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TeM «HayyYeHus oby4eHuto», popmupoBaHUsa Bpa4veb-
HOrO MbILWIEHNS C aHaIM30M, CMHTE30M COOCTBEHHbIX
3HAHUN N NPUMEHEHNS HAaBbIKOB Ha nMpakTuke. LleHHbIM
MOXHO NpuU3HaTb BBEAEHME KYPCOB KJIMHNYECKOI NaTo-
normn (natodmanonorvn, nataHaToMum) Ha CTapLumx
Kypcax MeOuLUMHCKMX BY30B B pamkax obGpasoBaTesib-
HbIX CTaHAapToB 3 NMoKoneHusl. 3HaHne OCHOB obuiei
naTtonornm B JaHHOM ciyyae aBnseTcs GyHOAMEHTOM,
6e3 KOTOPOro HeBO3MOXHO cHOpMMUpPOBaTbL AyMaloLle-
ro crneuvanncTa, a NpeeMcTBeHHOE 06yyYeHme KIMHnYe-
CKOW NaTosiornv COBMECTHO C APYTMMU KIIMHUYECKNMN
ancumnavHamm NnO3BONNT EMY PEANTN30BLIBATL HA Npak-
TUKEe CBOW 3HAHUS.
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The pathophysiological aspects of contemporary ap-
proaches to the formation of clinical thinking in the area of
planning the pharmacotherapeutic technologies are dis-
cussed. The role of the knowledge of etiology, pathoge-
nesis, outcomes of diseases in pharmacotherapy plan-
ning, taking into account the individual mechanisms of
reactivity, evidence based medicine in the prognostication
of drugs effects are examined.
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NPaKTUKYIOLWNX BpayYei paspen KJIMHNYeCKOoM
kapauonoruu [2, 5]. Oco6oe mecTo cpeau Hacnea-
CTBEHHO 00YyC/IOBJIEHHbIX 3a00N1eBaHuii C cepae4YHo-
COCYyAMUCTbIMU pacCcTpPOCTBaMM 3aHMMaeT narTosio-
rus HepBHOWM cuctemsbl [1].

Mporpeccupyowme MbiweyHble guctpodpun (MMAO) -
3TO rpynna HacneacTBeHHO OOYCNOBNEHHbIX HEpPBHO-
MbILLEYHbIX 3a601eBaHNI, XapakTEPU3YIOLLMXCS NPOorpec-
cupyiolwen MblwevyHo cnabocTbio, aTpoduen Mbilll,
nBuratenbHbiMU HapyweHuamu [3]. Hanbonee pacnpo-
CTPaHEHHbIMM BapuaHTamu MM/, a9Bngl0TCA MbllEYHbIE
anctpodun doweHHa n bekkepa — annenbHble reHeTnye-
CKkre BapuaHThbl PELECCUBHbIX X-CLUEMIeHHbIX M1MOoNaTuii,
B OCHOBE KOTOpPbIX NIeXUT aedekT reHa auctpoduHa B
nokyce P21 X-xpomocomsl [10]. Bonee yem B 60 % cny-
YaeB MPUYNHOI PasBUTUS AAHHOW NATONOrnu ABNASeTCs

n opaxeHue cepaua nNnpyv reHeTU4ecknx 6osesHax
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neneums ydactka reHa, 20-30 % o6ycnioBneHbl TOHEUHbI-
MU MyTaumamm n 6 % — gynnukauuein. Boicokas yactoTta
cropagmnyeckmx cnydaees muoguctpoduin [ioweHHa u
Bekkepa o6ycnoefieHa 4acTbiMW CMOHTAHHBLIMU MyTa-
LMAMM TeHa, BO3MOXHO, 13-3a ero 60/bLLoro pasmepa.
Buonornyeckas ponb anctpodurHa 3akioyaeTcd B cTa-
6mnm3aumm MembpaH KNeTok CKeNleTHOM MyCKynaTtypbl U
KapaAnoMmoumToB, ero AedunumnT NPUBOAMUT K NOBbILLEHNIO
XPYMKOCTU CapKOJSIEMMbI, IEreHepaLmm MUOLINTOB, 3aMe-
LWEHUIO nx GnBPO3HOIA NN XNPOBOI TKaHbIO, YTO BbI3bl-
BaeT NceBaormnepTpoduio MblllL, — yBennyeHne obbema
npu yTpaTte uan 3Ha4nTesbHOM ocnabneHnn GyHKuum n
MblLWeYHyo runotpoowuio [14]. MNMpu MblwevyHOn aUcTpo-
dum JioweHHa ancTpoduH HE CUHTE3NPYETCH, NPY MNO-
natun Bekkepa OTMe4YaeTcs CHUXEHME ero npoaykumm
1 U3MeHeHue cTpykTypbl [9]. Dopma [lloLeHHa WpPoKo
pacnpocTpaHeHa 1 BcTpedaeTcsa ¢ yactoton 1 Ha 35 Thi-
CS14 HOBOPOXOEHHbIX Manb4mMkoB, popma bekkepa — B 3—-5
pa3 pexe [9].

