHBII HGUOPO3 U 903MHOPUIBHBII
dubpomnacruueckuit aumokapaut Jlepdaepa. Ira
¢dbopma xapakTepusyeTcsi 3HaIUTEIbHBIM YMEHbIIICHIEM
KOHEYHOIUACTOINYECKOTO 00beMa XKeTyJOIKOB H3-3a
PUTHOHOCTH MX CTEHOK. Pe3Ko orpaHHYeBaeTCsl pacTs-
YKUMOCTb MUOKapaa B (pase AUaCTOMBI, YTO IPOSIBIAETCS
HApYILIECHUSMHU CepIoeTHO IeATeIbHOCTH [2].

Lens nccnegoBanus. OnpenenuTb KPUTEPUU ITHa-
THOCTHKY OOJIBHBIX C TUIIEPTPODUIECKOI 06CTPYKTUBHOM
KapAHOMHUOIIaTHeN Ha OCHOBE aHaau3a 0OC/IETOBAHHBIX U
nposnedeHHbIX 60mbHBIX B PCIIX nM. akan. B. Baxunosa.

Matepuan u MeTofbl

B PCLX nm. akaz. B.Baxugosa ¢ 2008 o 2012 roabl mua-
THOCTUPOBAHO U MpojiedeHo 30 60IbHBIX ¢ rUIepTpodde-
cKoit Kapauomuornarueii. V3 uux 25 (83,3%) 60/1bHBIX OBUTO
C BBIP@XEHHOI OOCTPYKI[Mell BHIXOTHOTO TPaKTa JIEBOTO
JKeTyIOUKa, PeSUCTEHTHOM K MEANKaMEHTO3HOJ Tepalui, y
ocTanbHbIX 5(16,6%) xoponii KIMHUYIeCKHit 9¢pdexT 6bU1
IDOCTUTHYT IPUMeHeHHeM 6eTa-6/I0KaTOpOB, aHTHAPUTMHKOB
U TmpernapaToB Kanus. YeTBepbIM OONbHBIM MPOU3BeIEeHA
CITUPTOBAs CeNTanbHas1 ab/sinys, 21 601bHOMY IpoU3BeeHa
orepaiyist Morrow. 13 4rc/ia onepupoBaHHBIX MY>KIHH 6bUIO
14 (66,6%), >xkentuH 66010 7 (33,3%). Bospact ux xomebancst
oT 6 1o 41 roga, cocrasyAs B cpegHeM 22,26 £ 9,86.

