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Mponanc mutpanbHoro knanaHa (MMK) B Te4eHWe ANNTENBHOMO BPEMEHN OCTAeTCs MPeAMETOM UHTEHCUMBHbIX JNCKYCCUIA OTHOCUTENBbHO MPOrHO3a U
[anbHeNLWen TakTKL BeAeHns. B nogasnsioliem OOMbLUMHCTBE Cly4aeB 3TO COCTOSHNE MMeeT [oOpOoKa4YeCTBEHHbIN NPOrHo3. OfHAKOo pe3ynbTaTbl
HeOABHUX CEKLMOHHBIX MCCIeA0BaHNM 1 HaOMIOAEHNS NMOKa3bIBAOT PUCKM Pa3BUTUS BHe3anHoW cepeqHon cmeptu (BCC) B HEKOTOPbIX Moarpynnax
NaLVEHTOB, MEIOLLMX 3TOT KNMHMYeCKUIA heHoMeH. [peacTaBneHHbIn 0630p NuTepaTypbl ONMChIBAET Nonynsumio nauyeHTos ¢ MMK B HanbonbLuen
CTeNeHW NOABEPXKEHHbIX PA3BUTUIO XM3HEYTPOXKAIOLLMX XKENYLOHKOBbIX TaXMapUTMUI. MalMeHTbl C Hanu4mem KOMeKca U3MeHeHNM, BKITIOYAIOLLMX,
naByctBop4athii MMK, oTpuaTtenbHble 3youbl T B HUXKHUX 1 BOKOBbIX OTBEAEHMSX Ha CTaHAAPTHOW 3nekTpokapamorpamme (IKT) B 12 oTBeaeHMsX
1 0COObIN aHATOMMYECKMIA DEHOMEH, Ha3bIBAEMbIV MUTPANbHO-aHHYMAPHOe pasbeauHeHne (mitral annular disjunction — MAD), UMeloT BbICOKMIA
PUCK Pa3BUTUA XXeNy[o4KoBbIX 3kTonun 1 BCC. OTpaxkeHreM BbICOKOro prcka BCCy Takux NaLmMeHTOB SBASETCH HapaCTaHWe Xenya04KoBOV SKTONMN
no AaHHbIM XONTEPOBCKOrO MOHUTOPUPOBaHUA. Hanndne aeyxcrsop4datoro NMMK n eHomeHa MAD, 3akniodatoLerocs B oTAeNeHUN IHUW NPU-
KpenneHus 3agHein CTBOPKM MUTPAsIbHOTO KilarnaHa oT 6a3asibHOro CerMeHTa HXKHeN CTEHKIM NIeBOTO XXenyo4Ka lafiee B MofioCTb IeBOro Npeacepams,
onpegnenset Hannyme ocobon dopmsl MMK, Tak HasbiBaemoro apmtmoreHHoro NMMK. Taknum obpasom, NMMK B nofaensiowem 6onbWMHCTBE ClyYaes
MMeeT L0OPOKaYeCTBEHHBIN NPOrHO3. OAHAKO NaLUMeHTbI, UMeIOLLIVE NepeYncieHHbIe Npr3HakK aputMoreHHoro NMMK, TpebyioT 0cobeHHO TLLATeNbHOTO,
eXerofHoro HabnofaeHus ¢ koHTponem KT, XoNTepoBCKOro MOHUTOPUPOBAHNS U 3XOKapAMOrpac4eckoro MCCrefoBaHNs cepaLa AN yMeHbLUeHNs
PUCKOB XeNyao4KoBbIX TaxmaputMun 1 BCC.

KnioueBble cnosa: nponanc MUTPanbHOTNO KianaHa, MUTPasibHO-aHHYNAPHOe pasbelHeHe, BHe3aNnHaa cepaedHan cMepTb.
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Mitral valve prolapse (MVP) has long been the subject of intense discussions regarding the prognosis and follow-up tactics. In most cases, this
condition has a benign prognosis. However, recent autopsy and follow-up studies have shown risks of developing sudden cardiac death (SCD) in some
subgroups of patients who have this clinical phenomenon. The proposed literature review uses the population of patients with MVP with the highest
probability of developing life-threatening ventricular tachyarrhythmias. Patients with the presence of a complex of changes, including bicuspid MVP,
negative T waves in the inferior and lateral leads on a standard 12-lead electrocardiogram (ECG), and a special anatomical phenomenon called mitral
annular disjunction (MAD), are at high risk of developing ventricular ectopias and VSS. A reflection of the high risk of SCD in such patients is the
increase of ventricular ectopy according to Holter monitoring. The presence of a bicuspid MVP and the MAD phenomenon, which is a separation of
the line of attachment of the posterior mitral leaflet from the basal inferior wall segment towards the atrial wall, determines the presence of a special
form of MVP, the so-called arrhythmogenic MVP. Hence, in most cases MVP has a benign prognosis. However, patients with the aforementioned ar-
rhythmic MVP signs must be given particular attention and annual follow-up including ECG control, Holter monitoring and echocardiographic
examination of the heart to reduce the risk of ventricular tachyarrhythmias and SCD development.