MporpeccupyioLias MeledHasa auctpodus JioweHHa
MaHndecTnpyeT B Bo3pacTe A0 3 NeT B BUAE OTCTaBaHUS
B ABUraTeNIbHOM Pa3BUTUKN, BbICTPON yToMasiemocTu. Mo-
cne6-neTHeroBo3pacTaoTMeyaeTCs HapacTaHMEe MblLLey-
Hol cnabocTn, CUMMETPUYHOM aTPodPUN MPOKCUMaANbHBLIX
rpynn Mol B BOCXOASALLEM HaMpaBiE€HUW, peTpakumm
aXUNOBbIX CYXOXUANA 1 kndockonmosa. CnocobHOCTb K
CaMOCTOATENBHOMY NMEPEABMKEHUIO Y HEKOTOPbIX NaLuum-
€HTOB COXpaHseTcs Ao 12 net, BO3MOXHOCTb CTOSATb — 40
16-neTHero Bo3pacTa; y 60 % 601bHbIX C MMoANCTPODNER
[ouieHHa MMeeT MeCTO YMCTBEHHAsi OTCTaNoCTb, rmbenb
OO0NbHbIX HACTYNAET OT CEPAEYHOM HEQOCTATOYHOCTU NN
MHTEPKYPPEHTHbIX MHEeKUMn oo 25-neTtHero Bo3pacTa.
Muoanctpodua bekkepa otnnyaetca 6onee Gnaronpu-
ATHBIM TEYEHWEM — KIIMHMYECKUM MaHUbeCTUPOBaHNEM
nocne 10-neTHero Bo3pacTta, MeasIEHHOM NPOrpeccuen;
00JIbHbIE NEPeABUraldTCs CaMOCTOSATENbHO MO MEHbLLEN
Mepe 0o 15 net. CnocoBHOCTL K NepeaBuxXeHUo yTpaym-
BaeTcs 00bl4HO K 30-35 rogam. MHTennekT, kak npaBu-
N0, He cTpagaeT, GePTUNBHOCTb HE CHWXEHA, OnTenNb-
HOE BpeMsi COXpaHsieTcs TPyAocnocobHocTb. CpeaHsas
NPOAOMKNTENBHOCTb XU3HU CHUXEHA, HO OONbLUMHCTBO
60/bHbIX foxmBaloT 0o 40 neT n gonbLue [6].

AwnarHos NMM/[, yctaHaBnmBalOT Ha OCHOBAaHUU FEHe-
TUYECKUX KPUTEPUEB, KINHUYECKMX OCOGEHHOCTEen 60-
Ne3HU, JaHHbIX BUOXMMUNYECKNX UCCEA0BaHUI (paHHee
yBenunyeHune aktneHocTn KPK, neyEHoYHbIX aMUHOTPaHC-
depas), pesynsratoB anekTrpoMmorpadun U rmcTtomMop-
$00rM4eckoro nccnegoBaHna.

ATpoduryecknin npouecc npu nNPorpeccuUpyroLLLEn Mu-
oancTpodumn nopaxaeT Kak CKeNeTHbIe, Tak N CePAEHHYI0
MblLlUpbl. KapanomumonaTtuein ctpagaloT 84—96 % 60bHbIX
Mmuoguctpodpuammn LioweHHa n bekkepa [11, 13], oHa
pacLeHMBaeTCs kak 06nnMraTHoe NposiBfeHNEe pa3BepHY-
Ton cTaaumn 6one3nu [8]. Y MHOrmx 605bHbIX JoOpoKaye-
CTBEHHOW nceBaorvnepTpodumyeckon mMmoamnmcTpoduen
pasBuBaeTCa aunartaumoHHas kapamomMmmonaTtums, kotopas
C BO3pPacTOM MOXET NpOorpeccmpoBaTb OO Pa3BEPHYTOMN
KIIMHUKN TunepTpoduyeckon nanm aunataumoHHOW Kap-
auomMmnonaTtuun. bonbHble 06bIYHO yMUpaloT Ha 2-3-M ae-
CATUNETUAX XN3HU [3].

MpuBoauM HabnAEHME crydyas annaTaumMoHHOM Kap-
oMomuonatuin y naumeHTa, cTpagatoLlero nporpeccupy-
IOLLLEN MbILLEYHON AUCTPOdUeEn.

BonbHovi Y., 34 net, noctynun B KapAnOJIOrNHeCKuii
crTaumoHap ¢ xasnobamy Ha OAbILLKY MPU HEe3HaYNTesIbHOV
PU3NHECKON Harpy3ke v B ropu30HTaSIbHOM [10JI0XKEHUH,
Kaluesib C yMEePEHHbIM KOJINYECTBOM XE/1ITOBATOM MOKPOTbI,
yyaljeHHoe cepaLebuneHne B nokoe, 0Te4HOCTb HOI, Bbipa-
XKEeHHYI0 00LLyto ¢/1aboCTb.

B TeyeHve AnuTesbHOro BpeEMEHU nauneHTa 6ecrioko-
una MblleyHasi ¢nabocTb, TPYAHOCTU MPW MNOAHATUN PYK,
noavéme o ecTHuLe, BCTaBaHUn 13 roJIOKXeHus cuas v
siexa, a TakXke CroHTaHHbIE MoAEpPrnBaHns MbiLlL, TIHYLNE
MbILLI€YHbIE 6OV B HOrax, HapyLLeHNe rMoXOAKN Y OCaHKU.