PesynbTatbl

JKano6s1 60mpHBIX 6bUTM Ha 60U B 06MacTU cepaia
AQHTHHO3HOTO XapakTepa B 16(53,3%) ciydasx, Ha TO0-
BOKpy>keHHe B 6(20%) crydasx, Ha ofgsiuky 22(73,3%)
caydasnx, cepauebuenue 22(73,3%), cmabocTb M yTOMIISI-
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eMocTh B 24(80%) crydasx, CHHKONIATbHOE COCTOSHHUE Y
nByx 6ompHbIX. Ha OKI' y Bcex 60IBHBIX perucTpUPOBaIC
CHHYCOBBII pUTM. BepTHKanbHas a/ieKTpUyecKas ocb cepalia
oTMeyasach y 19 manueHTOB, TOPU3OHTa/IbHAA J/IEKTpUIe-
CKast 0Chb cepalia Habmonanacs y 11 mannentos. [uneprpodus
JIEBOTO KeTYOUKa Hab/II0famach y 24 malueHToB, TOrga KakK
OUBeHTPUKY/ISIpHas TUIepTPOdHsI OTMedaach y 6 O0IbHBIX.
Cerment ST y Bcex manueHToB Bapbuposai ot 0,12 1o 0,4,
coctaBsis B cpenteM 0,2 1+ 0,07. dnexTpokapauorpadirde-
CKHe IIPU3HAKU HeIOCTaTOYHOCTH KOPOHAPHOIO KPOBOTOKA
otMmeueHs! y 11 6onpHbIX. [Tpu sxoxkapauorpaduu onpenens-
JIUCh TUIEPTPO(DUPOBAHHDbIE CTEHKU U HETWIATHPOBAHHAS
MOJIOCTb JIEBOTO YKeIYAOUKa MPU OTCYTCTBUH IPYTUX cep-
JeIHBIX WM CUCTEMHBIX 3a00/IeBaHUI, TAKUX KaK a0PTasIb-
HBIN CT€HO3 U apTepUa/JbHas IMIIepTeH3UsA. Y HAIUeHTOB
oTIpefie/sIach yBeTWYeHHAas TOMIIMHA MEXOKeTyJ04YKOBOI
II€PEropoOfiKY, LIMPOKO Bapbupyroas ot 1,4 cM mo 4,7 cMm
IIpM HOPMaJ/IbHBIX ITOKa3aTeNsaX MeHee 1,2 ¢M, COCTaB/IsAs B
cpenHeM 2,79 + 1,08. IHAeKc TOMIIMHBI MeX>KeTyJOuKO-
BOM Ileperopoaku Bapbuposan ot 0,87 no 4,7, cocraBias B
cpenteM 1,82 £ 0,73 cm/m?. IMM 1o [IroBepexcy Bapbupo-
BaJI B mpefieniax ot 149,96 rp/m? mo 878,75 rp/m?, cocTaBsis
B cpenHeM 329,16 * 182,45 rp/m?. IIpeBbliiiass HOpMajIbHbIE
mokasarenu B 2,5 paza (MMM M <134, )X <110 rp/m?).
WHpexkcupoBaHHBIN 1T0Ka3aTe/Ib TOMIIUHBI 3aHEN CTeHKU
JIEBOTO XKenymouka 6511 ot 0,48 110 2,65, COCTaB/IsIA B CpeHEM
1,01 + 0,52 cm/M?. KOHEYHO-IMaCTOMNIECKUI MHIEKC JIEBOTO
JKeTyIo4Ka BappbUpoBas oT 24,71 1o 56,76 mMj/M?, cocTaBss
B cpenHem 42,87 + 10,26 mi/m?. KOHEYHO CHUCTOMHYECKUIT
WHJIEKC 6L B TIpefenax oT 2,55 1o 21,59 mit/M? coctaBisis B
cpenteMm 8,93 + 5,28 my1/m2. [parieHT CHCTOTUYECKOTO [IaBIe-
HUA BapbUpoBa1 0T 31 1o 194 MM PT.CT., COCTaB/IAA B CpeHEM
106,7 + 43,08 MM pT.ct. Hartie mpeo6aana aCHMMeTPUYHAS
TUIePTPO(US C IPEUMYILIeCTBEHHBIM Y TOMIIIEHHUEM ITePeTHei
YaCTH IePeropoaKu. IpyruMu yepraMu runepTpoduaeckoi
KapIMOMMOIIATUH SIBJISUIACH TUIIEPKOHTPAKTUIBHOCTD MHO-
Kapza 1 JUHAMUYeCKas [I0TA0pTaIbHast 06CTPYKIHs, 0ObIYHO
BBI3BIBAIONIASICSA IEPEIHUM CHUCTOIUYECKUM ABIKEHUEM

repeHert CTBOPKU MUTpanbHOro Kianana(SAM). 14(46,6%)
60JIbHBIM IPOBOIMIOCH aHTHOKAPAUOTPadUIeCKOe HCCITENO-
BaHHe, Ha KOTOPOM OIIPEe/IsUTU TPaueHT CUCTOTHIECKOTO
IaBJIeHUs Ha BBIXOJHOM TPaKTe JIEBOTO >KeTyJoYKa.

Takoke OTMETH/IM HaTH4Me CBOeoOpa3Ho anrnorpadu-
YeCKOM Kap THHBI JIEBOTO >KeJTY/I04YKa, KOTOPas UMeeT, Ha Halll
B3I/, POPMY «I1eCOYHBIX 4acoB» (pHc. 1).

