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TEUYEHUWE 3ABOJIEBAHUSI U TAKTUKA BEJJEHUS BOJIbHOM C CEMEMHON
OBCTPYKTUBHOM 'MIEPTPO®NYECKON KAPTMOMMOIIATHEN.

Canxm-Ilemepoypzckuii 2ocyoapcmeennulit meOuyunckuil ynusepcumem um. axao. U.11.Ilasnosa,
Cankm-Ilemepoypz, Poccus

Ilpusooamces danHvie KIUHUKO-UHCIMPYMEHMATbHO2O 00C1e008anus DOIbHOU ¢ ceMeuHolu 0O6CmpYKMUGHOU
eunepmpopuueckol Kapouomuonamuel u 00CyHcoaromcs Memoovl MeOUKaAMEeHMO3HO20 U XUPYPeULeCKO20 eYeHUsl.

KutoueBbie ciioBa: runeprpopuyeckast KApaAuoOMHUONATHSA, IXOKApPAUOTrpadusi, MCKyCCTBEeHHBII KJIANaH cepaua,

cunzipom Boubda-Tlapkuncona-Yaiira

The data of clinical and instrumental examination of a female patient with familial obstructive hypertrophic
cardiomyopathy are given, the methods of medical and surgical treatment of such patient are discussed.

Key words: hypertrophic cardiomyopathy, echocardiography, prosthetic cardiac valve, Wolff-Parkinson-White

syndrome.

Tuneprpoduueckas kapnuomuonarus (I'KMIT) sBis-
€TCS TCHETUIECKH 00YCIIOBIICHHBIM 3a00JIEBaHUEM C TIPO-
TPECCHPYIOIINM TCUCHHEM H HE OKOHYATEIIHHO YCTaHOBIICH-
HBIM [TaTOTCHE30M. B ero oCHOBE JIe)KaT MHOYKECTBCHHEIC
JIe(peKTHI TCHOB, KOMUPYIOMINX CHHTE3 COKPATUTENBHBIX Oe-
kOB capkomepa [ 1]. HecMoTps Ha onipeienieHHbIe 10CTHXKe-
HUS B TOHUMaHWUH KIIMHIYECKUX MTPOSBICHUHN U 3THOJIOTHH
3a00JIeBaHsI, TAKTHKA BEJICHUS KOHKPETHBIX OOJIBHBIX C Ce-
MelHbIME 1 criopaandeckumu Gopmamu ' KMIT npencras-
JISIET CYIIECTBECHHBIC TPYIHOCTH. MBI pacroiaraeM JaHHBI-
MU KJIMHUYECKOTO HAOIIOAEeHU OOJIBHON ¢ CeMENHOM 00-
crpykruBHOH ' KMIT 1 cunTaeM meixecooOpa3HBIM paciiu-
PEHO TIPEACTABUTH CBEIACHHUS JINTEPATYPHI IPH OMHUCAHUU
3TOM pPEAKON U, B IIEJIOM, HEIOCTATOYHO U3yUE€HHOM MaToJ0-
rud. [IpuBoIMM JaHHBIC KITHHUKO-UHCTPYMEHTAIBHOTO 00-
cienoBanus 0oabHOM b., 18 et

Anamnes 3abonesanus.

Cuumaem cebst 60abHOIU ¢ 6 lem, K020a eli U Opyaum
ynenam cemvu (Mamov u 6pam) Ovl1 NOCMABIEH OUASHO3
I'KMII. OcrogaHuem 0ns 06C1e008aHUsA 8CEX UNEHO8 CeMbl
ROCAYICULA PAHHSASL OUASHOCIMUKA 2UNepmpoduyueckou
Kapouomuonamuu (cpasy nocie poxncoeHus) y miaouie2o
opama.

Pesynvmamot 06cnedosanus unenos cemou.

Mamo 1958 z00a poicoenun (42 zooa). /luacnos:
T'KMII. OxoKT om 10.2000: nonocmu cepoya ne pacuiupe-
not. ['unepmpoghust muokapoa nesoeo sicenyoouka (JIK). B
obnacmu cpedHe2o cecmMeHma MediHcIHCenYO0UK08oU nepe-
2opooku (MJKII) onpedensemcs yuacmox ymoaujenus Mu-
okapoa (0o 1.9 cm), ckopocmsb KpOBOMOKA 8 8bIXOOHOM
omoene JDK (0o 1.4 m/c, epaduenm oasnenusi 7.7 mm
pm.cm.). Cmenxu kopHs aopmut yniomuensl. OuesuoHwix Ha-
PYueHul 10KAIbHO COKPAMUMOCMU He blieieno. Dpax-
yus eviopoca (PB) no Tetixonvyy — 72 %, ppaxyus yxopo-
yenus (V) — 34.33, unoexc maccol muokapoa JIK
(UMMJIDK) - 131.45 o/m?. [lonnep KI': noyupyemcs kopom-
Kas mumpanvhas pecypeumayust (MP). 3axnouenue: acum-
mempuunas unepmpogpus muoxkapoa JDK. Knunuueckue
nposeneHus 3a001e8anUs OMCYMCmayIom.