3a gBa mecsiua no rocnutann3aumn nepeHéc OPBU,
OCJ/I0XHUBLLYIOCS BPOHXUTOM. OKO/I0 3 Heneslb COoXpaHsi-
nace runeptepmums 4o 38 °C, no nosogy 4ero B Te4eHue
mecsiua rosiydan aHtnbunotTukoTepanuio (aMokcuknas, ueg-
TPUaKCOH) B cpeaHeTepaneBTn4eckux 4o3ax. Ha poHe npo-
cTyaHoro 3abo/s1ieBaHunsi BNepBble CTasl OTMeYarb OAbILLKY.
B TteyeHmne mecsiua 6ecriokosit npucTyrbl Cepae4YHol acT-
Mbl, OTEKW FOJIEHEN.

Poawncsi B cpok oT 611M3KopoACTBEHHOro 6paka (po-
antenu — ceoAHble bpart u cecTpa no otuy). C gercrea oT-
cTaBaJl B ABUraresibHoOM pa3Butun, Hab[asics y HeBpo-
s0ra ¢ AnNarHo30M [EeTCKOro LepebpasbHOro napaauya.
B 10-netHem Bo3pacTe KOHCYJ/IbTUPOBaH reHEeTUKOM, yCTa-
HOBJIEH AWAarHO3 Hac/ieACTBEHHOro0 HEPBHO-MbILLIEYHOIrO
3aboneBaHusl. B TeyeHne nocnenyomx 17 net mbieyHasi
cnabocTb nporpeccupoBasa KpaviHe MeAsIeHHO, NnauneHT
yCrneLIHO OKOHYMA BY3, paboTtan. C 27-n1eTHero Bo3pacrta
oTMeYaeT HapacTaHue CUMIMTOMOB MUONaruv, orpaHuye-
Hue obbema aABVXeHu B Horax. B BospacTte 32 et nepeHec
MMHEBMOHMIO, M10CJIE YEro CUMMTOMbI MbILLEYHOV ANCTPOOUN
ObICTPO NpPOrpeccupoBay, NPakTUYECKN yTpaTu criocoo-
HOCTb X0AUTb, NOAHUMATL PykW. B HacTosLee Bpems nepe-
ABUraeTcs B UHBAJINGHOM KpecJie.

Mnapwnii 6pat 60/IbHOrO Takxe CcTpagaeT Hacnen-
CTBEHHOV [POrpeccupyioLiers MbILUEYHON ANCTPOPuUen;
cecTpa 3g0posa. lNauneHT xeHat, umeet 11-1eTHIO 340-
POBYIO 104b. CUMMTOMbI JAHHOV NaToa0run y Apyrux poa-
CTBEHHUKOB OTCYTCTBYIOT. [lpu nocTyrnieHun B ctaumoHap
COCTOSIHNE CpefHen TSXEeCTH, CO3HaHue SICHOe, roJioxe-
HUE C BbICOKMM W3roJIOBbEM, MPU Pa3roBope — yCcusieHne
OAbILLKN. YMEPEHHbIVI ANGQOY3HbIN LnMaHO3 1 akpoLmaHo3.
MbiLuLbl BEPXHUX Y HUXHUX KOHEYHOCTEMN, MJIe4EBOro v Ta-
30BOro rnosica, rpyAHOM KNEeTKU, X1BOoTa v InLa atpo@duYHbI,
Apsibribie, MecTaMy YrJIOTHEHbI, crerka 60/1e3HEHHbIE. AK-
TUBHbIE ABUXEHUS B OOJIbLUMHCTBE CYCTaBOB OrPaHU4EHbl,
KOHTPAaKTYpbl JIOKTEBbIX Y KOJIEHHbIX CYyCTaBOB, 3HAYNTEIIb-
HOE YKOPOYEeHMEe axuiioBa Cyxoxunus cripasa. Cyxoxusib-
Hble pegriekcbl CHuXeHbl. C nogaepxkovi aenaet 3—4 wara,
roxoka «yTuHasi», 3aTpyaHEH nepexosn n3 ropu30HTasIbHO-
ro rnoJIOXeHus: B BepTukasbHoe. [1paBOCTOPOHHWI CKOJIN-
03, BbIPAXEHHbIN MOSICHUYHbIV JIOPA03, XOA4 K/IOYUL MOYTU
BepTUKasbHbIA, BTOPUYHas Aedopmaumst rpyavHbl rno turiy
«kmnesvgHow» (puc. 1).

