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IIpuBenensl pe3yabTaThl KIMHUYECKOTO HAOMIOAEHUS 5 00JIbHbIX ¢ reHeTHYECKH NOATBEPKAEHHbIM TMAarHO30M X-clenieHHoi ¢op-
™Mbl Muonatnn Dmepu—/Ipeiicyca. IIpu noaHOM OTCYTCTBHH KaJI00 CO CTOPOHBI CEPIEYHO-COCYAUCTON CHCTEMBbI N0 JAHHBIM Kap-
JIMOJIOTHYECKOT0 00C/IeIOBAHUS Y BCeX 0O0JbHbIX BbIsIBJIEHbI HAPYIIEHHS] PUTMA W MPOBOJMMOCTH CepALa: TpeneTaHue npeacepauii
— ¥ 3, HeycTOiuMBAsA CYNPaBEHTPUKYIAPHAS Taxukapausa — y 3, akcrpacuctosus 111 n Bbime rpaganum no Jlayny — y 3, arpuoBeH-
TPUKYJIsApHAs 0Jokana — y 4. /lunaranus npaBoro npeacepausi ObLia NaTOTHOMOHHYHBIM M CAMbIM PAHHUM NMPU3HAKOM TMOPAKEHUS
muokapaa. O0cyxknalTcs BONpochl 00c/eA0BaHusl, BeleHHs U JiedeHus: 00IbHbIX. OG0CHOBBIBAIOTCS MOKA3aHUS K UMILIAHTAIMM
3JIEKTPOKAPAMOCTUMYJIATOPA (MMILUIAHTHPOBAH Y 2 GOJIbHBIX) M MPEUMYIIECTBA MOHO(OKAJIBHBIX MO/IeJIel P AAHHOI HO30JI0THH.

Karueesvie cnosa: demu, npoepeccupyrowjas moiueunas oucmpous Imepu—/peiighyca X-cuyennennas, een smepuH, KAuHU4ecKue
CUMNMOMBL, KAPOUOMUONAMUS, AMPUOME2AAUS, HADYWEHIE PUMMA Cepoua, Hapyulerue npogoouMocmu cepoyd, 21eKmpoKapouo-
CMUMYASMOp, AeueHue.

The paper gives the results of a clinical observation of 5 patients with genetically verified X-linked Emery—Dreifuss myopathy. Hav-
ing no cardiovascular complaints, all the patients were found to have cardiac rhythm and conduction disturbances, such as atrial flut-
ter (n=3), unstable supraventricular tachycardia (n=3), Lown grade III or higher premature contraction (#=3), and atrioventricular
block (n=4), as evidenced by cardiological examination. Right atrial dilation was a pathognomonic and earliest sign of myocardial
damage. The paper discusses the examination, management, and treatment of the patients. Indications for implantation of a pace-
maker (implanted in 2 patients) and the advantages of monofocal models in this nosology are substantiated.

Key words: children, X-linked Emery— Dreifuss myopathy, emerin gene, clinical symptoms, cardiomyopathy, atriomegaly, cardiac
rhythm disturbances, cardiac conduction disturbance, pacemaker, treatment.

Hporpeccnpylomaﬂ MblllIeYHast AucTpodusi DMe-
pu—/peiipyca sBIAseTCS pPEAKUM TE€HETUUYECKU
JIETEPMUHUPOBAHHBIM  3200JIEBaHUEM, XapaKTepu3sy-
IOIIMMCS  MBbIIIEYHOR c1abocThio, aTrpodueidl MbIIILL
U pa3BUTUEM KOHTpakTyp [1]. TMMUUHBIM NaTTEPHOM,
oTMYamIIUM Muomnatuio OMepu—/Ipeiidyca ot apy-
X GOpM MPOTPECCUPYIOIINX MBITIICUHBIX TUCTPOGDUIA,
SIBJISIIOTCSI KOHTPAKTYPhl JIOKTEBBIX CYCTABOB, CUHAPOM
«PUTUAHON» CIUHBI, PETPAKIMS aXUJIOBbIX CYXOXWIUN
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U CepACYHO-COCYIMCTbIE HApYILIEHUs B OTCYTCTBUE BbI-
paXXeHHBIX TICeBIOTUNIEPTPOMGUN M YMCTBEHHON OTCTa-
jocTu [2].

