REKKNA

Oco6eHHOCTU NevYeHUsa KapauomMmuonaTuu
y 60NbHbIX C NPOrpeccupyroLlen Mbille4yHOn
aucTpocpmen

0.C.Ctpaxosa, 10.M.Benosepos

Mockosckuit HUU nieamatpum n AeTckoi xupypru Munncrepcrsa 34apasooxpaHerns PP

Bonpocbl 3TMONOrMK, NaTtoreHesa U NeYeHUs KapAMOMUONaTU y AeTelr 40 CUX NOp aKTUBHO AUCKYTUPYIOTCH, HECMOTPA Ha 60-
nee 4em BEKOBYIO UCTOPUIO 3a60oneBaHuA. [Jo HacTOALLEro BpEMEHU KapanoMUonaTum ABAAIOTCA TAXKENbIMA MHBANUAN3NPY-
IOLLUMM 3a60NEBAHUAMM, 3HAYUTESIBHO CHXKAIOLLMMKN Ka4eCTBO WU NPOAOIMKUTENBHOCTL XWU3HW 60rbHbIX. B nocnegHee pecs-
TUneTMe 6narofapa OCTWKEHUAM B 061aCTU MONEKYNAPHOW reHETUKN CTano BO3MOXHLIM BIOTHYIO NOAOWTU K NOHUMaHUIO
3TUONOMUM [aHHOro 3a60NeBaHuna, YTo onpefenseT anddepeHLMpoBaHHble Noaxoabl K NevYeHuto 60MbHBIX KapaMoMuonaTy-
ei. B cTatbe npvBefeHbl NocnegHue faHHble 0 reHeTUYecKUX acnekTax AnnaTauMoHHbIX KapAMoMUoNaTuii n 0COBeHHOCTAX
neYeHust 6oMNbHLIX KAPAUOMMONATUEN B COMETaHUM C MPOrpeccUpyIoLLEN MbILLEYHOW ANCTPOdUEl Ha OCHOBaHUW HabnoaeHus
173 peTeit ¢ NpOrpeccupyioLLeit MblleYHoN AUCTpoduen, Habmogaembix B OTAENEHUM Kapauonornu MHCTUTyTa.
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Peculiarities of treatment of cardiomyopathies
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atients with progressing muscular dystrophy
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The problems of aetiology, pathogenesis and treatment of cardiomyopathies in children have still been actively discussed,
despite a more than one-hundred-year history of the disease. Up to now, cardiomyopathies are severe invalidating diseases,
considerably decreasing the quality of life and lifespan of the patients involved. Over the last decade, due to achievements in
molecular genetics it became possible to closely approach our understanding of the aetiology of the disease, which determines
differentiated approaches to treatment of patient with cardiomyopathy. The article deals with the latest findings concerning the
genetic aspects of dilatational cardiomyopathies and peculiarities of treatment of patients with cardiomyopathy in combination
with progressing muscular dystrophy based on follow-up of 173 children with progressing muscular dystrophy, followed-up at
the Cardiological Department of the Institute.
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3Ha4YUTENbHA POSib MEHOB, OTBETCTBEHHBLIX 3a Pas3BUTHE
NPOrpeccupyioLLien MbllLeYHOW aucTpodmu: no JaHHbimM Heart
Muscle Disease Study Group [1], cpean Bcex ayTOCOMHO-AOMU-
HaHTHO HacnedyeMblX AUNaTalUOHHbIX KapAMOMUONATUIA (& OHU
COCTaBNAT OKONO 56% Bcex AunaTtaumoHHbIX Kapavomuona-
Tni) 10% NpUXOAUTCA Ha JONI0 reHa, OTBETCTBEHHOMO 32 Pas3Bu-
TWE MPOrpPecCUpYIOLLEN MbILLEYHON aucTpodun IMepu—[pei-
dycca (nammH A/C reH). Tpu 3TOM MOpaXXeHUe CKeNeTHbIX
MbILLIL, HEpeOKo 6biBaeT cybxknMHu4eckum. Cpeam X-cUernneHHo
HacnegyeMbiX OMNATAUMOHHBIX KapavoMuonatuil (Mo AaHHbIM
Tex Xe uccneposartenen [1], oHu coctaensatoT 10% Bcex aunara-
LUMOHHBIX KapAvoMUONaTUiA) 60MbLWLNHCTBO BbI3BAHO Aeneunusmm
reHa OucTpodMHa, OTBETCTBEHHOMO 3a pa3BUTUE MWUOOUCTPO-
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duin OrowerHa n Bekkepa. MNpu STOM nopaxeHua CKeneTHbIX
MbiLLL, MOXET He 6biTe BOOOLIE (ecnn defeuust 3axeaTbiBaeT
TOMbKO 06MaCTb feHa, OTBETCTBEHHYIO 3a CMHTE3 gucTpodwiHa
CepaeyHON MBbILLILBI) UM OHO MOXeT ObITb pa3nU4yHOW cTeneHu
TSKECTU, YTO 3aBUCUT OT KOHKPETHOM AeneLuu.