Key words: mitral valve prolapse, mitral annular disjunction, sudden cardiac death.
For citation: Kuzhel D.A., Matyushin G.V., Savchenko E.A. Arrhythmic Mitral Valve Prolapse: New Menaces of the Known Disease. Rational Pharma-

cotherapy in Cardiology 2023;19(1):77-82.DOI:10.20996/1819-6446-2023-01-05.

*Corresponding Author (ABTOp, OTBETCTBEHHbIN 3a Nepenucky): dakushel@yandex.ru

BeBepeHune

AyCKynbTaTUBHBIN (DEeHOMEH CpefHeCcMCcTONNYeCckoro
wenyka 1 no3gHecUCToNNYecKoro LwymMa Obln 13BeCcTeH
HadrHas ¢ XIX Beka. OgHako Tonbko B 1963 rofy 1oXHO-
adpurkaHcknn kapavonor J. B. Barlow gan obbsicHeHue
3ToMy (beHoMeHy, a nosgHee J. M. Criley onpegenun 310
COCTOsIHME Kak nponanc MuTpanbHoro knanaHa [1,2]. C
3TOV Mopbl Nponanc MutpansHoro knanada (MMK) se-
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NAeTca NPeAMETOM OXMBEHHbIX ONCKYCCUN B KapaMO-
nornyeckom cooOLLLEecTBe, MOATBEPXAAsA onpeaeneHue
Kak «ofHOro 113 Harbonee BaxKHbIX 1 Hanboee 3amnyTaHHbIX
NPUNOXEHNI» [3] He TONbKO C TOYKU 3peHUNS YbTPa3BY-
KOBOW OMArHOCTMKM, HO U OLEHKMU KapAMOAOrn4eckmx
PVCKOB U TaKTVIKWN BELEHWS.

UcTopwusa n copemeHHoe
COCTOAHME BOIMPOCa

MMK, Kak 13BeCTHO, ONpeaenseTcsa Kak CUCTONMHECKUIA
Npornb ogHoOM 1N 0berx CTBOPOK MUTPASbHOTO KIlanaHa
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B MOMIOCTb NIeBOro npencepans. lMepsble NONynALMOHHbIE
ncenenoBaHna, Nposoanmble B 80-e rofbl NPOLNOro
CTONeTNS, [aBanm pe3ynsraThbl PaCcnpOCTPaHEHHOCTM 3TOTO
coctosHns 0o 15% B obLen nonynaumm, a cpegm Moso-
ObIX NULL W XKeHWMH — o 20-40% [4]. bonee xéctkume
KpuTepum anarHoctkm MMK, Tpebytouime nporiba crBo-
POK Ha 2 MM Bbllle MAOCKOCTY MUTPANbHOrO KOMblia,
onpefensaemMoro npexae BCero B napacrepHasibHOM [0-
CTyne ANVIHHOM ocK, cornacHo dpaMmnHreMckomMy mnccre-
LOBAHVIO, NPaKTUYeCKM Ha MOpPALOK YMEHbLUMIWU pac-
NPOCTPAHEHHOCTb 3TOMO COCTOAHNSA 1 CBENW K Lidppam 2-
2,5% B 0bLLer nonynaumm, 6e3 BO3pacTHbIX U MOMOBbIX
pasnuymn [5,6]. B 3TOM Xe MccnefoBaHNM HU OAMH 13
nauyeHTos ¢ [MMK He nMen B aHamMHese 3Mn13040B BHe-
3aMHOWM CMepTK, a HacToTa BCTPeYaeMoCT hrbpunnsaumm
npencepann, LepebpoBacKynspHbIX COObITUN, CUHKO-
NanbHbIX 3NMM30A0B, OABILLIKM, OONM B rpyAN 1 U3MEHEHUIA
Ha anekTpokapamorpamme (IKT) Obina CXoxen C 4acToTom
BCTPe4YaeMoCTu cpedn nuu, He umeowmx NMK [7]. He-
CMOTpPS Ha TO, YTO HepeaKko cpeau nuu, ¢ NMMK Ha IKT Ha-
oniofannch HapyLleHus penonapusaumm, Obino NPUHATO
OTHOCUTb 3TV M3MEHEHWNS K HeCneumndunyeckM, BolsBneH-
Hble HapyLIEHMA PUTMa — K HEe YrPOXKatoLWMM XM3HK, a
Cfy4am BHE3anHoM CMepTu — K Han4MIo COMYTCTBYIOLLLEN
KapAMOMWMO- U KaHamonatum [8].