B cpenHux n HuxHux otgenax obomx nérkux onpeness-
eTCcsl yKOpoyeHne nepkyTopHOro 3Byka; ocaabiaeHne Besu-
KYJISPHOIO AbIXaHUSI U KPENUTaLUNS HUXe yrnia rnpasBoi J10-
naTtku;, B HUXHWE OTAEJIbl cripaBa AbIXaHWe He rMpoBOAUTCS.
Y44 24 B 1 MuHyTy. [paHuLbl OTHOCUTEIbHOV CepAEYHOM
TYrNOCTH pacLUMpeHbl B 06e CTOPOHbI Ha 1 cM. TOHbI PUTMNY-
Hble, NepBbIVi TOH Ha BEPXYLLKE MPUITIYLLIEH, CUCTOJINYECKNI
LYM BO BCEX TOYKax C MakCUMyMOM Ha BepxyLluke. Putm
«ranona». YCC 100 B muHyty, AL 85/65 mm pT. cT. XKusot
yBEe/IMHEH B pa3mepax 3a CcH4ET cBOOOAHOM XuAKOCTM (ac-
LNT), HECKOJIbKO HarnpsikeH, 60/1€3HEeHHbIVi B paBoOM Mo/-
pebepbe. HuxHnii kKpa ne4eHu BoiCTyrnaeT us-rnosa pebep-
HoOW Aayrv Ha 4—-5 CM, MJ1I0THO3J1aCTUYECKOM KOHCUCTEHLNU,
C rmaakoi rnosBepxHocThio. Cenie3éHka He nasbnupyeTcs.
OTEK HUXHUX 2/3 roneHes v cTorl.

O6wwmii aHanm3a kposu: ap. 4,46 x 10'2/n, Hb 12,1 r/n, Ht
36,2 %, nevik. 7,5x 10%/n, ¢. 76 %, n. 1 %, auma. 15 %, MOH.
8 %, TpoM6 157x10°%/51. CO3 9 MM /4.

O6HapyxeHo yBennyeHne ypoBHsi proBNP go 820 mkr/
M, aktuBHocTn KK (314 en/n), MB K®OK (17 en/n). Apy-
rme PYTUHHbIE rokasaresau — B rnpeaesnax pPepepeHCHbIX
3Ha4YeHw HOPMbI.
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Puc. 1. BHewHwn Bug 60nbHOro Y. (boTo nepep, BbINMUCKOA)

AHTUTENAa knacca IgM k aHTureHam Bupyca rpocToro
repneca, 36wrTeriH — bapp, ynToMeraiaoBupyca, xiaamu-
Ann, ypeannasmbl, MUKOMIa3Mbl HUXE ANArHOCTUYECKU
3HaYUMbIX TUTPOB. YPOBEHb aHTUHYKI€aPHbIX aHTUTes K
cepaeyHoV MycKynatype He npeBbiLan HOpMY.

OKT: cuHycoBas Taxukapavs 115 B MuHyTY, nosHas 6J10-
Kaaa nepenHes BeTBU JIeBOV HOXKU ryyka lvca, npuaHakvi
rieperpysKku J1eBOro npencepans n 1eBoro Xesyno4ka.

106

Oxokapavorpagus:  yBEe/IMYEHNE  KOHEYHO-AMACTO-
nmdeckoro (6,6 cMm) n KOHe4YHo-cucTomdeckoro (5,8 cm)
pasmepoB JIXK, ToNLmMHa MEXXENyA04KOBOV Neperoposku
B aAnactosy 0,8 cm, 3aaHeri cteHku JIXK — 0,8 cm, pa3mep
nesBoro npeacepavs 5,6 x4,3 cMm B anukasabHOW no3vumu,
pa3smep npaBoro xenygoyka 2,9 cMm, rnpaBoro npeacep-
avs — 5,5x4,3 cm. ®pakuymns Bbibpoca 1eBoro xesnaynodka
25 % (no Tevixonby). Cuctonndeckasi peryprutauvs Ha
MUTPasbHOM un TpuUKycnugaabHOM knaanaHax Il crene-
Hu. JleroyHas runepteH3us (CAL B néroyHovi aptepuu
43 MM PT. CT.). BbipaxeHHasl runoknHe3nst Mmuokapaa ie-
BOro xeJsnynouyka.

Xo/1TepoBCKkOe MOHUTOPUPOBAHWE Ha QOHe npuema
meTtonposiona (25 mr/cyt.) B co4etaHun ¢ nBabpaamHom
(15 mr/cyT.): cuHycosbivi putm ¢ YCC ot 54 n0 93 B MuHyTY
(cpeaHss HCC 69 B muHyTy); 1348 04MHO4YHbIX 1 5 rpynno-
BbIX XeJ1y[J0O4KOBbIX 3KCTPAcucTos. B TedeHne Bcero Bpe-
MeHn HablAeHNs KOCOHNCXoAsILasl ernpeccusi CerMeH-
Ta ST go 1,5 MM ¢ nepexoaom B oTpuuatesbHbii 3ybel T,
XapaKktepHasi [iJis1 CUCTOIMYECKOV neperpy3ky 1eBoro xe-
nyao4ka.

Puc. 2. PeHTreHorpaMmmbl naumeHTa Y.

PeHTreHorpamma opraHoB rpyaHoOV noJsoCTU. KOHTYP
cepaeyHOV TeHW 3HaYUTesIbHO PaclLuVpeH B ronepeyqyHu-
Ke, onpeaenseTcss npaBOCTOPOHHUIA MAPOTOPaKkc, npa-
BOCTOPOHHUV CKOJINO3 rpyaHOro oraesna MO03BOHOYHU-
ka (puc. 2b). lpu cpaBHUTE/ILHOM aHaan3e C AaHHbIMU
ABYXMECS4YHOUN AaBHOCTU (puc. 2A) oTMedaeTcsi nporpec-
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cvpoBaHvue KapauoMerananuv, MosiBJIeHNe 1eBpasbHOro
BbINOTA.

lpu nnespanbHoi nyHKuun nosayd4eHo 1000 ma cepos-
HOW XUAKOCTU HEBOCINAIMTE/IbHOIr0 Xapakrepa.