Emé y yeTBeppIx 60JIBHBIX KpOME NPOBEAEHHBIX 9XO-
Kapauorpaduu U aHrHOrpaduIecKoro UCCIeNOBAHUSI UC-
10/Ib30Ba/T BOSMO>KHOCTH MY/IBTHC/IAFICHOI KOMITBIOTEPHOM
ToMorpaduu, Ha KOTOPOit 6BII0 BO3MOXKHO OTIpefeieHre
TonmuHbl MOKII, Tomunsl sagHeit crenku JDK, a Takke
066éM JIK B dase cucronst u dase quactonsl. Kpome atoro
YAaBa/JIOCh BU3ya/IbHO OLEHUTH 00/IaCTh OOCTPYKIMH Ha BbI-
XOIHOM TPaKTe JIEBOTO XKelTynouka (puc. 2).

3akniovenue

TakTHKa edeHust TUepTPOGUIECKON KaPIHOMHUOIATHH
3aK/IIOYAeTCs] B MEOUKAMEHTO3HOM, a IIPU OOCTPYKTUBHBIX
dbopmax 9HIOBACKYISIPHOM M XHPYPIHYECKOM MeETOMAX
JIeYeHMUsI.

MenukaMeHTO3HOE JIe9eHHe TUIIePTPOdUIECcKO Kap-
ITUOMMOIIATHH HaIIPaBJIeHO Ha YIy4IlleHHe TUaCTOTUYeCKOH
(YHKUIMH TeBOTO XKeTYIOUKa, CHIDKEHHE IPafiieHTa NaB/IeH s,
KyIIMpoBaHMe aHTMHO3HbBIX ITPUCTYIIOB U HApYyILIeHUII pUTMa.
C 9T0i1 11€/1bI0 HCIIO/IB3YIOTCs GeTa-anpeHOOIOKaTOPbIL, O/I0Ka-
TOPBI Ka/IbIIMEeBbIX KaHAJIOB, aHTUAPUTMHUYECKHe ITperapaThl
U TIpenapaThl KaausA. BoTbHBIM, OTHOCAIINUMCA K TPYIIIIe PU-
CKa BHE3aIIHOM CMepTH, I0Ka3aHO Ha3HaYeHUe [TperapaToB C
BBIPAYKEHHBIM aHTUAPUTMUYECKUM JeHICTBHEM — KOpIapoHa
(aMuomapoHna) u quzonupamuia (PUTMIIEHA).

Xupyprudeckas TaKTHKa IPUMEHsETCS TIPH 0OCTPYK-
TUBHBIX (POPMaX, TPATUEHT IaBJIEHUS B BBIHOCAIIIEM TPAKTE
6oee 50 MM PT. cT. Hy>K#aioTcst B XUPYprudeckoM IedeHHN
OKOJI0 5% Bcex 60/TBHBIX THIIEPTPODHUIECKOI KAPTHOMHUOIIA-
Tueil. CMEpTHOCTH IIPH OIePATUBHOM JIEUeHUU COCTABJISET
npumepHo 3%. K coxanenuio, y 10% 60/IbHBIX IOCTE OIe-
paluy IuacTonndecKas TUCYHKINS U UIIeMUsT MHOKapIa

Puc. 1.

XapakTepHas aHruorpaguyeckas kaptuHa 6onbHoro ¢ FOKMI B Buae «necoyvHbIX 4acoB»
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Puc. 2. MCKT kaptuHa FOKMI

YMEHBIIIAIOTCSI He3HAYUTETbHO U COXPAHAIOTCS KTMHUYECKHE
cuMIITOMBL [ IpMeHSIOTCS cremyolye BUIbI OIIEPATHBHOTO
JIe9E€HHSI: MUOTOMUST, MUOSKTOMMS, HHOTJ]a — B COYETAHUH C
IUIACTHKO} MUTPA/IbHOTO K/IaIIaHA, BHI3BIBAIOIIVX 3HAYUMYIO
perypruramnuio.
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