YKa3aHHble akThl NOATBEPXAATCA U APYrUMKM uccneaosa-
Tensmu [2—4]: «MoHoe» B HacTosILLee BpeMs NPOBEAEHNE CKPUH-
HUHrOBbIX 06CneaoBaHUi H6OMbHbIX AUNATaLMOHHOW KapouoMmno-
natme# (6e3 KIMHUYECKN BUOAMMOIO COMYyTCTBYHOLLIENrO NOpPadKeHUs
CKENMETHBIX MbILLL) Ha NPeaMET BbIABIIEHUS MyTauui reHa auc-
Tpodhum Imepu—peicycca (namuH A/C reH) BecbMa 4acTo U He-
OXVAAHHO JaeT NONoXwTenbHbie pe3ynbTathl. [1pudemM Mbliliey-
Has cnabocTb AUArHOCTUPYETCA YXe NOTOM, Nocne 0bHapy>XeHus
Jeneuny reHa, Korga 60MbHOrO NPUCTANILHO OMNpaLLIMBAOT U 06-
CregytoT Ha NpeaMeT HaIMYUA MMONAaTUYECKOTO CUHApOMA.

Y 60MbHbIX NPOrPeccUpyoLIMMA MbiLLEYHBIMW OUCTPOUAMA
npo6nieMa CepAeyHHO-COCYAUCTBbIX HApPYWEHWA akTyasnbHa, no-
CKOJIbKY B 60JIbLLOM NPOLEHTE Clly4aeB MMEHHO MNOPaXkeHWe
cepAeYHON MblLLUbl U NPOBOASLLENA CUCTEMBI CEpPALA ABNSIETCA
XUSHENMMMUTUPYIOLLUM bakTopoM [5—10]. AKTyanbHOCTb BOMpPO-
ca BHEe3anHOM cepaeyHor cMepTU Y 60MbHbIX NPOrpeccupyto-
Len MblwevyHon guctpoduein Smepu—Lperdycca xopowo vn-
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NIOCTPUPYET TOT haKT, YTO MopaxeHue cepAe4HO-CcocyancToMn
CUCTEMbI, NPUBOASLLEE K NeTanbHOMY UCXOAY B CEMbAX C A06-
pOKa4YeCcTBEHHO TeKyLLel MuonaTuen, 661510 onucaHo Ha 60 net
paHbLle, YeM BblaeneHne muvonatun Omepu—[peiidycca B oT-
JenesHyto Hozonoruio [11]. C 1987 r. Hanu4une KapaMomMmMonaTum,
a TaKxke HapyLIeHU pyTMa M NpoBOAUMOCTU cepaua, SBnsieTcs
OQHUM U3 KPUTEPWMEB AnarHosa muonatuM OMmepu—[pendycca
[12,13].

MepBoe KNUMHMYECKOe onucaHue NporpeccupyioLLieit Mbilley-
Hon gucTtpochumn OMepu—[peidycca Kak oTAensHOM HO30M0ru-
yeckoi popmbl npuHagnexut F.Dreifuss n G.Hogan [14], a Tak-
xe A.Emery u F.Dreifuss [15]. 3a6onesaHne Hacnegyetcs no
X-cuensieHHOMY peLeccuBHOMY Tuny (Tun 1), ayTOCOMHO-AOMUN-
HaHTHOMyY Tuny (Tvn 2) [16] 1 ayTOCOMHO-PELLeCCUBHOMY TUMNY
(tvin 3) {17]. KnuHK4eckue NposiBNEHUst NpU BCEX TPEX TUNax B
LiesIOM CXOXMW, 0gHako ans tuna 1 6onee xapakTepHO Hanu4ue
rMnNepTpoMHEcKon KapauoMmonaTMim ¢ UCXCAOM B aunartaum-
OHHY!0, @ ANa TMNa 2 — peCTPMKTUBHON KapanoMuonaTum.