Onektpomuorpagus: npusHaky MopdoPyHKLUMOHASb-
HOV peopraHn3aunn ABUraTesibHbX eANHNL, CBSI3aHHbIE C
nepBMYHO MbILLIEYHBIMU U3MEHEHUSIMU.

leHeTnyeckoe TunupoBaHne He 0BHapPyXuI0 aeneuni
B reHe AncTpoguHa, 410, 04HaKO, HE MO3BOJISIET HU MO4-
TBEPANTb, HU UCKJIIOYUTL Haan4me gaHHou naronorim [9].
KoHcynbTMpoBaH reHeTukoM: Hac/eACTBEHHOE HEepPBHO-
Mbille4HOoe 3ab0/1eBaHNe — NPOrpPeccupyioLLas MbllLie4Hasl
anctpopus JoweHHa — bekkepa ¢ npeobnagaHnem rpo-
sBJIeHUIi JO06POKaYeCTBEHHOV ceBaornnepTpodunyeckoi
muoauctTpopun Bekkepa.

B kapavionorndeckom ctaumoHape rnpoBoansIoCh aeqe-
HUe 3aCTOHMHOM cepeYHON HENO0CTaTOYHOCTH, Obl Ha3Ha-
YeH KOPOTKWI KypC NpeaHn30/10Ha napeHtTepassbHo. Camo-
4yyBCTBME OOJILHOrO 3HAYUTEJILHO YJIYYLUNIIOCH, UCYE3N
OTEKU 1 acumT, yBen4Imnics o6bEm uandeckmx Harpy3ox.
lpu ocmoTpe yepes 2 mecsiLa camo4yBCTBME cTabuiibHOE,
CUMIMNTOMbI CEPAEYHOV HEeAOCTaTOYHOCTU HEe porpeccu-
PYIOT.

JAnarHo3 3akao9nTesibHbINA.

OcHoBHovi. [porpeccupytolasi Mbillie4yHast ANCTPOpus
JwoweHHa — bekkepa. BTopmnyHas annataymoHHas Kapano-
muonartusi. OcnoxHeHne. XCH IIb cragun. @K IV (NYHA).
CepaeyvHasi actma, npaBOCTOPOHHWI ruapoTopakc, nepu-
¢depunyeckne oteku, acumt. BTropudHas neroyHas runep-
TEeH3usl.

MpenctaBneH penkui cnydan kapguomuonatum y
60JIbHOIr0 C NPOrpPEeCcCUpPYIOLLE MbILLEYHOM OANCTPOdUE
HioweHHa — bekkepa ¢ maHudecTaumen nocne pecnm-
paTtopHON WHGEKUMN. YyuTblBad CBA3b KIIMHMYECKOrO
nebioTa cepAeyHon NaTonornum ¢ NPeaLlecTBYOLWMM UH-
deKUMOHHbIM 3a60neBaHNEM U NMPUCYTCTBMEM MpPU3Ha-
KOB BOBJIEYEHNS B MATONMOrMYECKMA NMPOLECC MMokapaa
(kapovomeranusa, 3acTOMHaa cepgedvyHass HeooCcTaTouy-
HOCTb, Taxmkapausl, putM ranona), cnegosano andoe-
PEHLMPOBATL KAPAMOMMONATUIO C OCTPLIM MUOKAPANTOM,
ONAarHO3 KOTOPOro He Haweén noATBEPXAEHUS C YHETOM
HopMaJibHbIX nokasaTtenen COJ, C-peakTnBHoro 6esnka,
OTCYTCTBUSI MPMPOCTa TUTPOB MapKepOB MOBPEXAEHMUS
MNOKapAa, HOPMAJIbHOrO0 YPOBHSI @HTUMMOKApPAMaIbHbIX
aHTUTen. Bmecte ¢ TeM MOAHOCTBLIO UCKAKYUTL BOCNa-
NUTEeNbHOE NopaxeHne MMokapaa B JAaHHOM cllydae BO3-
MOXHO TOJIbKO MO pe3yfnbraTaM 3HAOMMOKAPAMAIbLHON
6uoncun [4].

OnarHoctnka kapguomuonatum Ha ¢§oHe Hacneg-
CTBEHHOW MbILWEYHON ANCTPOPUN Bbi3blBAET N3BECTHbLIE
cnoxHocTn. B nopaensiiowemMm OONbLIMHCTBE CllyYaeB
CUMNTOMbI KapauasnbHOW NaTonoruv AMTeNnbHoe BpeMs
OCTalOTCH HE3aMEYEHHbIMU 1 MaHUGECTUPYIOT NULLb Ha
aTane gekomneHcaummn kpoBoobpalleHus [7]. Cneposa-
TeNbHO, KapavoMmonaTusa penko BbIBNSETCA Ha aTane
dopmmpoBaHus. Mexay TeM OOKIMHUYECKME MPU3HAKU
KapavomMmonaTum BbISBASOTCS Y 26 % cTpagatoLwmx Mm1o-
naTuern ManbinkoB mnague 6 net n B 62 % cnyyaes — B
Bo3pacTe 6—10 net. XapaktepHbl uameHenns IKI B Buae
ykopoueHus nitepsana PQ, yanuHenuns QT v yBenuyeHns
cooTHoweHus PT/QT, a Takke CHuWXeHne dpakumn Bbl-
OGpoca NeBoro Xenynoyka yxe Ha paHHUX ctaamsx 3abo-
nesaHus [12].