Kazanocb Obl, Bonpoc ¢ oTHoleHnem kK NMMK 6bin 3a-
KPbIT, 1 B OTCYTCTBME MNPOrpeccunpyioLiert MMKCOMaTO3HOM
JereHepaLmm CTBOPOK 1 OeCTPyKUMM KnanaHHOro anna-
paTa, BbI3blBAIOLLErO Pa3BUTME COMYTCTBYIOLLEN Bblpa-
KEHHOW MUTPANbHOW HeOOCTaTO4YHOCTW, 3T NAaLMUEHTHI
MMeloT OnaronpusTHbIN NporHo3. OAHAKO CeKUMOHHbIe
NCCNefoBaHNs UL, YMEePLUUX B pesysibTaTe BHe3amnHou
cepaedHor cmeptn (BCC), U L, NepeHeCLLINX BHE3AMHYIO
CMepTb, MOKa3asiv HeCKOSIbKO Apyrve AaHHble. Tak, Npo-
Be[leHHbIM MeTaaHanm3 23 uccnenosaHuin BCC, Bko-
yaBwwmn 38 054 cobbITis, BbISBM HEYCTaHOBNIEHHbIE
NPWYMHBI NeTanbHOro NCXoAa B 22,1% crydaeB, U3 HUX
y 11,7 % nuu, Habnogancs MMK. Y nogaensioLero Yncna
nmy, ¢ MMK, nepenecnx BCC, nMenucb KOMMIEKCHbIe
KeNnyao4KOBble HapyLLEHNS PUTMa, BKJTIOYaBLUME YacTble,
napHble U rPynnoBble Xeny4o4KOBbIe 3KCTPACKCTONMbI MO
TUNY NAPOKCU3MOB HEYCTOMYMBOM XKeNyA04KOBOW TaxXu-
Kapauu, Takke OblNo oTMeYeHo npeobnafaHme XeHLWwH
MONOAOro 1 cpefHero Bospacra [9-11].

He Bce nposnancbl 0 ANHaKOBbI

NTaK, noYemMy Xe pasHble NCCefoBaHWA fanu CTOSb
npoTuBOpeYMBble pe3ynbrathl? Elle B 1876 rogy J. Henle
onmcan aHaTOMNYeCKn PeHOMEH CMELLLEHNS IMHUU MNP~
KpenneHns 3aHen CTBOPKW MUTPANbHOMO KnamnaHa oT
CTEHKW NIeBOTO XeNnyho4Ka fanee B nonocrb 1esoro npeg-
cepans [12]. Mo3aHee heHOMeH TakK Ha3bIBAEMOIro MUT-
panbHO-aHHYNAPHOIO pasbednHerus (mitral annular dis-
junction — MAD) 6bIn nogTBepXXAEH APYrMMU aBTOPaMm

[13,14] n nepBOHa4anbHO pacLeHVBanca Kak BapmaHT
HOPMaJbHOIO Pa3BUTLA cepaua. Tak, HeborbLLIOoe, B Npe-
fenax 3,0 MM CMeLLeHre OCHOBaHWA 3aHen CTBOPKM B
MONOCTb NEBOro Npefcepans, onucbiBanocs y 96% 3no-
poBbIX nuL, [15]. OgHako yxe B 1981 1. S. Bharati ¢ co-
aBTOpaMu BnepBble onucan cnydan BCC y naumeHTa ¢
MAD un NMMK, a B 1986 . G.M. Hutchins c coasTopamu
yKasan Ha 4actoe COCyLLeCTBOBaHME 3TUX COCTOAHUMN
(pnc. 1) [16,17]. bonee no3gHve NCCenoBaHKMs NoKa3anm
B3aumMocBa3b MAD c NMMK, gunataumen Kombla MUT-
PafibHOro KfanaHa, HapyLeHVaMY penosigpm3saLmm npu
BblnonHeHnn OKI B 12 oTBeAEHNAX B HUXKHUX 1 DOKOBbIX
OTBEAEHMAX U YACTbIMM, KOMMIEKCHBIMM XKeNy404KOBbIMM
ApPUTMUAMU, NPUHEM MaumeHTsbl ¢ NMTMK 1 aputmMuamm
ObINV 3HAYNTENBHO MOMOXKE C NPecbnagaHeM XeHLLH
(prc. 2) [18-21]. ObLLan YacToTa apUTMUHECKMX CODbITUN
1 BCC B nonynaumm nuy, ¢ NMK B HacTosLLee BpemMs oLe-
HyBaetcda Kak 0,14-0,2% exerogHo [9,10,22]. Vimelo-
wmecsa accoumaumm mexay NMVIK, MAD, HapyLueHnamMmu
penonapusaunm Ha IKI, Xenygo4koBbIMY apUTMUAMUN U
BCC no3Bonunm HeKOTOPbIM aBTOPaM BbIAeNUTb 0cobyto
aputMmdeckyto opmy MMK [23,24]. NHTepecHo, HTO
MO OaHHbIM HEKOTOPbIX MCCNeAOBaHUA TAXeCTb XXefy-
JIO4KOBbIX apUTMUIA Obina cBs3aHa C Hanudmvem MAD,
TaxecTblo [TMK, Hanu4mem HapyLLleHWY penonapmsaumnm,
HO He C TAXeCTbIo MUTPanbHOW peryprutaumm nnu gpak-
Lmen Bbibpoca nesoro xenynoyka (JIX) [11,21,24]. Mo
[aHHbIM APYrX NCCNefoBaHWM TAXECTb XKeyao4KOBbIX

Parasternal view, long axis position

1. Bicuspid mitral valve prolapse. 2. Displacement of the posterior leaflet in the cav-
ity of the left atrium (mitral annular disjunction — MAD). 3. Systolic thickening of
the basal segment of the posterior wall (systolic curling motion).