Omey 1950 zo0a poscoenusn (50 nem). Juacno3s:
8POIHCOEHHAS OUCNAA3USA COeOUHUMEeNbHOU mMKaHy. Mukco-

MAMO3HAs 0eceHepayus CMeopoK MUMpAIbHO20 KIANAHd.
JlucyHryus nanuiiapHuIX MLy MUMPAIbHO20 U MPUK)C-
nudanvrozo kianara, MP I cm., mpuxkycnuoanvHas pecyp-
eumayust (TP) I cm. OxoKT om 02.10.00. Pasmepul nonoc-
metl cepoya, MOAUUHA MUOKAPOA 8 NPE0eNax HOPMATbHBIX
snayenutl. [lokazamenu 21006anbHOU COKPAMUMENbHOU CHO-
cobrocmu coxpanenvt. UMMJIDK - 77.48 e/m?, @B — 51 %,
QY —21.25 %. Cmenku KopHs aopmul ynjiomHeHbvl, Omme-
yaemces ymonueHue CmeopoK MUmpaibHO20 KIanana (Muk-
comamosnas oezenepayus). OUesUOHbIX 30H HAPYUWEHUA
cokpamumocmu nem. Jonnnep KI': noyupyemesa MP I cm.
3axarouenue: MUKCOMAMO3HAS Oe2eHepayus CMEOPOK MU~
PANbHO20 KIANaHda.

bpam 1988 zo00a posicoenusn (12 nem). J{uaenos: ce-
MetiHas 0OCmpyKmueHas 2unepmpohuueckas Kapouomuo-
namust. OxoKIT om 31.03.00: ouramayus noiocmu 1€6020
npeocepous (JII1) 0o 3.8 cm. [lonocms JDK ymenvuena (Ou-
acmona 2.7 cm; cucmona 1.2 cm). Pesxo evipadicennas eu-
nepmpogus muoxapoa JDK, morwuna saonei cmenxu JDK
6 ouacmony 3CJDKO — 3.4 cm, ¢ npusnakamu yacmuunou
obcmpykyuu evinocaueco mpaxkma JIK, pacuemmviil epa-
ouenm Oasnenus 6 gvinocsuem mpaxme JDK ysenuuern 0o
29.3 mm pm.cm. Pacuemnoe oasnenue 8 cmeone i1ecounou
apmepuu 25.0 mm.pm.cm. Knananor unmaxmuot. Ilpuxia-
nannas MP I cm. B uone 2000 2. — guezanuas cmepmos Ha
odaue 60 8peMs USpbl CO C8EPCMHUKAMU.

Cecmpa 1985 200a poscoenusn (15 nem). Juacnos:
8POHCOEHHAS OUCNAA3UA COeOUHUMEeNbHOU mKaHy. Mukco-
MAamosHas oezenepayus CMeopox MUMpaibHO20 KIanamd.
I'emoounamuuecku MAano3HAYUMbIL NPONANC MUMPATILHO-
2o kranana MP 0-1 cm. Knunuueckue nposenenus 3abone-
BAHUSA OMCYMCMBYION.

Pe3ynomamot oocnedosanusn oonvnoi b.

JKanoowr na momenm ocmompa (20.08.2000) na o6-
wyr crabocmn, 00bIUKY NPU HEOONLUIOM Y8enUdeH UL mem-
na xo0v0wl U nooveme no aecmuuye (1 smaogic), npucmynwvi
cepoyebuenus, pasHooobpasivie 60aeavle OUYUEeHUsL 8 2PYO-
HOU KIemKe, He Hocswue xapakmepa cmeHokapouu (kap-
ouaneuu) u 6oU 8 1e80M JTOKMEe8OM CYCMAse, YemKo C65-
3anHble ¢ PU3ULECKOU HA2PY3KOU (X00bDA 6 ObICMPOM meM-
ne), npoxoosuue 8 NOKoe (IKGUBAIEHMbI CIMEHOKAPOUMU-

O A.S.T'yaxosa, E.B.IIlnsxro, M.IPeibakosa, E.H.Cemepuun, T.B.Tpemkyp, A.A.Kocrapesa, E.A.Illankosa, A.IT.KpyTtukos
BECTHUK APUTMOJIOI'MU, Ne 23,2001



yeckux). bonu nossunucs okono 08yx nem Hazao. B meue-
HUe 2Mo2o nepuooda ommedaem apmepuaibHyo cunomo-
HUIO, BbI3bIBAIOWLYIO OUCKOMPOPM, NIOXYIO NEPEHOCUMOCHTL
201004, onemeHue pyk, uspeoka Hoe. dnuzo006 nomepu
co3Hanus He OvLi0. TIpucmynvl maxuxapouu 6ecnoxosm
MOILKO 80 8peMs (u3uuecKux Hazpy3ox. U3 anammnesa us-
secmuo, umo 0o 1996 cooa (14 nem) uyscmeosana cebs
Y0081€MEOPUMENbHO U HCA00 He Npedbasisald. Yuacmeo-
8ana 6 0eMCKUX USpax, NOCeWana 3aHAmus QU3KyIbmypou
8 OCHOGHOUL epynne.

OKT om 05.10.96 (0o onepayuu): peepecc 3yo6y06 R
cV,noV (Rv>Rv,), namonoeuueckue 3y6ywt Q (810 mm)
na chone ouenv nuskux Rc V,no 'V, OS 6 lu aVL omeederu-
AX. Acunxponuzm oe- u penoaspu3ayuu. namon02UdecKum
3yoyam Q coomeemcmsyiom 6blCOKOAMNIUMYOHbIE NOJIO-
orcumenvuvie T, amnaumyoa T 6 omeedenuu v, oocmuzaem
22 mm (puc la). 3axmouenue: Cunycoswviit pumm. IKI -kap-
muna eecoma xapakmepua ons acummempuyrou I JDK. Ta-
xou mun IKI" — namonozuueckue Q 6 psde omeedenui u
ACUHXPOHU3M Oe- U PEnoTAPUIAYUY 6CIMPEUAemCs NPU Gbl-
PAdCEHHOU 2unepmpopuu MedxHcIHCeryO0UK0BOI nepezo-
PoOKu. B mpaxmoske uzmenenutl penoaspuzayuu Moxcem
obcysicoamvces duacmonuveckas nepeepyska JDK.