3a6onesaHve MaHudecTupyer B Bo3pacTe 4—15 net. OgHum
M3 NepBbIX CUMNTOMOB 60NIE3HU ABAAIOTCA PETPaKLMK axunno-
BbIX CYXOXWIMIA, BCNeACTBUE Hero 60MbHble BbIHYXAEHbl XO-
OWTb, ONUPasCh Ha Nanblbl U HAPYXHbIe Kpas cTon. B pansHei-
LLeM pas3BMBaIOTCA KOHTPaKTypbl B /TOKTEBbLIX CyCTaBax, NOM-
6apHbIin NOpAO3, aTpoduKn MbILWL, Ta30BOro nosica u 6egep. Ha
no3gHWX cTagusx 3abonesaHns B NPOLECC BOBMEKAKTCH MbILL-
Libl MNeYeBoro nosca.

B HacTtosillee Bpemsi BO3MOXHO NpOBEAeHUEe TeHETUYECKON
ONarHoCTUKK X-cuensneHHon (hopMbl MPOrpecCupyIoLLEein MblLLey-
Hol guctpocmn Smepu—[peidycca. OtaensHble nadopatopum
NPOBOASAT ANArHOCTUKY ayTOCOMHO-AOMUHAHTHOW (POpPMBI.

Oco6eHHOCTbIO 60MbHLIX MUOQUCTPOUEN € CONYTCTBYIOLLEH
KapamomuonaTven SBNseTcs CUCTEMHOCTb MOPAXEHUS MblLLey-
HOWM TKaHW, NpU KOTOPOW CTpaJaloT HE TONbKO CKENETHbIE MbILL-
Lbl M MbllWLa cepaua, HO HepedKo U Magkue Mbilllbl OpraHus-
Ma. C opgHOA CTOpPOHbI, 60MnbHble CO CRNaBOCTbIO CKENeTHbIX
MBbILLL, HE MOTYT NO3BONUTE cebe Ty (DU3NYECKYIO Harpy3Ky, Ko-
TOpas B NPUHLUMNE BO3MOXHA Y 60MbHbIX C U3CIMPOBAaHHBIM Mo-
paxeHneMm Muokapaa. 3To NpUBoauT K 6onee No3gHeMy nposis-
JIEHUIO CUMMTOMOB CepAeYHONW HeJOCTATOYHOCTU Yy Takmx 60Mb-
HbIX U MEHbLUEe «OCTPOTE» UX NPOSBNEHUA (OCOBEHHO Y Hexo-
BAWmX 605bHbIX). O6bIYHO NOSBIIEHWE KITMHUYECKUX CUMNTOMOB
3aCTOMHOM cepeyqHOoN HeJocTaToyHOCTU (ofbillka B MOKoe,
OTEKM, acLuUT U Np.) NpU OTCYTCTBUM aeKBaATHOW Teparnuu Ha-
6noaaeTcs y Takux 60MbHBIX NPU CHUXEHUU BeNUYUHBLI (hpak-
uum BeIGpoca NeBoro Xenyaodka meHee 0,25. MiHorpa oTeku ro-
neHew u cton BoobLle JOMroe BpeMs OCTAloTCsl Hepacno3HaH-
HbIMW, NMOCKOMbKY Yy BONbHbIX MOXET HabnopgarbCs CHUXEHue
MHTENNeKTa, U OHU He NpegbsBASIOT aKTUBHBIX Xanob, a Bu3y-
anbHO AOMUHUPYIOLLME KOHTPaKTYPbl FONIEHOCTOMHbIX CYCTaBoOB
(4TO OYeHb YacTo BCTpeYaeTcs y 60MbHbIX NPOrPeCcCUMpyOLLMMA
MbILLEYHEIMU GUCTPOMUSAMU) «CKPbIBAIOT» UCTUHHOE NONOXe-
HWe Jen c oTekamMu Ha Horax. Boo6lye nmobeie nposBneHus He-
JOCTaTo4YHOCTU KpoBoo6paLLeHns y 60nbHbIX MuonaTuen Curb-
HO «MacCKMPYIOTCS» TAXECTb MUOMNAaTUYECKoro cuHgpoma. He-
penko ofbilka Aaxe npu HebOMbLIO (PU3UYECKON Harpyske
paccMmaTpuBaeTCs Kak HECNOCOBHOCTb NepPeHOCUTL (hU3ndeckue
Harpysku, a yBefiMyeHue XMBOTa BCNeACTBME acumTa — Kak ru-
NOTOHYC MbILLIL, NepegHen GPIOLLHON CTEHKN Ha POHe MUoNaTUM.