JnnataunoHHas kapamoMmonaTtums, pasBmMBLLASCS Ha
doHe mmogucTpodun bekkepa, MeeT psg, KIMHNYECKNX
ocobeHHocTen. CUMNTOMbI XPOHWYECKOW cepaeyHon
HEeAO0CTAaTOYHOCTMY MOSBASIOTCS B TPETLEN OEeKAAE XUSHN
nauveHTa. Benay orpaHn4eHHoOn GuU3nN4eckom akTUBHO-
CTV NMauMeHTOB TakoW XapakTepPHbI CUMMTOM, Kak CHU-

XXEHMEe TONEePaHTHOCTU K PU3NYECKOW Harpyske, masno
BblpaxeH. OCHOBHbIMU Xanobamu ABASIOTCSA yTOMAse-
MOCTb, COHJIBOCTb, Kallesb, a TakxKe NnoTteps uim npu-
6aBka Beca [7].

Taknm 0b6pa3om, cnesyeT NOMHUTb O BbICOKOW pacnpo-
CTPaHEHHOCTM KapAnanbHOW Natonornv y naumeHToB C
HaCneACTBEHHbIMY MUOMATUSMU N YAENATb BHUMAHNE Ha-
JINHUIO Y HUX MUHUMASTbHBIX MPOSIBIEHUI AeKOMMeHcauum
KPOBOOOpaLLEHNS, MOCKOJNIbKY CBOEBPEMEHHAs AnarHo-
CTVKA 1 HA3HAYEeHME NeYeHNs NO3BONAIOT NPUOCTAHOBUTD
peEMOAENMPOBaHME MUOKapAa, YBENUYUTb MNPOOOIIKMI-
TENbHOCTb XN3HU N YNYHLWNTb €€ kavyecTso [4, 13].

BbinonHeHne axokapamorpadumv n XxonTepoBCKOro Mo-
HuTOopupoBaHus IKIM 6onbHbBIM MruoamncTpoduei JoweH-
Ha NokasaHo, COrMacHO MeXAyHapOaHbIM peKOMeHaaLN-
SIM, HE NO3aHee 6-N1eTHero Bo3pacTta (npy mmoancTpodumn
Bekkepa — B 10 neT) v ganee kaxaple 2 roga [7].

AutepaTtypa

1. bonesHn cepgua v COCyLoOB: PYKOBOACTBO AN
Bpayen B 4 1. / nog pen. E.N. Yasoea. - T. 4. — M. :
MeauunnHa, 1992, — C. 106-123.

2. Kosnosa, C.N. HacneocTBeHHblE CUHAPOMbI U
MeOuKO-reHeTMYeCKOe  KOHCyNnbTMpoBaHue  /
C.N. Kosnoea, H.C. Oemwukoea, E. CemaHoBa,
O.E. BnvHHukosa. — M. : MNpakTuka, 1996. — 416 c.

3. Mowucees, B.C. Kapamommnonatnm u MmmokapanTsl /
B.C. Moucees, K. Kusikbaes. — M., 2012. — 352 c.

4. PykoBOACTBO MO HeMWEeMWUYeCKOW kapaunonorum /
nop pen. H.A. LWocTtak. — M., 2009. — 448 c.

5. Yropa, A.B. NopaxeHne cepaua npu cmHopome
LLlepewesckoro — TepHepa / A.B. droga, E.I ba-
KynuHa, W.IN. NMonosa // Mar. lll cbe3na kapamono-
roB lOxHoro ¢pepepansHoro okpyra. — Pocto H/,
2004. - C. 302-3083.

6. Bushby, K. The clinical genetic and dystrophin
characteristics of Becker muscular dystrophy /
K. Bushby, D. Gardner-Medwin // |. Natural history.
J. Neurol. - 1993. - Vol. 240. - P. 98-104.

7. Bushby, K. 107th ENMC international workshop: the
management of cardiac involvement in muscular
dystrophy and myotonic dystrophy / K. Bushby,
F. Muntoni, J.P. Bourke // Neuromuscul. Disord. —
2003. -Vol.13,Ne 2. - P. 166-172.

8. Cont, G. Scrofola Del Sistema muscolare / G. Cont,
L. Goija // Ann. Clin. Osp. lem. — 1836. — Vol. 2. -
P. 66-79.

9. Hoffman, E.P. Characterization of dystrophin in
muscle-biopsy specimens from patients with
Duchenne’s or Becker’s muscular dystrophy /
E.P. Hoffman, K.H. Fischbeck, R.H. Brown [etal.] //
N. Engl. J. Med. — 1988. — Vol. 318, Ne 21. —
P. 1363-1368.