Ipu OXO KT svisenenvl npusHaxu MUKCOMAmo3HOU
oezenepayuu MUMpaibHO20 KIANAHA U ACUMMEMPUYHOU
eunepmpoguu muoxkapoa. Maxcumanoro eunepmpodhupo-
BAHHDIUL YUACTOK JI€B020 IHCENYOOUKA — MEAHCHCENYOOUKO-
sas nepezopooxa (3CJDK0=0.96 cm; MXKT10=2.50 cm), PB
—88 %. MP I cm. [ paduenm dasnenus 6 8bIXOOHOM mMpakme
JDK 6 npedenax HOpmManbHuIX 3HAYEHULL.

C 1996 200a nossunoce yxyouienue 6 nepeHocumoc-
mu usuyeckux Hazpy3ox, ciabocme, cmana 6ecnokoums
oovuka. Ipu OXO KI' 6 ounamuxe 3a nepuoo c 199698
ee. cmenenv MP ygenuuunace om I 00 I1l. Boisignenvt ygenu-
yeHue epadueHma 0aeieHus 8 8blxoOHom omoene JUK (88
MM pm.cm.) U NPUSHAKU Jle20yHol cunepmensuu I cmenenu,
npossnenuss CH Il ¢p. kn. (NYHA), umo u onpedenunio noxa-
3anus K onepayuu. B ¢espane 1999 200a bonvrou dvina

72

8bINONIHEHA ONePAYUs NPOME3UPOBANHUS MUMPATLHO2O KId-
nama, MUOMOMUSL C YACMUYHOU MUOIKmMOMUell 6 cybaop-
manvrou 3one MIKII. Ilpu pesusuu: Mumpanousiii K1anam
NOOMAHYM 8 1eGblll HCeNY00UeK YKOPOUEHHbIMU YIMONUeH-
Holmu xopoamu. Peeusus nonocmu JDK nokazana evipa-
JHCEHHYIO 2Unepmpoduio mpadexyn MedNcxHcenyd0uKo8ol
nepezopooku. Cmeopku MumpaibHo2o Kianaua uopos-
HO YRIIOMHEHbL, YIMOTUJEHbI, CMOPUYEHDBI, NOTHOCHIBIO HE CMbl-
kaiomcs. Knanan npusnan QQyHKyuonanbHo nenpueoonsim,
ucceyen mecme ¢ Xopoamu U 8epXYULKAMU PEe3KO 2unepm-
POQuposannbIX NANULIAPHLIX Mblty. Mmnianmuposan
uckyccmeennwlii kaanan cepoya (MKC) Carbo Medica 6
MUMPATLHYIO ROZUYUIO.

B okmsabpe 2000 200a 6oavHas npouina obcredosa-
Hue 6 Kkaunuke gaxyromemckou mepanuu CII6I'MY um.
axao. H.I1.I1agnosa. Cocmosinue y0oeiemeopumenbHoe.
bneonocms kooucnvix nokpo6oe u causucmuix. OO0biiku 6
nokoe Hem. Ilynvc 60 6 MuH., pumMuyHbLiL, YO08IeMBEOPU-
menvHo2o nanoanenus, A/ 95/55 mm.pm.cm. Tonwl cepoya:
I mon > Il mona na éepxyuike KOpOmMKuLl CUCMOIUYECKULL
wym 6 mouke bomkuna-Opba 6e3 nposedenus 6 opyaue
ayckyibmamusHvie mouxu. Pumm pabomul npomesa 6 mum-
PanbHol nosuyuu. JJvixanue 8e3uKkyiapHoe, XpUunos Hem.
JKueom msekuil, 6e3001e3HeH b, neueHb He 8bICIynaem
u3-nod Kpas pedeproii dyeu no l. mediaclavicularis dextra.
Iepugpepuueckux omexos nem.

OKT om 25.09.00 (13.30) nocne onepayuu (puc. 16):
no cpasuenuio ¢ IKI om 1996 2o00a nossnaiomes npusna-
Kit 6oaee 8blpadiCenHo20 OMKIOHEHUs INeKMPUYECKOl OCU
P 6neso u ysenuuusaemcs npoooadxcumenvHocme 3yoya P
00 0.12 cex, umo csudemenvcmeyem o cunepmpoduu (Ou-
aamayuu) neeoco npedcepous. Ilpucoeounenue 610Ka0bl
nepeone-gepxHe20 pa3gemeaaeHus 1esou Hodcku nyuxa I uca
(<a =-60°) mensiem xapaxmep IKI' — nosigrsromes R 6 om-
sederuu [u aVL, a maxoice S 6 1e6bix 2pyOHbBIX OMEEOCHUSX,
00Haxo namonocuyeckue 3yoybl O 6 mex dice OMeeOeHUsx
ocmatomes, amnaumyoa 3yoyoe T 3HavumenvHo ymeHbua-
emcs, Hameuaemcs meHOeHyus K decpopmayuu T 6 omeede-

h

Puc. 1. 3KT oonvnoii b.: a - 00 onepayuu (05.10.1996), 6 - nocne onepayuu (13:15 25.09.2000 2).
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Husx V, V, (+-+). osens- a ! G
emcs Heboabwas oenpec-
cus ceemenma ST 6 omee-
oenusix I, aVL, v, vV, 3ax-
noYeHue.  CUHYCOBUbLI
pumm. Broxada nepeone-
8epxHez0 pa3eemaeieHus L\[
neeoti Hodeku nyuxa l'uca.
Vkaszanue na yseruuenue
ne6o2o npedcepous. IKI—
NPUBHAKU ACUMMEMPULHOU