TeuyeHue kKapaMoMUonaTuin y 60MbHLIX C HEPBHO-MbILLIEYHBIMU

3aboneBaHUsAMM, KakK NpaBuIIO, HEYKNOHHO U MEMNIeHHO Mpo-
rpeccupyer.

Hanee Mbl NpMBOAUM AaHHbIE O fieYeHUM 6OMbHbIX Mporpec-
CUPYIOLLUMMU MbILLEYHbIMU AUCTPO(USAMU, OCHOBaHHbIE Ha CO6-
CTBEHHbIX UCCNEAOBaHUsIX, OXBaTbIBaKOLWMX 173 60MbHbIX Mpo-
rPECCUPYIOLLIMMU MbILLEYHBIMU BUCTPODUSMU.

JleveHune 60nbHbIX C KapaMOMUMONaTNEN, pa3BMBalOLLEACS Ha
hOHE MPOrpeccUpyIoLLEA MbILLEYHON OUCTPOMUN, UMEET HEKO-
TOPbIE OCOBEHHOCTU MO CPABHEHUIO C Tepanuent 60NbHLIX U30K-
pOBaHHON Kapanomuonaruen. NpuMeHeHne CUMNTOMAaTUYECKON
Tepanuu npenaparamy gurutanuca B coMeTaHMM C MOYErOHHbI-
MW CPeacTBaMy MPakTUHECKU He MPUBOAUT K YBENIMHMEHUIO CO-
KpaTutenbHOW CnocoB6HOCTU MUoKapaa. bonbHeIM ¢ gunarauyu-
OHHOW KapauMomuonaTuein u conyTCcTBYIOLLEN CepaeyHon Hepoc-
TATOYHOCTbIO BO3MOXHO HasHadeHuWe cepAevHbiX MMKO3UaoB
(anMrokcuH, 06bI4HO He 6onee 0,05 Mr 2 pa3a B CyTKW) B MUHU-
MasibHbIX TepaneBTUYECKUX J03ax U AUYPeTUKOB (Yalle BCero
typocemua) — Ao 20 Mr B CyTKW (B 3aBUCUMOCTU OT CTeneHu
NposiBNEHWIA oTeyHoro cuHgpoma). OgHako cnegyet OTMeTuUThb,
YTO UCKIIIOYUTENBHO CUMMNTOMATUHECKan KOppeKLns cepaeyHon
HEe4OoCTaTO4HOCTU CepAeHHbIMU MMKO3UGAMU U AUYPETUKaMU Y
6GONbHBIX NMPOrpecCUPyIOLLLEA MbILLEYHON OUCTPOUEN, XOTH U
MO3BONSIET BPEMEHHO YMyYLLUTb COCTOAHUE NauueHTa, TeM He
MeHee He cnocobCcTByeT NPOQJIEHNIO CPOKA XU3HW.

Bonee uenecoo6pasHo B cnyyae pa3BuUTUS KapaMoMuonaTum
M 3aCTOMHOW cepAeYHOM HefOoCTATOYHOCTU Ha3HaYeHue cenek-
TUBHbIX [-afpeHO6NOKaTopoB — areHonona B [A03e [0
0,51 MI/Kr B CyTKM (103a [ENUTCA Ha 2 MPUEMA) B COYETaHWU C
KOMMJEKCHBIM KapAUOTPOUYECKUM NeYeHneM: pubokeuH 0,2 1
3 pasa B fieHb, L-kapHuTuH B go3e ot 10 B cyTkn go 50 mr/kr
B CyTKMW BO Bpemsi eabl unv MungpoHar no 250 Mr 2 pasa B AeHb
(npuem npenapata Yepes3 AeHb). XOpoLLUN 3MDEKT Y GONMbHLIX
C BblpaXeHHbIMW HapylUeHUsIMA NPOLECCOB  pencsisipusaumm
B MUOKapge faeT npedykTtan B gose 0,02 r (1 TabneTka) 3 pasa
B AeHb BO Bpems efdbl, KO3H3UM Qy B [03€ HEe MeHee 2 MI/Kr
B CYTKM (nyywuin acbdhekT gocTuraetca npu [o3e npenapara
100 Mr B CYTKM BHE 3aBUCUMOCTU OT Maccbl pebeHKa).