BblinesneHo HECKOJIbKO BapuMaHTOB HAacAelIOBaHUS
muonatuu Dmepu—/Aperidyca [3]: X-cuerieHHbI (reH
emerin ureH FHLI); ayTOCOMHO-IOMUHAHTHbIN (TeH
LMNA; ren SYNEI;, ren SYNE2) u ayTocOMHO-peliec-
CUBHBIN (BO3MOXHO reH LMNA). B HacTosiiueit cratbe
Mbl TIPUBOJMM JaHHBIe 0 X-ClLIeTUIEHHO# (popme Goies-
HU, CBI3aHHOM C MyTallMeil reHa SMepUuHa.

HecMoTpst Ha sipkre KIMHUYECKUE TTPOSIBICHUS,
NUarHocTuka Muonatuu IDMmepu—dpeiidyca mist mpa-
KTUUYECKUMX Bpadell TPeICTaBIseT CIOKHOCTH BBUIY OT-
HOCUTEJIbHO TO3[HEro nedroTa 3a00seBaHuUsl, MPeBaIU-
POBAHUS CEPICUYHO-COCYIUCTHIX HApYIIEHW Ha paHHUX
craausix 00Jie3HU, OTHOCUTENbHO T0OpPOKAYECTBEHHO
TEKYIIIEr0 MUOTIATUISCKOTO CHHIPOMA, OTCYTCTBUS BbI-
PaXXEHHOTO TIOBBIIIEHUSI aKTUBHOCTU KpeaTuH(hOoCho-
KWHAa3bl ¥ IMEYCHOYHBIX (DepMeHTOB B KpoBW. OmHAKO
CBOEBpEMEHHAasl MOCTAHOBKA JUarHo3a TakuM OOJIbHbIM
Heo0XoMMa, MOCKOJIbKY UMEHHO CepACYHO-COCYTUCThIE
HapyIIeHUS SBISIOTCS KU3HETUMUTUPYIOIIUM KITUHU-
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YeCKUM CHUMIITOMOM [4—6], TIpUBOISAIIINM K BHE3AITHON
cepleyHol cMepTh Ha poHe NOOPOKAYECTBEHHO TEKY-
1IEro MMOMaTUYECKOro CUHAPOMA, YTO TPEOYET OCOOBIX
MOJXOIOB K BeAICHUIO 00JIbHOTO [7].

AKTYyaJIbHOCTb BOMNPOCAa BHE3AIHOM CEpleuHOl cMep-
TH Y 3TUX TAIIMEHTOB XOPOIIIO WLTIOCTPUPYET TOT (DaKT,
YTO MOpaXeHUEe CEePHeYHO-COCYTUCTON CUCTEMBI, TPH-
BOJsIIIEE KJETATbHOMY MCXOAY B CEMbsIX C JoOpoKaye-
CTBEHHO TEKyIIIell Muomnarueid, 6bUT0 omrcaHo Ha 60 et
paHbIIle, YeM BblIeIeHne Muommatuu Dmepu—/petidyca
B oTne/bHYI0 Ho3osoruto [§]. C 1987 1. Hanunuue Kapauo-
MUOTIATHH, a TAKXKE HapyIIeHW PUTMa W TIPOBOAMMOCTH
cepIia sIBISIeTCST OMHUM M3 KPUTEPUEB TUarH03a MUOTIa-
™ Dmepu—/Ipeiidyca [9, 10].

B cBeTe cka3aHHOTO YPe3BBIYAHO BasKHBIM CTaHO-
BUTCSI TIONOOp MEIMKAaMEHTO3HOW M OCOOCHHO aHTH-
APUTMHUYECKOU Tepammuu OOJBbHBIM, OTHAKO ITyOJIMKa-
IIMY Ha 3Ty TeMY B HayIHOU JIMTepaType MPaKTUIeCKU
OTCYTCTBYIOT. [0 HACTOSIIIIETO BpeMEeHU HayJYHBIC TPY-
ITBI YBEPSIIOT, YTO KapAUOMHOTIATHUS, HAPYIICHUS] pUTMA
U IPOBOJMMOCTH cepniia npu X-cluerjJeHHol dopme
0oJie3HU HaAOMIOAAIOTCSI TOJBKO B BO3pacTe cTapiie
20 ner [11].