= O

MedACIHCeNYO0UKOBOU nepe-
20pooku. Ymepennvie npo-
AGNEHUS CUCHOIULECKOTU
nepezpysxu JUK.

Ilpu  nosmopmnoii
cvemke OKI uepes 15 mumn.

p Eon

TI'JDK — 2unepmpoguu r\f \j‘(\hjr

s

A
e

nepeo evinonHenuem 6eno-  Puc. 2. Pesynibmamui eenopzomempuu 60avhoil B.: a - 0o nazpysxu (65 yo/mun), 6 - na
apeomempuu (BOM) 3ape-  gvicome nazpysku, 6, z - 60ccmanoeumenvuwlii nepuoo.

% -3Icu: 47\.«: 2'.[

Puc. 3. Opazmenmui xwzmepéecxozo MOHUMOPUPOBAHUA
oonvnou b. (18.01.2001 2): a - 4CC 62 yo/mun, 6 - 4CC 57
yo/mumn, 6 - HCC 139 yo/mun.

ucmpuposar unmepmummupyrowuii peromer WPW (puc.
2a), komopulii 6 xo0e Hazpy3ouHol npoowl (npu YCC 80
YO/mun u 6onvuie) nepecmai onpeoenamoca (puc. 26),
MO KOCBEHHO MOJICEMm C8UOEeMEeNbCMB08amy 0 00CMA-
MOYHO OTUHHOM pedhpaKmepHoM nepuode OONOIHUMENb-
HO20 nymiu, Ymo, no-UOUMOMY, CROCOOCME08AN0 Ona20-
npusmuomy meueruro gernomena WPW. [Ipuuunoii npe-
Kkpawenus BOM y nayuenmxu na 3-eut murnyme I cmynenu
Haepysku (50 eém) nocaycuna oowas ycmanocms u 603-
HUKWIASL 00bIWKA, YMO YKA3BIBAEM HA HUZKYIO MOAEPAHN-
HOcmb K Hazpyske. Hapywenui pumma 6o epems Hazpy-
30un020 mecma He Ovino. Junamura AJ: 00 naspysku —
90/60 ymm pm.cm., na sbicome nazpysku— 110/65 mm.pm.cm.
Bocecmanosumenshviii nepuoo 6es ocobernocmeti (puc 26).
Tpusnaxu WPW eepuynucy Ha 5 Muryme 60cCmaHosumenb-
Hozo nepuoda npu YCC>60 6 1 mun. (puc. 22).

Ipu nposedenuu xonmepo8cKo2o MOHUMOPUPOBA-
Hus maxcumanvhas YCC — 198, munumanvnas — 46 yo/
muH. Denomern WPW nocun unmepmummupyowuti xapax-
mep, 6 OCHOGHOM HaOM00AN0Ch, HOpmabHoe AB npose-
Oenue. 3apecucmpuposansl eOUHUYHbBIE OOUHOUHBLE CYN-
PABEHMPUKYIAPHBIE U JHCETYOOUKO8ble KoMnieKcl. 1la-
moaoeuyeckux usmenenutl ceemenma ST ne 3apurcupo-
sawno (puc. 3).

OxoKT om 02.10.2000. Ilorocmu cepoya ne pac-
wupenvl. Acummempuynas cunepmpo@ua mMuoxapod
JDK (3CIDKO - 1.09 em; MIKTIO —2.12 cm; UMMIDK —
172.31 2/m?). Makcumanono eunepmpo@uposanmblii
yuacmox JDK — MJKII. Cmpyxkmypa npome3upo8anHo-
20 KIAnana npeocmasisiemcs HeusmeHeHHol, 2emMoou-
HAMUYECKU 3HAYUMOU pecypeumayuu He GbulA6IeHO.
Ipusnaxu napywenus ouacmoauueckou QyHKyuu no
pecmpuxkmuernomy muny. OuesuoHbIX HaApyweHull 10-
KanbHou cokpamumocmu He guvisigneno, @B — 80 %. J{on-
nnep KI': noyupyemcs nyibMoHanbHas pe2ypeumayus,
KOPOMKAS MPUKYCRUOANbHAS pe2ypeumayus, ommeud-
emcsl ycKopeHue Kposomoka 6 gvinocsiwem mpaxme JDK
00 2 m/cex. 3akarouenue: acumMmempuyHas 2unepmpo-
Gus muoxapoa JUK ¢ neboabuion obcmpyKyueil 8bIHO-
caue2o0 mpakma 8 noKoe (epaouenm 0agieHus 8 8bIHO-
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cawgem mpaxme 16 mm pm.cm.). Hopmanorho @yukyuonu-
Ppyrowull npomes MUmMpaibho2o kianana (puc 4).