Takke 60MbHbIM € 3aCTOMHOM cepAeyHoN HeQoCTaTOYHOCTLIO
Npu1 NPOrpeccUpyOLLUX MbILLEYHbIX AUCTPOMUAX BO3MOXHO Ha-
3Ha4eHne WHrMGUTOPOB AHMUMOTEH3UHKOHBEPTUPYIOLLIEro dep-
MeHTa B Cy6runoTeH3uBHOM ao3e (KanoteH 0,5 Mr/kr B CyTKu).
OpHako MHeHWe uccnegoBaTtener No NoBoAy 3MHNEKTUBHOCTU U
Luenecoobpa3HOCTU Ha3Ha4YeHUs KanoTeHa Takum 60JIbHbIM He-
oaHo3Ha4Ho [18]. CyLLecTBYIOT pasfityHble CXeMbl MPUMEHEHUS
npenaparta: ot 1 8o 0,25 MI/Kr B CyTKW; NPOACIIXUTENbHOCTL Ne-
YeHua B cpepHeM 36 Hepn. MoOXHO TakXe HasHavaTb pamunpun
2,5 Mr/cyT B 1-2 npuema unu poauHonpun 10 mr/cyt. HasHave-
HWe WHIMOUTOPOB @HrMOTEH3UH KOHBEpPTUpYLLEerc depmeHTa
He BNUSIET Ha AEeACTBUE TaKUX NpenapaTor, Kak cepaeyHble rnu-
KO3MAbl, NPOTUBOAPUTMUYECKME MpenapaTbl, aHTaroOHWUCTbI
KasibLiMEBbIX KAHANOB, ANYPETUKM.

MockonbKy y 60SbHBIX NPOrPECCUPYIOLLIMMU  MbILLEYHbIMU
OMCTPOUSIMU U CONYTCTBYIOLLEN KapauoMuonaTuen, conpo-
BOXJAtOLLENCA 3aCTOMHOW cepAe4HON HepQOoCTaTO4HOCTbLIO, Bbl-
COK pPUCK TPOMB03MGONMMYECKNX OCMOXHEHUNA, HEOBXOAUMO Ha-
3HauYeHWe aHTuKoarynsHToB. lNpegoTBpalieHne TpomM603amM60-
NUI ocyLuecTBNsieTCA Ha3HavyeHneM BapdapuHa B 4o3e, CHUXa-
olwer NpoTpOMGUHOBLIN MHAEKC Ha OaHy TpeTb (noabupaetcs
WHAMBUAYANLHO MOJ KOHTpONeM koarynorpammbl). [loza npena-
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pata He ponxHa npeBblwate 10 Mr/cyT (06bI4HO OKONO
2 Mr/cyT). [lo3y MEHAIOT B 3aBUCUMOCTU OT NokasaTternen Koary-
norpammsl. Mpu OTCYTCTBAUM BO3MOXHOCTU KOHTPOSA Koarymno-
rpaMmmbl MMEET CMbICNT HasHa4yeHWe acnupuvHa B MUKpPOLO3ax
(0,5—1 Mr/kr B CyTKW YTPOM).