[IporHo3 [Ist XKU3HM TIpU BeeX (hopMax MUOIUCTPO-
¢uii HednaronpusTHeil. [lpu X-cueruieHHON ¢opme
muonatun Dmepu—/peitpyca ucciaegoBaHue Iopaxe-
HUSI CEPIEYHO-COCYAMCTON CHUCTEMBI OCYILIECTBISIOCH
TIPY eAMHUIHBIX HAOTIONEHUAX, a TakKKe WMeeTcs ITy-
Oonukaiusl ¢ HaOmoneHueM S5 maiueHToB [12]. ABTOpbI
COOOIIATTN O BBISIBJICHUW KU3HEYTPOXKAIONINX apUTMUI
Y HapyLUeHU MPOBOAUMOCTU cepaua, TPpeOyoIuX K-
TpeHHOI Koppekuuu [3, 13, 14], B To BpeMsi KaK Haju-
yye KapIMOMMOITATUU B yKa3aHHBIX ITyOIMKAIIASIX M-
ckytupoBasioch. Kazanoch, 4TO JOCTOMHBIM BBIXOAOM
13 TIpOOJIEMBbI OyIeT TIpeBeHTUBHASI MMIUTAHTAIIAS Kap-
MUOCTUMYJISITOpa  TPU OpamguKapAUTHIecKux  opmax
HapylIeHWs pUTMa | IMPOBOAMMOCTH cepala | aecu-
OpwLIsITOpa TMpU TaxuKapauoTuuyeckux ¢opmax [15].
OpHako 1Mogo0HOe OnepaTUBHOE JIeYeHNE HE UMENIO OJI-
HO3HAYHOTO TMOJIOXUTENbHOTO 3G deKTa: B OTACIbHBIX
HaOJII0eHUSIX ObLUIO MOKAa3aHOo, UTO JIEKTPOKAPIAUOCTU-
MYJISITOP He cracaeT OOJbHOIO OT BHE3aIMHOM cepaeyHo
CMEPTH M3-3a XKeJTYTOYKOBBIX TAXMAPUTMUI, 2 BO3SMOXHO
1 TIpoBOIIMpYeT ux [16]. MupoBoe COOOIIECTBO TIEPEILIO
Ha UMILUIAaHTalUIO KapauoBepTepa-nehuopuIsaTopa Ta-
KUM OOJBHBIM, HO 0Ka3aJloCh, YTO W IPU UMIUIAHTHUPO-
BaHHOM HOpPMaJIbHO paboTalolleM KapauosepTepe-aedu-
OpWILISITOpEe MOXET HaOI0AaThCsl BHE3AMHAsI CepleuHast
CMepTh Y OOJIbHBIX C JaHHOM Ho3osiorueii [17, 18]. Takum
00pa3oM, TTIOHSITHBIX M OMTHO3HAYHO 3(D(EKTUBHBIX ITyTeH
MpeA0TBpalleHUs BHE3AMHOU cepieuHON cMepTH y 00JIb-
HBIX MPOTPECCUPYIOLEN MBILIEYHON aucTpodueit Dme-
pu—/peiidyca Ha HacTOsIILIEl MOMEHT HET.

[To mTaHHBIM JTUTEPATYPHI, TPOSIBICHUS TOPAKCHUS
MPOBOAAIIEH CUCTEMBI cepaua JeOITUPYIOT B IIO3AHEM
MOJAPOCTKOBOM Bo3pacte [19] wiau rocie BTOpoit aeka-

nbl >ku3Hu [11]. BHauane umeer MeCcTo 9KCTPaCUCTOHS
OOBIYHO C Y3KHMM, HO BO3MOXHO U C IIMpokuM QRS-
KOMILJIEKCOM Ha (poHE MPOrpecCUpyIoliero CHUXEHUS
BoJibTaxa 3youa P u ynimHenust uatepsana PQ [20—22].
PazBuTtHe aTproOBEeHTPUKYJISIPHON OJTOKaAbI SIBJISIETCS TH-
MUYHBIM MPU3HAKOM Mmuoratun OMepu—/peridyca. Ee
CTEIEeHb MOCTENEHHO YCYTyOIsieTCs 10 MOJHON OJ0KabI.
Ha no3nHux cragusix mosiBisieTcst UAMOBEHTPUKYJISIPHBIA
PUTM BCJIEACTBME Napajvdya Mpeiacepauil. AMILTATYAA
3y6ua P npu 3TOM nporpeccuBHO cHMxXaeTcs [21].