Huaznos: Cemetinas 06cmpykmusHas eunepmpodu-
yeckas kapouomuonamus. Onepayusn: MUOMoMUs ¢ 4ac-
muunou muodxmomuer MIKII u npomesuposanuem mum-
panvroeo knanauna 11 1999 2. Bposxcoennas oucnaaszus co-
eounumenvhou mranu. Penomen WPW. Cepoeunas nedo-
cmamounocmy 11 p.kn. NYHA.

B sTOM KIMHMYECKOM HaOIIOCHUHN C KIIMHUYECKH J10-
Ka3aHHBIM BapHaHTOM ceMeiHoi obctpykTuBHONH ['KMIIT
npezacrasieHo coueranne peromeHa WPW u I'KMII, urto
COITIACHO CBEACHUAM JIUTeparypsl BcTpedaercs B 10 % ciry-
yaeB. 3a pa3surue ' KMII B couetanuu ¢ cunagpomom WPW
EILGGDLOFKIHQ,Il83Bi

easlas021
18159149 |
1

BELOGOLOYKING, 11838
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Puc 4. Ixoxapouozpamma 60rvnoii b. nocne onepayuu.
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oTBevaeT obnactk Ha Xxpomocome 7q3 [5]. Ha nporspkeHnn
MHOTHX JIET BEAYIIUM B KIIMHUKE OBUTO HAIN4ne GUKCHPO-
BaHHOH 00cTpyKIMK BbIxoaHoro Tpakra JOK (OBT, ), koto-
past, Kak U3BE€CTHO, M3HAYaJILHO 00YCIIOBIICHA CPEIHE-CUC-
TOJIMYECKUM IIPOTUBOCTOSTHUEM MUTPAIILHOTO KJIallaHa ¥ TH-
neptpodupoBannabx creHok JIOK u MIXKII. ITosBrenne
OBT _y Takux NalueHTOB CTUMYIHUPYET NPOTPECCUPOBA-
nue runeprpodun JOK B o6actu ero ocHOBaHUs, YTO CIIO-
coOCTBYeT JallbHEHIIIEMy POCTY rpa/IneHTAa JaBJICHUS B BbI-
XOJHOM OT,I[GiJ'Ie JOK [6]. Kpome OBT _paccrpoiicTBa BHYT-
pHUCEPAECUHON reMOJIMHAMHUKH B JAHHOM KIIMHMYECKOM Ha-
OJIOZEHUM ITPE/ICTABICHBI HAPYLICHHEM JIHACTOINYECKON
(YHKIMH 110 PECTPUKTHBHOMY THITY M IIPOTPECCHPOBAHH-

W §
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€M MHTpPaJTBHON HEJIOCTaTOYHOCTH, KOTOpast HA MOMEHT OTTe-
pauuu coorBercTBoBaa I1I crenenn. MexaHu3mbl BOZHHK-
HOBEHWUSI H ITPOT PECCHPOBAHIS MUTPATEHON HEJOCTATOYHO-
CTH MOTYT OBITH CAMBIMH Pa3HOOOPa3HBIMHU, OTHAKO, IIOYTH
BC€ OHU TaK uin uHave ces3anbl ¢ OBT . Hanuune mukco-
MaTO3HOU JAETCHEPAIIH CTBOPOK MUTPAIIFHOTO KIIATIaHA SB-
JISIETCST AOMOHUTEIBHBIM (PaKTOPOM, CIIOCOOCTBYIOIIUM
YBEIMYCHUIO TSHKECTH MUTPATBHOU PETyPTUTAIIH.

[Tony4yeHHbli HAMU HHTpaOIEPAIMOHHBIN MUOKap.I
mocie okpacku 1o Ban-I'm30Hy ObUT IpoaHAIH3MPOBAH Ha
MIPEeIMET COOTHOMICHHUS MBIIIICYHOTO U CTPOMAIIBHOTO KOM-
ITOHEHTOB B 30HE CETMEHTAPHOHN TUIepTpopun MHOKapaa
MXKII u cocoukoBoit MbInbl JIK. B 30He cermenTapHoii
rureptpodun MK BEISBICHO 3HAYUTEIEHOE YBEITUICHUC
CTPOMAJIBHOTO KOMIIOHCHTA. DTO COOTHOIIICHHE COCTABIISICT
175/169 ycnoBHBIX eMHUIL, COOTBETCTBEHHO 50.8 149.2 %.
Crenenp “disarray” (HeymopsI04€HHOE PACIIOJIOXKECHHE
muoduopumt u KMLI) mpubmmkaetcs k [V (puc 5). s co-
coukoBO MBIIIIEL JIDK COOTHOIIIEHHE MBIIIICYHOIO KOMIIO-
HEHTa K CTPOMAILHOMY cocTaBisieT 289/57 COOTBETCTBEHHO
84.41 15.6 %. meer mecro 11 creniens “disarray”, HopMaib-
HBII X0/ MBILLIEYHBIX BOJIOKOH COCTaBIsIeT 0koi1o 50% mpo-
aHAIM3UPOBAHHON TUTOIAIM MuOKapaa. [lnomans ctpo-
MaJIBHOTO KOMITOHEHTA B 30HE CETMEHTAPHOH rUIepTpodhun
MOXKII, o Hammmm JTaHHBIM, TPHOJIIM3UTEIHHO B 3 pa3a 60I1b-
II1e, YeM B COCOYKOBOH MBIIIIIE JKeTynodka, 169/57 coorBert-
ctBeHH0 49.2 1 15.6 %.

oonvnou b. (oxpacka no Ban-I'uzony). @enomen
disarray IV cmenenu.