O heKTUBHOCTL NPOTMBOAPUTMUYECKUX NpenapaTtos y 60Mb-
HbIX MPOrPeCcCUPYIOLLIER MbILLIEYHON ANCTPOtnen nayveHa Hefo-
cTaTo4Ho. C uenbio KOppekuuM apuTMMiA BO3MOXHO MpUMEHe-
Hue npenapaToB XMHWAWHOBOrO pagda (XxuHWauH v np.), B-appe-
Ho6nokaTopoB (ateHonon 0,5—1 Mr/Kr B CyTKu 1 np.), 6nokaTo-
pOB KanbLMEBbIX KaHaNoB (M3OMTUH B 3aBUCUMOCTM OT MaccChl
oT 120 Mr/cyT, MakcumanbHaa fosa — 480 Mr/cyT; [o3bl noa6u-
paloT nHauBuayansHo nof kKoHTponem 3KI), nmpookawuHa. Mpen-
NoYTUTENIbHOE Ha3HaYeHUe TOro UK MHOTrC Npenapara onpeae-
nAeTCca xapakTepoM aputMun. Ons 60MbHbIX NPOrpeccupyoulen
MbILLIEYHOW AUCTpOPMEN C HapyweHusiMM puTMa cepaua He
NOAXOAMT O6bI4HAA «PYyTUHHas» Tepanua apuTMUiA, NpUMeHsie-
Mas y NauueHTOB, HE UMEIOLLIMX HEPBHO-MbILLEYHLIX 3aboneea-
HUA. JleyeHne apuTMUI cnegyeT NPoBOAUTL, €CNIK OHU CONPOo-
BOXJAKTCA CYE6BbEKTUBHO HENPUATHBIMM OLLYLLIEHUSIMU, CNOCO6-
CTBYIOT NOSIBJIEHUIO HELOCTATOMHOCTM KpPOBOOGpaLLEHMS,
COMPOBOXAAIOTCS NPECUHKONANbHBIMA W/WIM CUHKONANbHBIMU
COCTOSIHUSIMW UK SIBNAIOTCA XU3HeyrpoxaemeiMi. U naxe npwm
HaNM4YUK XenyaouKOBbIX apUTMUA, KOTOPbIE SIBASIKOTCS XU3HEYT -
poxXaembiMK1, HEOOXOAUMOCTL MPOBEAEHUA NPOTUBOApUTMUYE-
CKOW Tepanuu He aBnfaeTc oqHO3HAaYHO HeOBXOAMMON, NOCKOSb-
KY UMEHTCA CBEASHUS O MEHbLUEN BbXMBAEMOCTU GOMBHbIX
NPOrpeccupyioLlen Mbile4HoOW aucTpodmen HiowueHHa/bekke-
pa, UMEIOLLIMX XENYNOYKOBbIE SKTOMUMA U HAXOOALLMXCA HA Mpo-
TUBOAPUTMUYECKOWA Tepanuu Mo CpPaBHEHUIO C aHaNorMYHbIMK
naumMeHTamu, He Mnoy4arwmMm NPOTMBOAPUTMUYECKUX Mpena-
patoB [19, 20]. NMog6op NpoTUBOCAPUTMUYECKON Tepanun Heob-
XOAUMO BECTU B YCNOBUAX KApANONOrMYecKoro ctauuoHapa.

Mpu cuHycoBol Taxnkapauy Ha doHe HopmanbHoW hpakumnm
BbI6pOCa NEBOro Xenyaoyka UCNonb3yloT CeneKkTuBHble 6noka-
Topbi Bi-agpeHopeuenTopoB (6uconponon, metonponon). Ctap-
ToBas [o3a cocTaenseT gns 6uconponona 0,5 Mr/cyT, ans MeTo-
nponona — 5 Mr/cyT. B nocnegytowem AO3VMPOBKY yBENuiMBaloT
COOTBETCTBEHHO [0 2,5 n 25 Mr/cyT. YBennd4eHme [o3bl NpoBo-
AAT NOCTENEHHO B TedeHne 5-8 Hep. Temn HapalMBaHus 03kl
onpegenseTc UHAMBUAYaNbHON YyBCTBUTENBHOCTLIO 60/TLHOTO.
Kypc Tepanuu cenekTvBHbiMM (-6nokaTopamy MpOQomKaeTcs
HECKONMbKO MecsueB. KOHTponb NeyeHus OCyLLecTBRsSeTCA ny-
TEM WUCCNEenoBaHWUA YPOBHA HOPanWHedpuHa B NnasMe KpoBM
6onbHbIX. HopManbHas KoHUeHTpaumsa HopanuHedpuHa B nnas-
Me Kposu cocTtaensieT 450 nr/mMn, a y 60MbHbIX NPOrpeccupyio-
Wen MbIeYHOn aMCTpotbmnen, UMEIOLMX CUHYCOBYIO Taxukap-
OMI0, OHa, KakK NpaBuIo, MpeBbILLaeT HoOpMarbHbIe NoKasaTenu.
3a Bpemsi Tepanun cenekTuBHbIMU i-afpeHobnoKaTopamMmn KoH-
UeHTpauusa HopanuHedpuHa B Mna3me KPOBM CHUXAETCA A0
HOpPManbHbIX 3HAYEHUMN.

MpucTynbl Xenyao4koBOW Taxukapauw y 60MbHbIX Nporpec-
CUPYIOLLEA MBILLEYHON OUCTPOdMen Hanbonee 4acTo Kynupy-
10TCa nupokamHoMm. [MpenapaT BBOAAT BHYTPUBEHHO BHadane
CTpYnHO 50-100 Mr npenapara B Te4yeHue 3—4 MuH, 3aTEM Nnpo-
LOMKAOT BBEAEHWE KanenbHo, B CpeaHEM 2 MI/MUH [0 Kynupo-
BaHus npucTtyna. lpu cynpaBeHTPUKYNAPHOW NapoKCU3MaibHON
Taxukapguu 6onee LenecoobpasHo Ha3Ha4YeHWe NpokanHaMmaa
BHYTPUBEHHO B fo3e 0,2-0,5 r co ckopocTbio 2550 Mr/MuH, nn-