Takum 006pa3oM, OTIIMYUTEILHOM 0COOEHHOCTBIO MU -
ormatun Omepu—/peiidyca siBisieTcs nmpeBaaMpoBaHUe
MaToJIOTUM  CepJEYHO-COCYIUCTON CUCTEMBI B OOl
KJIMHUYECKOU KapTuHE 3a00JieBaHMsl, Ne0I0T cepleyHO-
COCYAMCTBIX HapyLIEHUIl MOXeT HaOJogaThCsl 10 BO3-
HUKHOBEHUSI KJIMHUYECKU TIPOSIBISIEMON MBIIIEYHOM
cnaboctu. MIMeHHO TmopaxxeHWe CepAeyHO MBbIIIIbI
U TIPOBOJISIILIEN CUCTEMbI CepAlla CIYXUT HauboJjiee ya-
CTOM TMPUYMHON JIeTAJIbHBIX MCXOMO0B. B romasisioiieM
OOJIBILIMHCTBE CJIy4aeB TPUUMHONW CMEPTHU SIBJISIIOTCS
>KU3HEYrpoXalolne HapylleHUs] pUTMa U IMPOBOIUMO-
CTU WM CeplieuHasi HeAOCTaTOYHOCTh BCJENCTBUE pPa3-
BUBIIIeHiCS KapauoMmuonaTuu. Tem He MeHee ITpoOJIeMbl
paHHEe TMarHOCTUKU U JISYEHUS] CepAeUHO-COCYIUCTBIX
HapylleHui y 00JIbHbIX MuonaTueir dmepu—/Ipeiidyca
OCTAIOTCSl HEPEIIEHHbIMU.

XAPAKTEPUCTHUKA JIETEI 1 METO/IbI
NCCJIENJOBAHNUA

IIpyBoaMM KIMHWYECKOE HAOIIOACHME 3a TPYIIoi
OONBHBIX (#=35) CTEHETUYECKU ITONTBEPKIECHHBIM TH-
arHo3oM X-CIEIJIEHHON TMpOrpeccupylolieii Mbllied-
Hoil nuctpodbun Dmepu—/Apeiidyca. UcxoqHo B rpyn-
Iy BKJIIOYEeHBI 6OJIbHBIE B Bo3pacTe oT 6 10 11 1et. Cpok
HabmoaeHust coctaBuia ot 3 1o 18 ner. Bcem GosibHBIM
OCYIIIECTBIISIIOCh  MOJICKYJISIPHO-TEHETUUECKOEe HCCIIe-
JIOBaHWE, TIPW KOTOPOM OblJla BBISIBJICHA MYTallMsl TeHa
sMepuHa. BceM GOTbHBIM TIPOBENEHO KapAMOJIOTHYECKOE
o0cienoBaHne, BKIIIOYABIIEe 3JIeKTpoKaparorpaduo,
XOJITEPOBCKOE MOHMTOPHMPOBAHUE, MOMIUIEPIXOKAPINO-
rpacdmyeckoe uccienoBanre. Yacrora HaOMIONCHUS CO-
crapuia 1 pa3 B 3—12 mec. CraTucTuyeckuii aHaJIu3 pe-
3yJIBTATOB 3aTPYINHEH M3-32 MAJIOTO KOJTMYECTBA OOIBHBIX
B TPYIIIIE, OMHAKO ISt HO30JIOTMH CO CTOJTh HEOOIBIIOMN
pacTpoCTpaHEHHOCThIO JaXke OIucaTeIbHOe HaOIome-
HHME KaXJOro ciaydass MMeeT IPaKTHUYeCKOoe W HaydHOe
3HAYCHHE.

PE3VJIBTATBI

Bo3spacT nebroTa KIMHMYEeCKUX CUMITTOMOB 3a00J1eBa-
HUSI, TabOpaTOPHO-UHCTPYMEHTAIbHBIE M aHAMHECTHYE-
CKUe€ TaHHbIe TIPUBEICHBI B TAOJIUIIE.

JunaTtanus MpaBoOro TPeAcepAus SIBIISIaCh CaMBIM
paHHUM CHMIOTOMOM TMOpaXeHus MuoKapaa y HabJio-
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TABITUXCS TIAITMEHTOB ¢ X-CIeTUIEHHOM (hopMoit MuoTia-
i OMmepu—peiidyca. [To Mepe ee mporpeccpoBaHUs
CHMXKAaJlach aMILTIMTY/A BoJIbTaxa 3y01ia P BIUIOTH 10 MOJI-
HOTO €TI0 MCUe3HOBEHUsI Ha TTO3MHMX CTaIusIX 3aboieBa-
HMs. MexaHnJecKasl CHCTOJIa TPaBOTO TIpeACcepausl Tak-
Xe ocilabeBaia B IMHAMUKE, YTO MOXHO OBIJIO 3aMETHTh
TIO TTPOTPECCUPYIOIIEMY  YMEHBIICHUIO — TPencepaIHOMN
BOJIHBI JIOTITIJIEPOBCKOTO TIOTOKA Ha TPUKYCITUIATEHOM
KJIaTiaHe.