BBIsIBIICHHBI B JTaHHOM HAOITIOIEHUN PECTPUKTUBHBIN
THIT HAPYIIEHHS TUACTOINYCCKON (DyHKIMH SIBIICTCS XapaK-
TEpHBIM U 00s13aTenbHBIM npru3HakoM [ KMIT. Tsokects Ha-
PYIICHHH THacTONNYECKON (DYHKIIMHU B 3HAYUTEIEHON Mepe
OTIPEAEIAETCS COCTOSIHUEM CTPOMBI, T.€. HAJIMYMEM H BbIpa-
JKEHHOCTBIO (prOpo3a (MHTEepCTHIHATIBHOTO, PEIapaTHBHO-
T0, IEPUBACKYJISIPHOTO U T.11.). B mociennue roapl ¢ momo-
mpto TkaneBoi Jonmiaep OxoKI (T/1D) momydens! nokasza-
TENBCTBA NTYOOKHX HApyIIEHUH HE TOJIBKO JHACTOINYECKOH,
HO ¥ CHCTOJIMYECKOM (DYHKIIMH, KJIACCHYECKH ONPEIeIIIeMON
KaK HOpMaJjbHas U “‘cynepHopManbHas”. [Ipu aToMm BaxHO,
YTO TSDKEJIAsi CUCTONIMYECKast ANCYHKINS, OTpeiersieMast
Ha TKAaHEBOM YPOBHE, IMEET MECTO B yCIIOBHSIX HOPMAIILHO-
IO TPAHCMUTPAILHOTO KPOBOTOKA M JIAXKE ITPU OTCYTCTBHU
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runieprpoun JOK [3]. HoBbIi B3MIs11 HA COCTOSIHUE CHCTO-
mueckord Gpynkumu npu ['KMII, momy4eHHOo# ¢ oMOIIbI0
T, NOTHOCTBIO COMIACYETCS C PE3YNIBTaTaMH U3yUYEHHS
MHOKap/ia Ha TKAHEBOM YPOBHE, BBISBIISFOLINMH Y 3THX 00IIb-
HBIX HEYIOPSI0UYEHHOE PACIIOIIOKEHNE KapANOMHUOIINTOB,
MHO(UOPMILT M yBEINYCHUE CTPOMAIILHOTO KOMITOHEeHTa [ 7].
“CaepxHOpMaJbHAS cuCTOMMUYEeCKast QYyHKIMS (IMHAMUKA
OB y nHameii 6ospHO# 88%; 80%) siBIIsIETCS, 110 BCEH BUIIH-
MOCTH, OJTHUM 13 MEXaHU3MOB 00€CTICUeHHUs HACOCHOM (hyH-
KIIUH B OCOOBIX YCIIOBHSAX CTPYKTYPHOTO PEMOICINPOBAHMS
Muokapa 6ompHEX ['KMIT.

AHTUHO3HBIMH TIPUCTYIIAMHU CTPAAACT OOJIBIIUHCTBO
6ompHBIX 'KMIT. [Tpruem, kak paBuiio, 3To MPUCTYIIBI CTe-
HOKap/ iy Harpspkenwst. [IporcxoxkeHne cTeHoKapAnTHIec-
KHX NPUCTYIIOB CBS3aHO C MIIIEMUEH MUOKap/a, TSHKECTh KO-
TOPOH, NMPHU OTCYTCTBUU OOCTPYKTHBHOTO aTe€pOCKIepo3a
KPYIIHBIX KOPOHAPHBIX apTEPHi ONPE/IeIISIeTCS BEIPaXKEHHO-
CTBIO HApYIICHUI TNACTOINYECKON (YHKINH, BETHIMHON
rpajiMeHTa J1aBlieHNs B BEIXoaHOM TpakTe JUK, Hammunem
JIMCTAJIbHOM aHTHONATHH (MCIUIACTUYECKOE MOpPaKCHHE
HHTpaMypaJibHBIX apTepuid u aptepuon) [4]. Mmemus muo-
Kapna y aereit ¢ oocrpykrusHoit [ KMIT acconuupyercs ¢
HAJIMYHEM apTepUalbHON THIOTOHHWH, YTO, MO JaHHBIM
J.Brugada (1998), wamie BcTpewaeTcs pyu MyTalusix reHa
TSDKENbIX Lenei 3-muo3una [2]. AprepranbHas THIIOTOHHS
ycyryOInsieT crerneHb HapynIeHust Tepdy3uH pe3Ko THIepT-
podupoBaHHOTO MHOKapja, 4TO, BO3MOXHO, IPUBOIHUT
KMII k ruGenu 1o MexaHu3My HEeKpO3a /I alloNTo3a.

Teuenne 3aboneBanns y HaOMIOAEMOM HAMU TAIH-
€HTKH BO MHOTOM COOTBETCTBYET JINTEPATypPHBIM JJAHHBIM:!
CHIDKCHHUE TOJICPAHTHOCTH K (PU3NYECKUM HArpy3KaM U OT-
CYTCTBHE YITYUIICHHS MX IEPEHOCUMOCTH ITPU YMEHbBIIICHHN
IpaJMieHTa JaBIICHNS B BEIXOJHOM TPAKTE JIEBOTO KETyI09Ka
(TMHAMMKa OKa3aTesel TpaieHTa 1aBICHHS BBIXOIHOTO
TpakTa JIXK B 10- ¥ mocTONIEpAIIIOHHOM TIEPHO/IC), HAJTHIHE
apTepHaIbHON THIIOTOHUN B OOJIEBOTO CHHIPOMA TI0 TUITY
SKBUBAJICHTOB CTEHOKapAny, “disarray” TsSOKEIOH CTeneHn
[2,5,7,8].