60 BBOOAT «Harpy3odHylo pnosy» 10-12 Mr/kr B TeveHue
40-60 MUH, a 3aTeM NPOUIBOAAT NOLAEPXKUBAIOLLIMIO UHDY3UIO
u3 pacyera 2-3 Mr 8 1 MuH. MNocne KynupoBaHua npucTyna Ha-
3Ha4alT NOAAEPXUBAIOLLYIO [03Y BHYTPb no 0,25-0,5 1 kaxable
4-6 4) UM BHYTPUBEHHOE BBEAEHWE MpenaparoB avruranuca.
HeobxopumMo OTMeTUTDL, YTO cepfedHble MMUKO3uabl Y 60JIbHbIX
NPOrpeccupyioLiie MbiLLeYHON AUCTPOMUEN [OMMKHBI UCTIONb30-
BaTbCA C KParMHEW OCTOPOXHOCTLIO M3-3a NErkOCTU UX Nepeno-
3MPOBKM (K HeW nNpegpacnonaratT rMNoKCua, CHAXEHWe noyey-
HOWA (DYHKUMU M HU3KWMA YPOBEHb Karnusi B CbIBOPOTKE KPOBMW).
B oTtgenbHbix cny4dasx y 60MnbHbIX NPOrpecCUpYIOLIEN MblLLEY-
HOWM gucTpodmen Imepu-Lpeidycca ona KynupoBaHua cynpa-
BEHTPUKYNSAPHON TaxukapauMm MoXeT OblTb HeobxoavMa WM-
nnaHTauua gepubpunnsatopa [21].

BpagnaputMun (6pagukapgus, naysbl CMHYCOBOrO pUTMA,
npeBsbllalowpe HOPMAaTUBHbIE 3HaYeHWsl, aTPUOBEHTPUKYNAp-
Hble 6n0okafdbl pasfMYHOA CTENEHU) U MepuaHue-TpeneTaHue
npeacepamin Hanbonee 4acTo BCTPEaloTCA Y 60MbHbIX NPOrpec-
cupyloLler MbilleyHo aucTpodumenn 3Mepu—[peidycca [22,
23], HO MOTYT BO3HUKATb U Y 60MbHBIX C APYrMMU (hopMamMm npo-
rPEeCcCUpPYIOLLINX MbILLIEYHbIX AUCTPOMUIA. [nsa KynupoBaH1a npm-
cTynoB 6pagukapavy, CONPOBOXAAIOLMXCA NPeCUHKONasIbHbI-
MU W/WNU CUHKOMANBbHBIMW COCTOSIHUSAMMU, UCMONb3YIOT BHYTPU-
BEHHOE BBeAEeHMe aTponuHa (B MOMEHT CUHKOMe ANna AeTew
ctapwe 10 net — 1 Mn aTponuHa BHYTpUBEHHO). Hanbonee vac-
TO MPUHYMHOWN Pa3BUTUA aTPUOBEHTPUKYNAPHON 6nokagsl u/unu
6pagmaputMumn siBNsSeTCs Nepefo3vpoBKa Npenapatos rpynnbi
aurutanuca. Y 60MbHbIX, UMEIOWNX KapAMoMUonaTUuIo, faxe
CTaHaapTHO PEKOMEHOYEMBIE [03bl CEPAEYHbIX MMMKO3NA0B MO-
ryT BbI3BaTb CUMMTOMbI NEPEefo3UPOBKU, MOCKOMNbKY Macca MUO-
Kapga Yy HUX 3HaAYUTENbHO HWXE, YeM Y 3A0POBbLIX LeTel, U co-
OTBETCTBEHHO MEHbLLIE peLenTopoB K NpenapaTaM gurutanuca.
MoaToMy ecnun y 60MbHOrO BO3HUKNA 6paavapuTMna Wunu at-
PYOBEHTPUKYNApHan 6nokaga, Hy>XXHO cpa3y Xe YTOYHWTb, Nosy-
YaeT NW nauyueHT npenapartbl rpynnel gurutanuca. B cnydyae
npuema npenapara Heo6xoAuMo cHavana nonpo6oBaTtb CHU3UTb
o3y aurokcuda, Ecnm xe HapyLieHne NpoBOAMMOCTH COXpaHs-
€TCA U OHO COMPOBOXAAETCA NPECUHKONAaNbHBIMU U/UNN CUHKO-
NasibHbIMU COCTOAHUAMM, CreyeT UCTIONb30BATL BHYTPUBEHHOE
BBEAEHME aTponuHa. XopoLyto athPeKTMBHOCTL NpU Kynuposa-
HUW NPUCTYMNOB MepLaHUA-TPeneTaHua nNpeacepamMn y 60nbHbIX
Muonatuern Omepu—Lpendycca faeT npuMeHeH1We npenapaToB
kanusa (aeTtam crtapile 10 neT naHaHrvd o 8 TabneTok B CyTKu
B TEYEHWe 2 Hef, 3aTeM NOCTENeHHOe CHUXEeHWe [03bl).