OCOOEHHOCTBIO Pa3BUTUSI KapAMOMUOMNATUU Y OOJIb-
HBIX SIBJSUTOCH TIPEUMYIIECTBEHHOE TTOpakeHNe TPaBhIX
OTZEJIOB Cepila: MEepBUYHO TOpaXkajaoch MpaBoe Tpel-
cepaue B BUJE BBIPAXEHHOW IPOTPECCUPYIOLIENA auiiaTa-
n. OYHKIMS TPUKYCITMIATBHOTO KJIallaHa OCTaBajlach
VIOBJICTBOPUTEIBHOM. YMEpeHHasl MUjaTalys TOJOCTH
MpaBOTO Xeynoyka Habmomarach y 80% IalmeHToB.
Ha panaux cragusix 3a6oneBanus y 60% OONBHBIX BBI-
SBIISIACh HEOOJBIIIasi CHMMETPUYHAsT HEOOCTPYKTHUBHASI
runepTpodusi MUOKap/a JIEBOTO XKeTyJouKa.

Ha campIXx paHHMX 3Tamax IMOpPaXeHUs CKeJCTHBIX

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

MBI (KOTga GOJIbHbBIE elle He KaJOBaJIUCh Ha MbIIIIeY-
HYIO0 C€J1a00OCTb, HO MMEJMCH KajioObl Ha TYrOMOJIBUX-
HOCTh JIOKTEBBIX CYCTaBOB, TPYAHOCTH TPU XOXICHUU
Ha IITKax, orpaHWYeHue CTUOaHUs TOJIOBBI) Y BCex Ma-
LIMEHTOB YK€ BBISBJISIMCH MPU3HAKK CHHApOMaA ci1abo-
CTU CHYCOBOTO y3J1a: OpaguKapavst, MUTPALIMs BOAUTEIS
pUTMa cepaua, may3bl pUTMa, MPEeBHIIIAIONINE BO3PACT-
HyI0 HOpMY, aTaKKe 3aMeIlaloliie PUTMBL. B crammm
BBIPAXXEHHBIX KIMHUYECKUX TIPOSBICHUN 3a00JIeBaHUS
(Korma TPHMCOSMUHSUTACH KaJIOOBl Ha CIA0OCTh MBIIIIT
IJICYEBOTO TI0sica, TPYOHOCTH ITIPHM BCTaBAaHUU C TTOJIa)
10 TAHHBIM KapIUOJIOTUIECKOTO 00CIeTOBaHUST OBIITH
BbIsIBJIEHBI 9KcTpacuctonus [11 u 6onee rpanaunu no Jla-
YHY, TPaH3UTOpHOE TpereTaHue TMpenacepauii (Opamgu-
¢dopma), mepuoabl y3JI0BOrO pUTMa, Iay3bl puTMa ObLIU
2—3 c u 6onee. Ha aToit cranuu 6oibHOMY Ha3Havajach
aHTHMApUTMMYECKasT Tepamusl I10 MOKa3aHUsSIM, a TaKXke
TIPOBOAVJIOCH OTIpeIe/ICHUE MMOKa3aHWI K MMITIaHTAIII
3JICKTPOKAPANOCTUMYJIATOPA W OCYIIECTBIISIACh  €T0
YCTaHOBKA.

Tabauya. Knuaudeckue u 1a60paTOPHO-MHCTPYMEHTAIbHBIE IAHHbIE Y GOILHBIX ¢ X-Clen/IeHHoi (GopMoii MaonaTHn

DOmepu—/Ipeiiyca

BonpHoit 0.0. PA. L. TA. LCA.