10. Hu, X. Duplication mutation at DMD locus / X. Hu,
P.N. Ray, E.G. Murphy // Am. J. Hum. Genet. -
1996. - Vol. 46. — P. 682-695.

11. Ishikawa, Y. Cardiovascular considerations in the
management of neuromuscular disease /Y. Ishika-
wa, J.R. Bach // Seminars in Neurology. — 1995. —
Vol. 15. - P. 93-108.

12. Nigro, G. The incidence and evolution of cardiomy-
opathy in Duchenne muscular dystrophy / G. Nigro,
L.I. Comi, L. Politano, R.J. Bain // Int. J. Cardiol. —
1990. - Vol. 26, Ne 3. - P. 271-277.

13. Nigro, G. Dilated cardiomyopathy of muscular dys-
trophy. A multifaceted approach to management /
G. Nigro, G. Lucia, M.D. Comi, L. Palitano // Semi-
nars in Neurology. — 1995. — Vol. 15. - P. 90-92.

14. Pasternak, C. Mechanical function of dystrophin in
muscle cells / C. Pasternak, S. Wong, E.L. Elson //
J. Cell Biol. — 1995. - Vol. 128. — P. 355-361.

107



Jj OB30P

CAYYAN AUAATALLUOHHOM
KAPAUOMUONATUU Y BOABHOTO

C HACAEACTBEHHbIM 3ABOAEBAHUEM -
NPOTPECCUPYIOLLLEA MbILLEYHOM
ANCTPOPUEN AIOLLEHHA - BEKKEPA

O. M. BOEBA, E. B. LLIETAOBA,

H. E. BYATAKOBA, A. B. ITOAA

[MpencrtaBneH KAMHMYECKU chnyvani gunaTtaunmoHHON
Kapguommonatmm y naumeHta 34 net ¢ Nporpeccupyto-
wen mbllweyHor amctpoduei. 3aboneBaHne maHude-
CTMPOBAO KINHMKOM TSXKENONA.

[ns cBOEBPEMEHHOr0 BbIABIEHUS KapaMoMuonaTtum
aBTOPbl PEKOMEHAYIOT BKJIlOYATL B anroputm obcneanoBa-
HUS BOJIbHBIX C MPOrPECCUPYIOLLIMMN MblLLEYHbIMW ONC-
TpOodUAMU BbINMOMHEHUE 3axoKkapauorpadum B OETCKOM
BO3pacTe 1 ancrnaHcepHoe HabnogeHne gaxe npu oTcyT-
CTBUM CMMMTOMOB MOpaxeHns cepaLa.

Kniouesble cnoBa: mbileyHas auctpodus JioweHHa-
Bekkepa, nopaxeHne cepaua

© [. A. byraes, B. 9. lTop6yHkos, 2013
YAK 617.574

DILATED CARDIOMYOPATHY

IN PATIENT

WITH THE HEREDITARY DISEASE -
DUCHENNE - BECKER'S
MUSCULAR DYSTROPHY

BOYEVA O. |, SHCHEGLOVAE. V.,
BULGAKOVA N. E., YAGODA A. V.

A clinical case of dilated cardiomyopathy in adult with
progressing muscular dystrophy has been presented. The
disease manifested by severe heart failure.

Authors consider including echocardiography in the
list of routine diagnostic procedures for children with Du-
chenne’s or Becker’s muscular dystrophy for early reveal-
ing of cardiac involvement. The long-term ambulatory ob-
servation by cardiologist is also recommended in spite of
absence of heart pathology signs.

Key words: Duchenne muscular dystrophy, Becker
muscular dystrophy, cardiomyopathy

OCOBEHHOCTU AUATHOCTUKU U AEHEHUS NEPEAOMOB
AUCTAAbBHOIO METASIMNMUPU3IA AYHEBOU KOCTU
B MOXWNAOM U CTAPHECKOM BO3PACTE

A. A. byraes, B. 1. Top6yHkoB

CTABPONOAbLCKUU rOCYAQPCTBEHHBIN MEAULLUHCKUA YHUBEPCUTET

BOM KOCTU 3aHMMAIOT OAHO U3 BeAywumx MecT

B CTPYKType nepesioMOB KOCTEi BepXxHel Ko-
He4yHocTn [5, 17]. NMpu 3TOM OTMevyaeTcs cToMKas
TeHAEeHUMS yBeJIMYeHNs Yucina ciiy4aeB paccmaTpu-
BaeMbiX TPaBM cpeau naumeHToB ctapwe 50 ner,
0C00EeHHO XeHwuH [1]. OgHuM N3 npeapacnonaraio-
wmnx ¢pakTopoB pocTa 4acTOTbl NEPENOMOB B MOXMU-
JIOM U CTap4eCcKoM BO3pacTe SIBNISIETCA OCTEeOoNnopos3
[31] n conyTtcTByIOWME 3a60neBaHud, B TOM Yucne
cepaevyHo-cocyauctas natonorus [15]. Hemanosax-
HbiM (aKTOPOM pUCKa NepesioMoB ciieayeT cuuTaTthb
yBeJIM4eHue Yncna nageHun y noxunosix niogen [13],
KOTOpbIe NPOUCXOASAT B ObITOBbIX YCJIOBUSIX C BbICOTbI
COOGCTBEHHOro pocrta (HU3KO3HepreTuyeckme Tpae-
Mbl). AMEHHO y NaumneHTOB MOXUJI0ro U CTapyeckoro
BO3pacTa perucTpupyercs HauboJibLuee 4YUCIO He-
YAOBNETBOPUTENbHbLIX PE3yNbTaToOB JiIeYeHUs nepe-
JIOMOB AUCTaNbHOro otaena ny4yeeou koctu [1, 34],
KOTOpble CBfi3aHbl C pa3BUTUEM NOCTTpaBMaTnye-
CKOro octeoaprtpo3a [35], KOMNJIEeKCHOro permoHap-
HOro 6oneBoro cuHapoma [32], kapnanbHoOW HecTa-
ounbHocTu [11], cMHApOMa 3ansicTHOro kaHana [9]
U NOCTTPaBMaTU4eCKOM Ny4yeBoi kocopykocTu [26].