MMnnaHTaumMa UCKYCCTBEHHOrO BOQUTENA pPUTMA Y 60MbHbIX
mMuonaruen [ioweHHa n bekkepa npoussoauTcs KpawHe penko,
MOCKOSIbKY Hanu4ine 3MeKTPOLOB B NPaBOM XENyLouYKe MOXEeT
NpOoBOLMPOBATL BO3HUKHOBEHMWE TAXESbIX XENYLOYKOBbLIX apuT-
MUA. B TO e BpeMsa 60MbHBIM NPOrPECCUPYIOLIEN MbILLEYHON
ouctpochuen 3Mepu—[peidycca Heo6XxoQMMO yXe B NepBoW
Jekage XW3HU CNeguTb 3a HapyLUeHWsIMKM pUTMa cepaua U on-
penensaTb NP1 HEO6XOAUMMOCTU NMOKa3aHWA K MOALINBAHWUIO 3NekK-
TpokapanocTumynaTopa [24].

BceM 60MbHBIM NPOrpeccupyowei MbllieqHOW QUCTpodu-
el HaxoJAWMMCA B KpaHen cTagnm Te4eHna KapguomMmuonaru-
YecKoro npouecca, Npu KOTOPOM MeAMKaMeHTO3Haa Tepanus
CepaeyHO-COCYAUCTbIX HapyLleHWA He [aeT Xenaemoro ad-
hekTa, Heo6x0AUMO onpeaenaTb NOKasaHua Ans NPOBEAEHUSA
TpaHcnnaHTauuu ceppua. KputepveMm ans SToM onepauuu y
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60MbHbIX Nporpeccupylolle MbilieyHon guctpoduen HdiolueH-
Ha/bekkepa SABNAETCA CHUXEHWE COKPaTUMTENbHOW CnocO6HO-
CTW MMOKapga NeBoro xenygovka MeHee 25% B co4eTaHUM ¢
ABNEHUAMW HEKOHTPONUPYEMON 3aCTOMHOM cepaeyHoOn Hepoc-
TaTro4HOCTMU.

TyronoAgBMXHOCTL LUEWHOrC OTAEMNa NO3BOHOYHUKA y 60Jb-
HbIX MuogucTpodmed Smepv~[pelidycca, a Takxe BblICOKUA
PUCK BHE3aNHOW CepaeyHon CMepTH BCeacTBUE XU3HEYrpoxa-
€MbIX apUTMWA ONpedensioT TPYAHOCTM B aHeCcTe3Nonorum Ta-
KMX 60MbHbIX, HANpUMep, ANA NpoBedeHUs onepaTUBHOIC neye-
HWA KOHTPAKTYp NIOKTEBbLIX CYCTaBOB M APYrvxX opTonean4eckmnx
onepaumn. R.Aldwinckle n A.Carr [25] cuuTaloT, 4TO NnpuMeHeHue
napuvHreanbHON Macku MOXET peLUunTb NpobneMbl MHTyHauuu, a
AnuTenbHas anvaypanbHasa 61okana cnocobCcTeyeT afeKkBaTHON
aHecTe3nun 605bHOro.

K coxaneHuio, B HacTosilLee BpemMsa He paspaboTaHo pagu-
KanbHbIX METOA0B NEYEHUS NPOTPECCUPYIOLLIUX MbILLEYHbIX AUC-
Tpochuin. Ho ecnun ewe 10 net Hazaa 6yayliee Takux GONbHbIX
NpeacTasnAnocb OOHO3HAYHO NECCUMUCTUYHBIM, TO B HACTOS-
iee BpEMA ycnexu FEeHHOW WHXEHepun, a Takxe MeTodoB
TpaHcNaHTauMM MbILLEYHOW TKAHW BHYLLAIOT OnpeneneHHbIA
ONTUMKU3M B He CTOMb OTHANEHHOM 6yayliem [26].
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