Ton poxneHust 1985 1983 1986 1996 2004

Myraiius reHa ins4bpnt229 ins 12 bp + del c.187+1G>A c.266- ¢.655C>T(GIn219Stop)

aMepuHa 2bp nt 72 1delgGCTACAA

3abosieBaHue B + (mams) — — — + (mams)

CceMbe

Bospacr yctaHoB- 11 8 11 15 6

JICHUS AMarHo3a

MUOMATUH, TOIBI

Je6r0T KOHTPaKTyp, 10 ? 9 12 6

TOJIbI

Je0I0T CepIeIHbIX 11 9 10 11 6

HapyILIeHUH, TOIbI

DNeKTpOKaparO- + — — + —

CTUMYJISITOD

Tpeneranue npen- + — + + —

cepaui

CyIpaBeHTPUKY- A — — A i

JISIpHAst TaXUKapAMsI

KenmymoukoBast I\Y 111 v 11 11

SKCTPACUCTOIIHS

(cTemeHb 1o JlayHy)

ATpPUOBEHTPUKY- I1—III I—II 11T — I

JIsIpHast 6JioKaga

(cTemneHb)

CuHKOIS Hert Her Her Her Her

Kanoosl co cTopo- Her Her Her Her Her

HBI Cep/la

Coumanuzamnust OKOHYMIT KOJI- OKoHYMTT OkoHumn Koji-  OKOHYWI KOy ~ YUWTCSA B IIKOJIE (OYHO)
JIeIX; paboTaeT KOJUTEK JIeIX; paboTaeT; (ouHO)

2KE€Hart, €CTb 104Yb
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3AKIIOYEHHUE

B 1eniom, HabrOMas B IUIMTETBHOM KaTaMHe3¢e TPYITITY
00JIbHBIX ¢ X-CLEeIIeHHOI hopMoit MruonaTuu OMepu—
Jpeiidyca, Mbl BBISIBUIM CJIEAYIOIINE 3aKOHOMEPHOCTH:

1) mojiHOE OTCYTCTBME Kajio0 Ha OLIyIIeHWEe HEepUT-
MUYHOTO cepAreOreHns (Ipy IepBUIHOM OOpalieHn
HE MPeabsBISI HA ONUH 00JIbHOI);

2) OTCYTCTBUME CUHKOMAJIbHBIX COCTOSIHUN (HE Ha-
O10aJIOCh HU Yy OTHOTO OOJILHOTO HM Ha KaKOW CTaauu
3a00JIeBaHMSI);

3) xopouiasi NIEPEHOCUMOCTb (PU3NUYECKUX HATPY30K:
Bce HaOmomgaeMble OONBHBIC 3a BCe BpeMsl KaTaMHe3a
COXpaHSUIA CITOCOOHOCTh K CAMOCTOSITETBHOM XOmIbOe,
MTOIBEMY T10 JIECTHUIIE, TIOCEHICHUIO 00pa30BaTeIbHBIX
YUpekIeHU 1 (IT0 BO3pacTy) K OOIIETOCTYITHOMY TPYIO-
YCTPOMCTBY, HECMOTPSI HA MUOTIATUIECKUI CHHIPOM;

4) y Bcex OOJIbHBIX HAOIIOOAIOCh ITPOTPECCUPOBAHME
Opamukapauu ¢ Bo3pactoM. OmHAKO pPe3KUX W3MEHe-
HWI1 9aCTOTHI CEPICYHBIX COKpAIIeHWI He HabIIonaIoch
HM Y OTHOTO OOJIBHOTO 3a BpeMsT KaraMHe3a. CHIDKeHUe
YaCTOTHI CEPICYHBIX COKPAIIICHUH IT0 JAHHBIM XOJITePOB-
CKOTO MOHUTOPUPOBAHUS OBLIO IJIABHBIM, YTO TIO3BOJISI-
JIo HabJoaaTh 60JILHEIX 1 pa3 B 6 Mec;

5) aTpMOBEHTPUKYJIsIpHAas 610Kaa HU Y OHOTO 00JIb-
HOTO He cTajia CTOMKO MOJHOM (3-ii cCTeneHn) Ha MOMEHT,
MoKa BU3yaym3aiys 3yoia P Obuia ele BO3MOXHON;

6) TpemieTaHWe TIPEACEePIUid Y TTOMABISIONIETO 0OJTb-
mrHCTBa (Y 2 U3 3) OOJbHBIX ObUIO TPAH3UTOPHBIM B Te-
YeHUe CYTOK. Y OMHOTO OOJIBHOTO HOCWIIO Oojiee CTOi-
Kuii xapaktep. TpemeraHue Tpeacepanii KynmrupoBaJIoCh
Mpy Ha3HaYeHuU JieueHust. OqHaKko Bcerna Habstonancs
pEIUANB, HECMOTPSI Ha PETYJISIPDHBINA TIPUEM aHTHAPUT-
MHYECKOTO TTperapaTa;