HawnGosee HeOGnaronpusTHBIMU A7 TPOTHO3a [TOKA3a-
TEJSIMU Y TAHHOW OOJTbHOM SIBIISIFOTCSI:

* CceMEiHbIII aHaMHEe3 BHE3aITHON CMepTH;

* TsDKeTas CTerneHsb “disarray’” Kak CaMOCTOSTEIbHBIN Map-
Kep BHE3aIHOI CMEPTH, HE3aBUCUMBII OT apUTMOTEHE3a;

* PUCK TPOMOOIMOOINYECKUX OCIOXKHEHNUH;

* HaJIMYNE BBIPAKCHHOW aCHMMETPHYHON THnepTpoduu
Muokapaa (runeptpodust MXKIT);

* mpu3HAKU cepredHor HemoctarouHocT I dh.xor. NYHA;
* CHMNTOMAaTHYECKas apTeprualibHasi THIOTECH3HS;

* PECTPUKTHBHBIN THUI HAPYIICHHS ANACTOINYECKON (yHK-
muu 1o OXO KT

* HKBHBAJICHTHI CTCHOKAPIUTHUECKUX OOJIeH.

Jledenue 6obHBIX ['KMII, Kak mouTH JF000# reHeTH-
4eCKH 00yCIIOBJICHHOM MTaTOIOT UK, MOXET OBIThH TOJBKO MaJl-
JIMaTUBHBIM. B TO)Xe BpeMst XUpypruieckoe BMEIIaTeIIbCTBO
SIBIISIETCST HANOOJIee PaIMKAIBHBIM ITOIX0/I0M K JISYEHHIO O0JTb-
HbIx ['KMII. OHO paccunTaHo Ha yiydllIeHHEe Ka4eCTBA KH3-
HU 1 yBEJIMUCHHUE €€ MTPOJIOJDKUTEIBHOCTH. XUPYPrHICCKUN
MOJXO0/{ BKJIFOYAET TPAHCAOPTAIBHYIO MUOTOMUIO M OTKPbI-
TYI0 MHOTOMHIO C MHOBKTOMHEH MEOKEITYIOUKOBOH T1epe-
TOPOJIKH, & TAKXKE POTE3NPOBAHNE MUTPAITHEHOTO KJIalaHa.
ITokazaHuEM K ITPOTE3MPOBAHHIO MUTPAIBEHOTO KJIallaHa SIB-
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JIIeTCSl HAIMYKE BBIPAKEHHBIX CTPYKTYPHO-(DyHKIIOHAIBHBIX
TIOBPEXICHHUH, KOTOPBIC SBIISIOTCS IPUYUHON T'eMOJMHAMH-
YECKHU 3HAYMMOI MUTPAJIbHOM PErypruTaiy 1 y4acTBYIOT B
(popmuposanuu OBT, , uT0, COGCTBEHHO, M HIMEIIO MECTO y
HaOmoraeMol HaMU TTAIMEHTKH. B mocnenHue roapl uis
YMEHBIICHHUS TPaJANCHTA aBJICHNS B BBIXOAHOM oTiene JIK
nipu3HaHa 3G(HEeKTHBHOM HEXUPYPrudecKas MUOKapuaabHast
penykimst (HXMP) mesokenynodakoBoit rieperopozku. Corac-
HO OIyOJIMKOBaHHBIM PE3yJbTaTaM aHaJIM3a KIMHHYECKOTO
Habmronenus 3a 42 narmentamu OT'KMII B Teuenun 1 rona
rocie nposeneHnss HXMP, ata mporieypa cunraercst 6e30-
MIaCHOM B TIUTaHE BIMSIHUS HAa IPOTPECCUPOBAHNE HAPYILICHUH
pUTMA ¥ TPOBOAMMOCTH [6]. BBHIY Hamm4ws rpyObIX CTPYK-
TYPHBIX M3MEHEHHI MHUTPAIBHOTO KJIAIaHa, MOKa3aHMs K
HXMP y namreit marreHTKH 0TcyTcTBOBaH. [0 1996 Toma (14
1eT) y 00bHOM HaOIIOIalI0Ch MaJIOCHMIITOMHOE TEUCHHUE 3a-
OoneBaHne 1 OblIa OITpaB/laHa BEDKUIATENbHAS TakTHKa. C
1996-98 rT. npoBoaMIACE MOHOTEPAITHS aTEHOJIOIOM B CYTOU-
Ho¥ n1o3e 37.5 mr. Ha hone nHa3nagenus 6eta-010KkaTopos ca-
MOYYBCTBHE IIEPBOE BPEMsI HECKOJIBKO YITyUIIMIIOCh, TIPEKpa-
THIIMCH TIPUCTYIIBI TAXUKAPIUU TP (PU3UIECKOH HarpysKe,
YITyUIIHIIACh €€ IePEHOCUMOCTb.