MapacrepHanbHbIN JOCTYN, NO3ULMS AMHHOW OCW

1. IBycTBOpYaTbLIN Nponanc MUTpanbHoro knanaHa. 2. CmelueHne 3aHel CTBOPKM
B nonoctv nesoro npeacepaus (mitral annular disjunction - MAD). 3. Cuctonuye-
cKoe yTonuieHue HasanbHoro cerMeHTa 3agHen creHku (systolic curling motion).

Figure 1. Echocardiogram of patient X. with complaints
of discomfort in the chest as cardialgia.

PucyHok 1. xokapanorpamma naumeHTku X. ¢ xanobamm
Ha oLyLeHne anckomdopTa B FPyAHOM KneTke
no TUNy Kapauanruu.
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A. ECG. Sinus rhythm with a heart rate of 58 bpm (RR 1056 ms, P 104 ms, PR 160
ms, QRS 104 ms, QT 424 ms, QTc 420 ms). The electrical axis of the heart is slightly
deviated to the right. Single ventricular extrasystole. Weakly negative T waves in
I, 111, aVF leads. B. Holter monitoring. Frequent (total per day 10870), single, paired
(total 46), group (total 5), polymorphic ventricular extrasystoles with an episode of
paroxysmal non-sustained ventricular tachycardia with a heart rate of 260
beats/min.

A. OKT. CUHYCOBbIN PUTM C 4aCTOTOMN CEPAEYHbIX COKpaLyeHni 58 ya/muH (RR 1056
mc, P 104 mc, PR 160 mc, QRS 104 mc, QT 424 mc, QTc 420 mc). dnekTpuyeckas ocb
cepaua OTKIOHeHa cnerka Bnpaso. OfuMHOYHas XeNyAouKoBas 3KCTpacucTona.
CnabootpuuatenbHbie 3ydubl T 8 II, [1l, aVF otBefeHusix. B. XonTepoBckoe MOHM-
TopupoBaHue. Yactble (Bcero 3a cytku 10870), oaMHOuHbIe, NapHble (Bcero 46),
rpynnosbie (BCero 5), MoAMMOPdHbIE XeNyA04KOBbIE SKCTPACUCTONbI C IMU30[0M
napoKcy3Ma HeyCcTon4nBoW Xenyao4koBon Taxukapaum ¢ YCC 260 ya/MuH.
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Figure 2. Electrocardiogram and a fragment of Holter mon-
itoring of a 14-year-old patient with complaints
of non-rhythmic heartbeat. Echocardiography re-
vealed bicuspid mitral valve prolapse and mitral
annular disjunction.

PUcyHOK 2. dnekTpoKapanorpaMmmMa u ¢parmMeHT XonTe-
POBCKOrO MOHUTOPUPOBaHUA NauMeHTK 14 neT ¢
Xanobamu Ha HepUTMUYHOe cepaLebueHme. Mo
JaHHbIM 3XoKkapanorpacdun BbisSIBIeH ABYXCTBOP-
YyaTblM Nponanc MUTPanbHOro KnanaHa v mitral
annular disjunction.

APUTMMI TaKKe KOPPEMPOBasa Co CTeNeHbo CMELLEeHMS
3aaHen ctBopku npyvt MAD, npu 3TOM HapyLleHVs prTMa
HabnoganmMcb He3aBNUCMMO OT HaUYUs UK OTCYTCTBUS
MMKT19].

MaToreHes Xenyao4yKoBbIX HapyLEHUN
pnTMa " BHe3anHoun cmMepTH
npu NMMK n MAD

B HopmManbHOM cepplie KONbLIO MUTPANbHOrO KilanaHa
BO BpeMs cCUCTOSIbl JK OCyLLeCTBNSET CPUHKTEPHYIO yHK-

LMI0, COKpaLLasach BMecTe co cteHkour JIXK. Y mauveHToB
¢ MAD B pesynsrate CMeLLEeHVs 3afiHel CTBOPKM B MONOCTb
NeBOro npefcepamns NPOUCXO4MT pacllMpeHie KonbLa
Pa3BUTME aHOMANbHOW TAMM, CNPOELPOBAHHOW Ha MIAT-
panbHbIM KnanaH. B pesynsrate 3TOro NpoucxoamTt Cu-
CTONMYeCKoe HamnpsixkeHme NpUnexallen K 3aHen cTBopke
MUTPANbHOrO KflanaHa 3afHen/HvxKHen crteHkn JIK u
3afiHeMeAManbHOM NanUNAPHOM MbILLLbI C TOCTIEAYIOLLMM
pa3BUTMEM rMNepTpocdmm 1 o4aroB hrbpo3sa B 3TUX cer-
MeHTax Mrokappa. MoseuBLIMecs o4ari hrbpo3sa B CBOK
oYepeb OyOyT ABAATHCA UCTOYHUKAMM hOKASIbHOM 3KTO-
MUYECKOW aKTMBHOCTU. [TyCKOBbIM MEXaHU3MOM, BbI3bl-
BaIOLLIMM Pa3BUTME TAXENbIX (DOPM XKeNyL0HKOBbIX apUT-
MWIA, MOXET ObITb HapaCTaHWNe TAXEeCTU MUTPaNbHOW pe-
ryprutaumm n/mnu pusmnyeckasd Harpyska, npyusogdiyme
K CMMNaToafpeHanoBoV akTMBaLMKM, Aaloullen B CBOIO
o4epenb NpoapuTMmnyeckmit addekt [18,23,25]. Mpea-
PaCMNONOXEHHOCTb K ABYXCTBOPYATOMY, apUTMOreHHOMY
MMK IMeeT reHeTUHeCKyo OCHOBY M CBSi3aHa C MyTaLLMen
Oenka bmnammHa C capkoMepoB cepaLia, KoTopas Takxke
HabniogaeTcs Npy ANNaTaLoHHON U rmnepTpodUyeckom
KapanomMmonatuax [26].