7) y Bcex OOJNBHBIX HaOMomaIach Mporpeccupyromnas
aTpUOMeTaIisl  TIPaBOTO  TIpenacepaunss (MaKCHUMAaJbHO
1o 90 MM B mmaMetpe), KOoTopasi, OJHAKO, He COMpPOBO-
Kaanack TpoMO0ooOOpa3oBaHMEM B MPAaBOM IMpencepaIun
IO MOMEHTa WMMIUTAaHTAIlMN TIPENCEPIHOTO 3JIEKTPOoaa
Kapauoctumyistopa. [locie UMITIaHTaIMKM KapauoCTH-
MyJIITOpa y Bcex (IBYx) OOJbHBIX Ha 2JeKTpomax obpa-
30BBIBAINCH TPOMOBI, KOTOPBIC BITOCIEACTBUM Ha (hOHE
KOPPEKIINK J03bI BapdaprHa oI KOHTPOJIEM TToKa3aTe-
151 MHO opraHu3oBbIBalUCh Y HE IPUBOAWIN K TPOM-
605M00mu. CToib BbIpaXkeHHasl aTproOMerajiusl He Co-
MTPOBOXIATACh HENPUSITHBIMU OIMYIICHUSMHM B CEPIIIe
1 He TIPUBOIMIIA K MOSIBJICHUIO CUMIITOMOB 3aCTOMHOM
CepIeyHON HeOCTaTOYHOCTH.

8) IMIUTAaHTAIMSA  KapaIuOCTUMYJISITOpa TIPUBOJIMIIA
K YAYYIICHUIO CYOBEKTUBHBIX OIIYIIEHHWI OT IMepeHOCH-
MOCTH (bU3MYECKOU HATPY3KW U CYOBEKTHUBHOMY VJIyd-
IIEHUIO Ka4eCcTBa XXU3HU Y BceX 00bHBIX. OMHAKO TToce
MMIUIAaHTAIIMN KapAMOCTUMYJIITOpAa aKTWBHBIC KaIOOBI
Ha HEpUTMUYHOE cep/ilieOreHne NPeabsBIsLIN 00a 00J1b-
HBIX, Y KOTOPBIX paHee MoJ00HbIE Kalo0bl OTCYTCTBOBA-
JIA, ¥ 3TO MOTPeOOBATIO MEAMKAMEHTO3HON KOPPEKITUH,
U3MCHEHUS TIapaMeTPOB CTUMYJISIIIMM Y OTKITIOUCHUSI

MPeACEePAHOTO JEKTPOA.

IIpobnaema JjeyeHUs] KapAuajdbHBIX HapylleHU
y OOJIbHBIX C MPOrpeccUpyiolleil MbIIIEYHON IUCTPO-
dueit Omepu—/peiidyca ocraeTcss TpyaHOU 3amayeii.
JleyeHue kapaMOMUONATUU, HAPYIIEHUI pUTMa U MPO-
BOJMMOCTU ceplla Npu X-cuerjieHHoi ¢dhopMe MUo-
natuu Omepu—/Ipeiidpyca oOBIYHO 3aKIIOYaeTCs B Ha-
3HAYCHUW KapIMOIPOTEKTUBHOM Teparmuu (MHTUOUTOP
aHTMOTEH3MHIIpeBpalamnero @epmMeHTa), mnoaodope
AHTUAPUTMUYECKUX MPENapaToB U CBOEBPEMEHHON UM-
TUTAaHTAlUUU DJIEKTPOKAPAUOCTUMYJISITOPA MPU HATTUIUU
nokazaHuii [23].

HaznaueHue aHTHApUTMUYECKON Tepanmuu OOJIbHbIM
C JAHHOI HO30J0TUEN 3aTPyOIHEHO B CBA3M C YaCThIM
HaJIMYMEM MPOTUMBOIOKAa3aHUN K OTAEIbHBIM (a MHOTAA
U KO BCEM) KJIaccaM aHTUapUTMUKOB U3-3a MEPCUCTUDPY-
I01lIeH BBIPAKEHHOU Opamukapauu, MPOAOJIKUTEIbHBIX
rnay3 puTMa, aTpUOBEHTPUKYJISIPHON OJ0Kaabl 2-i U 3-ii
CTEIEeHU, MEPUOJIOB Y3JI0BOTO pUTMa U TpeTieTaHusI TIpeI-
cepauit.