nepenomu auctanbHoro metaanudusa nyve-

Byraes AMuTpuii AnekcaHapoBuy,

KaHAMAaT MeANLMHCKMX HaYK, aCCUCTEHT Kadeapbl
MNONMKINHUYECKON XUPYPrum

CTaBponosIbCKOro rocyAapCTBEHHOro MeANLIMHCKOro yHUBepcuTeTa;
Ten.: +79097605714; e-mail: dimairabu@rambler.ru

FopbyHkoB Buktop SlkoBnesuu,

AOKTOP MeAMLMHCKUX HayK, npodeccop, 3aBeayowmnii kadeapon
MONIMKIINHNYECKOW XNPYyprumn

CTaBponosIbCKOro rocyAapCcTBEHHOro MeANLIMHCKOro YHUBEpPCUTETa;
Ten.: (8652)370690
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Yka3aHHble paKTOpbl HEM36EXHO BeAyT K CHUXEHUIO
Ka4yeCTBa XU3HU NOXWUNbIX NIOAEN U UX HEYA,0BJNETBO-
PEHHOCTU Ka4eCTBOM OKa3aHUs MeAULMHCKO NOMO-
wun [39].

B nopaensiolwem Ynucne cnyyaes noxunble 60nbHbIE C
TpaBMamMu B 061aCTn ny4e3anscTHOro cycrtaBa obpatia-
I0TCA 32 MEOULIMHCKOW MOMOLLLIO B amOynaTtopHble ne-
YyebHble yupexaeHusl, 4To onpeaensiet 06beM ANarHoCTU-
YECKNX 1 NeveOHbIX MePONPUATUIA.

Ona gnarHocTuku nepesioMa fiy4eBOW KOCTU B «TU-
MUYHOM MECTE» TPAAULIMOHHO UCMONb3YETCHA PEHTreHO-
rpadua ny4esansicTHOrO CcyctaBa B ABYX CTaHAAPTHbIX
npoekuusax. OgHako «CTaHOAaPTHbI» 06beM PeHTreHoJs10-
rMYecKoro nccnenoBaHnsa He Bcerga npeaocTaBsaeT He-
obxoanmyto nHpopmaumio ona onpeneneHns Tmna nepe-
Jioma 1, COOTBETCTBEHHO, BbIOOpa afiekBaTHOWN ieyebHOoM
TaKkTUKK [7, 35].

Haunbonee nHdopmaTMBHbIMU METOAAMU ANArHOCTU-
KW crnefyeT cuuTaTb KOMMbIOTEPHYIO TOMOrpaduio, Bbl-
MOSIHAEMYIO C TOJLLUMHOM Cpes3a 1 Larom nogayuv ctona He
6onee yem 2 MM [3], a TaKKE CNUPAsbHYIO KOMMbIOTEPHYIO
TOMOrpadmio ¢ BO3MOXHOCTbIO TPEXMEPHOM PEKOHCTPYK-
ummn [7]. HecoMHeHHOe NPenMyLLECTBO KOMIbIOTEPHOM
TOMOrpadun — BO3MOXHOCTb AEeTaNlbHOMO U3y4eHWs B3au-
MOOTHOLLUEHNS KOCTHbIX GparMeHTOoB, a Takke COCTOSAHUS
CYCTaBHOW MOBEPXHOCTWU JIy4EBOW KOCTU WU OUCTaNIbHOIO
Jly4enokTeBoro cycrasa [7].

TpaanunoHHO BCE NepenioMbl ANCTANIbBHOrO MeTaanm-
dun3a ny4eBor KOCTU AensaT Ha paarnbartenbHble (nepe-
nombl Konneca), crubatenbHble (nepenomsl Cmuta) u
BKOJIOYeHHbIe. K coxaneHuo, Takol noaxond B Kinaccu-
duumMpoBaHMM JAHHOM NAToNorMM He OTBe4YaeT CoBpe-
MEHHbIM TpeboBaHMAM K BbIOOPY NleYeHUs NMepesioMoB
ny4eBon KOCTU. N03TOMY B HacTosILLEEe BPEMS B KIINMHU-
YeCKOW MPaKkTUKE LUMPOKOE PaCnpOCTPaHeHue nonyymna
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