[dwnarHoctmnka aputmoreHHoro NMK

Hanunyve B aHamHese y naumenTa ¢ NMMK xanob Ha
3MN30AbI MPECUHKOME UM CUHKOME LLOSIKHO CIYXXNTb MNO-
OyAnTenbHLIM MOTUBOM K MOWCKY APYrAX XapakTepHbIX
npr3HakoB apuTMoreHHoro NMMK. Ocoboe BHMaHKe He-
obxoaMMo yaensTb MOMNOAbIM XeHLmMHam [21,27,28].
Mpy 06bEKTUBHOM OCMOTPE MOXET HabMOAATHCA Xapak-
TepHasa ona knaccmdeckoro NMMK ayckynsratvBHas KapTMHa
— CPeOHEeCUCTONNHECKMN LLENHOK U NO3OHECUCTONNYECKMN
wym. Mpu nposegeHnn IKr-nccnenoBaHns HEOOXoOAMMO
MCKaTb HaPYLLIEHWS Pernonspm3aLLmn B HUXKHUX 1 BOKOBbIX
oTBefeHMAX, Takme Kak genpeccuns cermeHTa ST, oTpunua-
TenbHble 3ybubl T B otBegeHusx Il, Ill, avVF, V5-V6. Bo
BPEMSI XONTePOBCKOr0 MOHUTOPUMPOBAHWUS MOTyT ObITb
BbIFBNEHbI 4aCTble, OAMHOYHbBIE 1 FPYNMoBble, NONMMOPd-
Hble Xenya04KOBbIe 3KCTPaCKCTOSbI, YaCTO C KOMIMeKCaMu
QRS no Tmny nonHown Gnokafbl NPaBOW HOXKM MyyKa
ca (cm. puc. 2) [9,18,28].

HakoHeL, axokapanorpadus (SXOKI) nokaxet asyx-
crBopdatei MMK, paclumpeHHoe KonbLOo MUTPAbHOIO
knanaHa u MAD. MAD MoXeT onpefenstbCs NpakTU4eckim
BO BCEX MO3MLMAX KaK CMeLLeHMe TOYKW NpuKpenneHms
3a[Hel CTBOPKM OT 3afHel cteHkn JIXK (cm. puc. 1). He-
CMOTpPS Ha TO, YTO OblNa NoKa3aHa 3aBUCUMOCTb THXECTU
>KeyAo4KOBbIX apUTMUIA OT CTENEHN CMeLLEHUS 3a4HeN
ctBOPKM [19,24], B HacToALLEee BPpeMSA HET yTBEPXKAEHHbIX
peepeHTHbIX 3HaYeHNN O4N1F ONpPeaeneHns KITMHNYeCKM
3Ha4ymmoro MAD. Hanbonee amarHoCTM4eckm TOHHbIMMN
noKasaTtengMu NpeasioxkeHbl 3Ha4eHNa 6 MM 019 TPaHC-
TopakanbHo IXOKI 1 4 MM — ANna 4pecnuiLeBOAHON
OXOKT [5].
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Hpyrnm nprsHakom 3nokadectseHHoro NMMK n MAD
MOXET OblITb HaNM4Me Tak Ha3bIBAEMOTO «CUCTONMHECKOTO
3aBuTKa» (systolic curling motion), onpenensemoro kak
yToseHWe Ba3anbHOro CermMeHTa HUXHen CTeHKkn (CM.
puc. 1) bonee 15 MM N0 CpaBHEHMIO C TONLLIMHOWM OCTalb-
HOWM YacTu 3agHen cteHkm [10,28,29]. Cneacremem Ha-
NpskeHWst 0a3anbHOro0 CErMeHTa HWXHEN CTeHKN DyaeT
ABNATLCA YBEMYEHME MUKOBOW CKOPOCTN CUCTONNYECKOU
BOJIHbI MMMYNbCHO-BOSIHOBOIO TKaHeBOro JJonnsnepa npu
nccnefoBaHNM 6a3anbHOro CErMeHTa HUKHEN CTEeHKMU,
Tak Ha3blBaeMbI Npur3Hak Pickelhaube (puc. 3). HassaH-
HbIM MO MPUYMHE CXOXECTU C HAKOHEYHWKOM MPYCCKOro
BOEHHOTO LLNeMa Npu3Hak npencraBnset cobon ysenvye-
Hue nuka S Tkanesoro [Jonnnepa > 16 cm/cek [27,30].