IMockonbKy npu X-cliemyieHHON ¢dhopMe MuomnaTtuu
Omepu—/peiidyca npoaoKuTeIbHbIE May3bl CEPAEYHO-
ro put™a (y 60% 60MbHBIX B UHTepBaje 4,3—7,2 ) v 3IH-
30/lbl BBIPDAXXKEHHOW Opanukapiuu MNpOTeKaloT Oeccum-
NMTOMHO, UMILJIAHTALUSI KAapAUOCTUMYJISITOPA KU3HEHHO
Heo0XoIMa TaKUM OOJIbHBIM.

MMnnaHTaumst  3/eKTPOKapIAUOCTUMYJISITOPA  BCEM
00JIbHBIM Ha MOMEHT MOCTAHOBKM AMArHo3a X-clUerieH-
Hoii hopmbl Muonatuu dmepu—/peidyca npeacrasisi-
€TCsl HE BIIOJIHE TMPaBOMEPHOi, MOCKOJbKY, MO HallUM
HaOJIOICHUSIM, HaJIMYME 3JIEKTPOAOB KapAUOCTUMY-
JIATOpa B MPaBOM MpPENCEPIUU U XKelyqouke O0JIbHOro
MPOBOLIUPYET HAIKETYTOUKOBbIE U XKETYI0YKOBbIE apUT-
MWW, 9TO TpeOyeT Ha3HAYCHMS] aHTUAPUTMHMUYECKUX TIpe-
MapaToB YacTO B BBICOKMX JO3MPOBKAX (a HEPEIKO KOM-
OouHauuu npenapatoB). [ToaToMy orepatuBHOE JieueHUE
JIOJIKHO OBITh Y€TKO OOOCHOBAHHBIM CO CTOPOHBI Cep/iey-
HO-COCYJIMCTON CUCTEMBI.

IIpu BEIOOpE MoOmEIM 3JIEKTPOKAPAUOCTUMYJIATOpA
cienyeT OTAaTh MPEANoYTeHUEe MOHOGMOKAIbHBIM MOJIE-
JISIM (C UMIUIAHTUPYEMbIM 3JIEKTPOAOM TOJIBKO B XKeJTya10-
9eK), MIOCKOJIbKY «CIIeTKa» TPeICepaIHO-KeTyI0YKOBOTO
MpoBeIcHUsI Y OOJIbHBIX JAHHOM HO30JI0TMEN CyllecT-
BYET TPaH3UTOPHO: W3-3a Mporpeccupylouiero Gpuoposa
MpaBoro TMpencepausi JeKTpuyeckass U MexaHuyeckast
CHUCTOJIA TIPaBOTO TIpelncepausi IMOCTENEHHO 3aTyXaeT
y Bcex naiueHToB. [Tocie pa3oOiieHust mpeacepaHo-xe-
JIyIOYKOBOTO MpOoBeeHUs1 (GYHKIIMS JIEKTPoa B M0JI0-
CTU MPaBOro Mpeacepausi He OyaeT UMETh MPaKTUIYEeCKO-
o CMbICJIa, YTO MTOCTaBUT BOIMPOC OO €ro OTKJIIOYEHUHU,
HO IEUMIUIAHTUPOBATh 3JIEKTPOJ HE MPUHSTO, acam
¢akT HaJIM4YMS MHOPOIHOTIO TeJia OyleT CIIocoOCTBOBATh
TpoMO000OpPa30BaHUIO HA HEM U TPOBOKALIMSIM apUTMUIA.

BeposiTHO, Bciiyyae KOMOMHAUMM >XU3HEYTpOXKaro-
IUX TaXUKAPIUTHUECKUX W OpamdKapIUTHYSCKUX Ha-
pYLUIEHUI pUTMa cepjua caelyeT pelaTh BOIpoc 00 UM-
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IUIAaHTaMKM KapauoBepTepa-aedudpwuisgTopa. OgHako
5TOT BOINPOC TPEOYeT JaTbHENIINX UCCAENOBaHUN U OJ-
HOBPEMEHHOTO Ha3HaUYeHMsI aHTHMapUTMHUYECKOM Tepa-
M, TIOCKOJIBKY YacTOTa BO3HUKHOBEHUS TIOJTUTOITHBIX
TaXMapUTMUN Y OOTBHBIX BEJMKa, a YacThle cpabaThiBa-
HUS 1epUOpWIIATOpa HECOBMECTUMBI C YIOBJIETBOPH-
TEJIBHBIM Ka4eCTBOM XW3HU OOJIEHOTO.
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