Tepamuro Oeta-0okaropamu y 60mpHEIX ['KMIT mc-
TOJTB3YIOT MAaKCUMAIIBHO IUPOKO. bera-01okaropsl cHIKa-
0T BBIP2KEHHOCTh KOPOHAPHOW HEOCTATOYHOCTH, CyIIle-
CTBEHHO 0CJIA0NIAIOT CHMIIATHYECKOE BINSIHAE HA MUOKapI.
Teopernuecku ABIsieTCS IPUBIICKATEILHBIM UX CIIOCOOHOCTH
TIOIABIISITH TUIIEPTPOPUIO MHOKap/Ia M OKa3bIBaTh aHTHAPHT-
mudeckuit 3¢ dexr. OnpHako, BCIEICTBHE 3aKOHOMEPHOTO
nporpeccupoBanust 3a0oseBanus B Gpepatie 1999 roxa 6oib-
HOM OTpe0OBaIACh XUPYPrUIecKasi KOPPEKIHS.

HasHnaueHne aHTHKOATy/ISTHTOB B TIOCTOTIEPALIHOHHOM
niepuoze (peHMTHH B CyTOYHON 03¢ 45 MTI') IPOJAMKTOBAHO
HEOOXO0MMOCTBIO OCYIIECTBIISATh MPOPHUIAKTUKY TPOMOO-
9MOOJIMYECKNX OCIIOKHEHHUHI. B ociieiHue rofpl siBisiercst
OIpaBJaHHBIM HAa3HAYCHUE TaKUM OOJBHBIM KypaHTHIA B
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CyTOuHOM J03€ 150 Mr, Tak KaK MOoTy4YeHbl JaHHBIE O TI0JI0-
JKUTEITFHOM BIIMSTHAU TOTO Mperapara Ha epdy3uro MUO-
Kapaa U yIy4IICHHE IEPSHOCHMOCTH (PU3UYCCKUX Harpy-
30K. Ha oHe murenbpHOoro mpreMa KypaHTHiIa y OITUCHIBA-
eMoii OOJIBHO TOCIIEeTHIE TOIT0/Ia OTCYTCTBYIOT IIPUCTY-
ITBI CTCHOKAP MK HANpsDKEeHUS. [[oTbITKa Teparii HHIHOH-
TOpaMHU aHTHOTECH3UH-TIPEBpAIIaroIIero pepMeHTa (dHaar-
PHII B CYTOYHOM JI03€ 5 MT') BBI3BaJIa Pa3BUTHE CHMITTOMATH-
YECKOH apTepHalibHON THITOTOHUY (CHIDKEHUE apTepHaib-
HOTO naBieHus 10 60/40 MM.pT.CT.), 9YTO UCKITFOUYHIIO JTajTh-
HelIee UCIoIb30BaHNE ITUX MpernapaToB. C yueToM JaH-
ubIx J.Brugada (1998) 06 ycyry6nennu nepdy3HOHHBIX Ha-
pymenuii B muokapae gereit OI'KMII B ycnosusx aprepu-
aIIbHOM THIIOTOHUH, K Ha3HaueHnio AII® Hago oTHOCHTCS
C OCTOPO’KHOCTBIO, HECMOTPSI Ha UX CIIOCOOHOCTH IMOJIaB-
JISATHh TUTIEPTPOPHUIO MHOKAp/Ia M YIIy4IIaTh CHMIITOMBI 3aC-
TONHOM cepJIeuHON HEOCTATOYHOCTH [2].

Hanmume mpore3a B METPaIbHOM TIO3HIINH, CIIOKHBIC
HapYIICHUS PUTMa, OTHOCUTEIHHO MaJIOMOIBIKHBIN 00pa3
JKU3HH CITOCOOCTBYIOT YBEIHMUCHHIO PHCKA TPOMO0IMOOITH-
YECKHX OCIIOKHECHUH, HECMOTPS Ha IIPOBOAUMYFO TCPATTHIO
AHTHKOArYIITHTaMU. Y YUTHIBast HEOMaronpUsTHBIN IIPOTHO3,
3aBHCAIINN OT Pa3IUYHBIX PHYUH, U, B YACTHOCTH, HAPY-
IICHUH pUTMA U IPOBOJMMOCTH, TCOPETHICCKH, B IIEPCIICK-
THBE JICYEHUE JAaHHOM OOJIBHOM MOKET OBITh JIOIOJIHEHO 3JICK-
TPOKapANOTEPAITUCH: MMIUTAHTAIINCH IBYXKaMEPHOTO Kap-
JUOCTUMYJISITOpA M BHYTPHCEPACUHOTO IepuOprLisTopa [6].

[ToTpeOHOCTH B aJeKBAaTHBIX M CBOCBPEMEHHBIX METO-
nax Teparuu y 6ompHbIX [ KMIT modrts Beerna onpenemnsercst
HaJTIYHEM XH3HCHHBIX TIOKa3aHuid. Ha3pena HeoOX0omMOoCTh
CO3JIaHUs €IMHOI0 HAIIMOHAJILHOT'O OaHKa JaHHBIX, 0OMEHA
HHPOPMALIUEH O KaXKIOM KOHKPETHOM KIMHHYECKOM CITY-
gae [KMII. IIpexncrasisiercs menecoodpa3HbIM OoJee -
POKOE UCTIONB30BaHKE MPAKTUKYIOIINMH BpadaMy PyKOBOJI-
CTBa 110 OOIIMM BOIIPOCAaM BpaueOHOM TAKTUKH IIPH CEMEHi-
HBIX H CIOpaJyecKuX popMax 3adosreBanus [6].
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