OueHka rnobanbHoM NpoAoNbHOW AedopMaLn y nuLy
C apuT™MOreHHbIM [MTMK MOXKeT BbIABUTb CHUXEHVE NOoKa-
3aTenen NPy HaNMYMM CUMITOMATUHECKOW XKeNya04KOBOM
3KkTONUK. TakKe C pUCKOM XXenyAo4KOBbIX SKTOMN MOXET
ObITb CBSI3aH MHAEKC MEXaHW4ecKon [ucnepcunn, onpe-
OenfeMbli Kak CTaHAAPTHOE OTKITIOHEHME BPeMEHM OT Ha-
Yana komnnekca QRS k NMKoBOM NPOAoNbHOM AedopMa-
LMK Kaxaoro cermenTa JIK, KOTOpbIv yKasblBaeT Ha pas-
HOPOLOHOCTL COKpPALLEeHMS pa3nnYHbIX cermeHToB JIX [21].
CHuXeHMe rnobanbHoM NpoaonbHOM fedopmaumum 1
yBeNIM4eH1e MHOEeKCa MeXaHNHeCKOM ANCNepCni yKasblBaeT
Ha TOHKOe yxydlleHue cucronudeckon dyHkumm JIXK n

Tissue Doppler of the basal segment of the posterior wall in a patient with bicuspid
mitral valve prolapse and mitral annular disjunction, there is a peak increase in sys-
tolic S wave velocity.

TkaHeBoM ponnnep 6a3anbHOro cermeHTa 3afHen CTeHKU y MaLMeHTKM C ABYX-
CTBOpYaTLIM MPOAANCOM MUTPabHOro KnamnaHa v mitral annular disjunction, Ha-
6/1104aeTCs MMKOBOE YBENUYEHUE CKOPOCTU CUCTONNYECKOM BOJHBI S.

Figure 3. Left. Pickelhaube, a pointed metal helmet worn
in the 19th and 20th centuries, mainly by
members of the German armed forces.

Right. Sign of Pickelhaube.

PucyHok 3. CneBa. Pickelhaube, octpokoHeuHbI
MeTannmMyeckum wnem, Hocmslumnmesa B XIX
B XX Bekax, NpenMyLLecTBEHHO BOEHHOCyXa-
WMMU repMaHCKUX BOOPYXKEHHbIX CUI.

Cnpasa. MpusHak Pickelhaube.

yBeNM4eHne prcka >XenyaodKoBbIX IKTOMWKU. SiBnseTcs
NN 3TO CNefcTBMeM ANNTENIbHOTO MeXaHN4ecKoro CcTpecca,
BbI3biBaeMoro NMMK, mnn pesynsratoM pasBuTUA COMyT-
CTBYIOLLEN KAapAMOMMONAaTNM, HEU3BECTHO. Takxe He-
N3BECTHO, MOXET JIV PaHHEe XMPYypruyeckoe BMeLLaTeslb-
cTBO Yy Takumx nuL, ¢ NMMK, OTArOLLEHHBIX YIPO30M pa3BUTUS
HapyLeHU puTMa, NPefoTBPaTUTb NogobHOro poaa He-
BnaronpusTHbIN CLIEHaPU pa3B1TUS 3aboneBaHns [21,28].

MarHuTHO-pe3oHaHcHas Tomorpacus (MPT) nossonsiet
BbIABNATE MAD yXe npu CMelleHnM 3afHen CTBOPKU
MUTPaNbHOro KNamnaHa Ha 2 MM OT 3afHen creHkn JIXK.
PacnpoctpaHéHHoctb MAD cpeam nauveHToB ¢ INMMK, no
HJaHHbIM MPT, moxxet gocturate 42 % [5]. ApyrviM BaxKHbIM
npenmyLiectsoM MPT gensetca onpefenieHne 04aros
hnbposa B 3aHEMEMANBHOW NANUANAPHOM MbILILE Y
DasanbHOM CermMeHTe HUXKHen/3agHen cteHku [5,18].
Ounataums JIXK 1 BbisBRsieMble o4ari drbpo3sa y nuu, ¢
aputMoreHHbiM MMK 1 MUHVManbHOM MUTPanbHOW pe-
rypruTaLMen Bbi3biBalOT BOMPOC O BO3SMOXHOM Pa3BUTLU
y Takux NaLMeHTOB COMYTCTBYIOLLEN KapAMOMMOonaTum
[31].

TakTuKa BegeHunsa nmy Cc apUTMOreHHbIM
NMMVIK
K pakTopam prcka aputMmoreHHoro NMMK oTHocAT cne-

AytoLpe NpusHaKkun:

* MOMOLOW BO3pPacT,

* XeHCKMM non,

* HaJI4Me B aHaMHe3e NPeCrHKone U CUHKONe,

* CPeLHEeCUCTONNYECKUI LLEeYOK NPW ayCKybTalmm,

* oTpurUaTENbHbIe 3yOLbl T B H/XHE-O0KOBbIX OTBEAEHNSAX
Ha OKI, nogbem cermeHta ST, yOMHEHVE UHTepBana
QT,

* MNONIMMOPMHbIE, HYacTble Xenyn04KOBbIe SKCTPaCUCTOSbI
¢ Mopdonorueit 6nokazbl NPaBon HOXKM Ny4ka Mca,

* nBycTBOpYaThivi MK, MAD, cMCTONMYEeCKMA «3aBUTOK»
(curling) npw yneTpPa3ByKOBOM UCCNeN0OBaHMM CepaLa,

* 331ep>KKa rafloNNHUS B HUXKHe-0a3anbHOM CerMeHTe 1
NanuUINApHbIX Mbiwuax Ha MPT [10].

KnuHuyeckme pekomMeHgaLumm no npodunaktrke BCC

He paccmMatpriatoT NMK kak ¢akTop prcka. MnnaHtaums

KapavoBepTepa-aechrbpunnstopa niuam ¢ NMMK nokasaHa

TOMbKO B Ka4eCTBe BTOPUHHOM MPOMUNAKTUKIMA MPU HANUHMK

LOKYMEHTNPOBAHHOTO 3M1304a (hrOpUARALAN Xenyaoq-

KoB [32,33]. B TO e Bpems, COrmacHO pekoMeHaaLmnsam

AMEPVIKaHCKOTO KOSINeAKa Kapanoiorum, Hanmdme -

Kone, NpeanonoXnTeNibHO CBS3aHHOMO C XXenya04KOBOW

apUTMUEN, MOXET OblTb MPUYMHOW AN PacCMOTPEHNS

BOMpOCa 00 MMMNaHTauMmM KapanoBepTepa-aehudpnn-

NATOPa UNY NPOBEeLEHNS 31eKTPOMN3NONOTrNHEeCKOro Mc-

cnefoBaHMa ana crpatmdurkaumm pucka BCC [34].

KnuHudeckme pekoMeHaaLmm no pmsn4eckom akTme-

HOCTW M 3aHATMAM CMOPTOM OLLEHWBAIOT PUCKN NnL, C

MMK B OTCYTCTBME BbIPAaXXEHHOW MUTPANbHOM perypri-
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TaLuMKM Kak o4eHb Hun3kme [36]. OQHaKO yxXe B 3TUX peko-
MeHOaumsax nmetotcs TpeboBaHMs K nposefeHuio KT,
XONTEPOBCKOMY MOHUTOPMUPOBAHWIO 1 HAarpy304HOM Npobe,
a 'y nnu C oTpuLaTenbHbIMKM 3yduamMmn T B HUXKHUX OTBe-
OEHUAX U 00Ka3aTeNbCTBOM XXENyA04YKOBbIX apUTMUA —
1 MPT ans nckrioderus okansHoro prbposa. Hanudme
nBycrBopdatoro MMK, oTpruaTenbHbIX 3yOLOB T B HYXKHMX
oTBefEeHUSsAX, PrOPO3a B HXXHEN /OOKOBOW CTEHKe, NMpK-
CyTCTBME KOMMMIEKCHbIX >XEeNyAo4KOBbIX apUTMUIN U Ce-
MeMHOro aHamHe3a BCC cymTaloTcs LOCTaTO4HbIM 418 OT-
CTpaHeHst OT KOHKYPEHTHbIX CMOPTUBHBIX 3aHATUI [10,35].

Bcé e, HeCMOTPS Ha OTHOCUTENBHO HEBBICOKME PUCKI
pa3suTna aputMmoreHHoro NMMK, Hanu4ve OorpoMHOro
YymMcna nauyeHToB C 3TUM OMarHo3oMm onpenenser 4octa-
TOYHO DOJbLLOE YMCIIO NNL, HAXOAALMXCSH B ONACHOCTU
no passutuio BCC. Mo3Tomy y BCex naLMeHToB C ycTa-
HOBNEeHHbIM AnarHo3zoM MNMK TpebyeTcs cTpaTudurKaLms
pucka [5,10,11,36].

1. Jlnua ¢ ycTaHoBneHHbIM AnarHozom MNMK tpebyiot
oueHky KT 4ns BbIABNEHWA HapyLUEHWIA penonspm3aumnm
M TLWATeNbHOW ouUeHKM Hanndma MAD.

2. MaumeHtam ¢ MMK v HapyLLeH1saMY penonsprsaLmm
Ha DKI B HMXHNX/OOKOBbIX OTBEAEHWNAX HEOOXOAMMO
npoBefeHMe XONTEPOBCKOrO MOHUTOPUPOBAHKIA.

3. MNpv HaNYUY COMHUTENBHBIX AAHHBIX OTHOCUTENTBHO
MAD Ha TpaHcTopakanbHon IXOKI Heobxodmmo npo-
BefeHue YpecnuuiesogHon IXOKT

4. Nnyam ¢ NMMK ¢ cumMnNToOMaTUKOM apUTMUN U Xa-
pakTepHbIMU NMpU3Hakamuy Ha IKI 1 XonTepoBCKOM MO-
HUTOPUPOBAHNM Heobxodumo nposefdeHne MPT ong
Oonee To4HOM oueHkM MAD 1 o4aroB chokasibHoro rb-
po3a.

5. MpucyTcTBre Mapkepos apuTMoreHHoro NMMK, Takmx
kak MAD, HapyLLeHW penonspr3aumm B HUXKHEN CTEHKE
1N drbpo3za Ha MPT TpebyeT TulaTenbHoOro HabnoaeHus
3a COCTOAHMEM pUTMa W1 npodunakTuke BCC. Jlvuam ¢
MMK 1 dokanbHbiM ¢rbpo3om No gaHHbiM MPT npu
NogO3PEHVN Ha CUMHKOME apUTMMYECKOro reHesa O
JanbHeven cTpatuduKaLmm prcka BO3MOXHO NpoBe-
JeHvie 3neKTpodr3N0NIOrm4eckoro UccnefoBaHns ang
nocneaytoLLeEro peLieHns Bonpoca o LenecoobpasHocTm
MMMMaHTaumm KapavosepTepa-aedunbdpunnstopa.

6. KpoBHbIM pofcrtseHHkam nnL, ¢ NMMK, nepeHectumx
3NM304 UK ymepLumnx B pesynsrate BCC, Heobxoammo
NPOBECTN reHeTU4eCcknn CkpuHuHr [5,10,11,36].

OCTaeTtca 0O KOHLLA HeICHbBIM, Kakylo TakTUKY BEAEHNS
ncnonb3osath y nuL, ¢ NMMIK 1 ymepeHHow peryprutaLmen
NPV HATMYMK HaCTbIX XKENYA04YKOBbIX SKCTPACUCTON? Hy>KHO
NN PacCMOTPETh BapyaHT onepatmaHoM koppekumn INMVIK
LS YMEHbLLEHNS apUTMUYeckoro bpeMeHn nnu npea-
No4eCTb aHTUAPUTMUHECKYIO Tepanuio U /nnu pagmnoya-
CTOTHYIO abnsaUMI0 apPUTMOrEHHbIX 04aroB, NGO Aaxe
UMMNaHTauMIio KapanosepTepa-aedunbpunnstopa? [o-
Ka3aTenbHas 6aza no Tepanuu 1 TakTUKe BEAEHWS UL, C
aputMoreHHbiM [TMK B HacTofLee BpemMs OTCYTCTBYET.
JlekapcTBeHHas Tepanus nauyeHToB ¢ NMMK obbl4HO nog-
pa3yMeBaeT 3MMMpUYeckoe Ha3HadeHue OeTa-afpeHo-
OnokatopoB. Pafmo4acTtoTHas abnsaums apUTMOreHHOro
cyDCTpaTa MOXKET YMEHbLUWNTL apUTMINYECKYIO Harpysky,
HO He ycTpaHseT puckn BCC. Mnactyika nnm 3ameHa MuT-
panbHOro KnarnaHa CrocoOHbl YMEeHbLUWTb NeperpysKky
JIK, HO Takxe He MMeloT JoKasaTenbHOM Da3bl OTHOCK -
TenbHo npodunaktnkmn BCC[20,27].

3aknoyeHue

Ntak, MMK B nogasnstoLLeM OONbLIMHCTBE YnUCe Cry-
4aeB OCTAETCA COCTOSIHMEM, MMEIOLLM JOOPOKaYeCTBEH-
HbI MPOrHO3 C NPOAOIKNTENBHOCTBIO XKM3HM, HEe OTNN-
YaloLLencs ot 300poBor nonynaumm. OfHako BHyTpY 00-
Lwer nonynaumm naupmeHTos ¢ NMMK Heobxoanmo BbioensTs
rpynnbl AL, MMEIOWMX BbICOKME PUCKM Pa3BUTUA cep-
[e4HO-COCYQNCTbIX OCNTOXHEHWI. B nepByto o4epenb 310
nnUa C Nporpecc1pytoLLEen MVKCOMATO3HOM AereHepaLien
CTBOPOK M YrPO30M Pa3BUTS TAXKENbIX POPM MUTPASTbHOM
peryprutaumm. Qpyron rpynnon naumenTos ¢ MMK, Tpe-
Oytowmx ocoboro BHMMaHWS, aBnsioTcs nrua ¢ MAD,
HapyLLEeHUAMW Penonapm3aumm 1 Xenygo4koBbiMU 3K-
Tonusamu Ha DK TilaTtenbHoe nsyyeHrne aHamMmHesa, npo-
BeeHVie XONTEPOBCKOrO MOHUTOPUPOBAHNSA, HAarPy304HOM
Npobbl 1 MPT HeobxoOoMMO Ons peLleHns Bompoca O
TaKTVKe BedeHnd Takux nauyeHTtos. [na 6onee To4Hom
CTPaTUUKALMY PUCKOB HEOOXOAMMO NPOBEAEHNe paH-
LOMV3MPOBAHHbBIX UCCIIeA0BaHMI, KOTOPbIE MO3BOMAT NO-
BbICUTb 3(PEKTUBHOCTL MPOBOAMMOWM TePann 1 yNyHLWLnTb
MpOorHo3 B 3Tor ocobown rpynne naumeHTos ¢ NMMK.

OTHoOweHna n leatenbHOCTb. HeT.
Relationships and Activities. None.
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