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[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.
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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-
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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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knaccudukauma AO/ASIF [3, 29, 35], koTopasa no3BonseT
onpenennTb He TONbKO TUM Nepenoma, HO U CITYXUT anro-
puTMOM BbiBopa nevebHor TakTukm [30].

Mepen BpayoM, OCYLLUECTBASIOLLMM Jie4eHne nepe-
fiomMa gmcTtanbHoro Metasanudmnsa ly4eBoin KOCTU, CTOAT
cnepywowme 3agadn: 1) BOCCTaHOBUTb aHAaTOMMYECKYIO
dopMy Ny4eBOM KOCTU; 2) 06ecneymTb CTabunbHOCTb PUK-
cauumn; 3) NpoduNakTukKy OCNOXHEHUN; 4) npoBeaeHue
MOJSIHOLLEHHOro peabunMTaLMOHHO-BOCCTAHOBUTENBHOIO
nevexwns [3].

Beoywimm MeTOoOM neyYeHns nepesioMoB OUCTaslb-
HOro metasnudusa Ny4eBOM KOCTU Y MNOXWAbIX JIOAEN
B amOynaTopHOI NMpakTUke OCTaeTCs 3akpblTas pyyHas
peno3unumnsa. K coxanenuto, nub HebosbLIas 4acTb pac-
CMaTpmMBaEMbIX MEPEIOMOB XOPOLIO NMOAAAETCS 3aKpbl-
TOW PYYHOW Penosnuum n CoXpaHseT cTabuibHOCTb Npu
nocneaywowen MMmMoobmnmsaLmm rmncoBbIMN NOBA3KaAMM
[28, 30].

Bbicokas 4acToTa HecTabuNbHbIX MEPENIOMOB, Xapak-
TEPHbIX 4719 NIOAEN MNOXUA0ro U CTapyeckoro BO3pacTa,
npegpacnosiaraet K pas3BUTUIO BTOPUYHBIX CMELLEHUIA
KOCTHbIX OTNIOMKOB [37]. K peHTreHonorn4eckmm npusHa-
KaM HeCTabuIbHOCTM NepesioMa ANCTANbHOrO MeTaanu-
dun3a Ny4eBor KOCTU OTHOCAT coYeTaHue AByx u Bonee
NPU3HaKoB: pa3MoO3XeHue meTadusa JIy4eBOW KOCTW;
CMELLEHNE HakNoHa CYCTaBHOM MOBEPXHOCTU JIy4EBOWN
KOCTU B TblJIbHYIO CTOPOHY Bonee 4yem Ha 20°; cMmeLleHne
OT/IOMKOB, 06pa3yloLLMX CYCTaBHYO MOBEPXHOCTbL Jyye-
BOW KOCTU, Bonee 1 MM; Nepenom NoKTEBOM KOCTU NMbo
€e WWNOBUAHOrO OTPOCTKA; YKOPOUYEHME Ty4EBON KOCTU
6onee 5 mm; octeonopo3d [30]. N0 MHEHUIO HEKOTOPLIX
aBTOPOB, NPV BHYTPMCYCTaBHbIX MEPEIOMax CO CMeLle-
HMEM KOCTHbIX OTJIOMKOB MPakTUYECKN HEBO3MOXHO BOC-
CTaHOBUTb KOHMPY3HTHOCTb CYCTaBHbIX MOBEPXHOCTEN C
MOMOLLIbIO KOHCEPBATUBHbLIX METOAMK [5].

HecMoOTps Ha OTCYTCTBME KOMMbIOTEPHOW TOMOrpa-
dun Npn okazaHUM 3KCTPEHHOW MEeAULMHCKON MNOMOLUU
B aMbOynaToOpHbIA YCNOBUSIX, MOKAa3aHO NPoBeAEeHNe AaH-
HOro AMarHOCTUYECKOro MeToga B njaHOBOM MOpPsiAKe, C
peLleHnemM Bonpoca 0 NPOBEAEHNN ONePaTUBHOIO feye-
Hua [35].

YuntbiBas, 4TO 00 55 % nepenomoB OUCTaNbLHOro OT-
fena ny4yeBoOl KOCTU COMPOBOXOAKTCA MOBPEXAEHUEM
ee cycTaBHoM nosBepxHocTH [39], KpaiHe BaXKHbIM ABAS-
€TCH TOYHas Peno3mums KOCTHbIX pparMeHToB. [1oCKonb-
Ky Aaxe MUHUManbHas BennymHa (1-2 Mm) CMeLLeHns cy-
CTaBHbIX MOBEPXHOCTEN CTAHOBUTCS MPUYMHOWN PA3BUTUS
ocTeoapTpo3a [35]. Hannune nepenomMoB co CMeLLEHN-
eM, 3axBaTblBalOLMX OAHY TPeTb 1 6osiee cycTaBHOI MNo-
BEPXHOCTW JIy4EeBOM KOCTU, paCCMaTpPMBAETCS Kak Npsimoe
nokasaHue K MPUMEHEHMIO ONEePaTUBHON METOANKN feye-
Hug [7]. Pe3ynbtaThl peno3vunm cnegyeT cumTaTb Heyao-
BIETBOPUTENbHBIMU B CIIEAYIOLLMX Cy4asix: COXpaHeHne
BHYTPUCYCTABHOIO CMELLEHMS OTIIOMKOB 6Gonee 2 Mwm;
YKOPOYEHME NIy4eBOI KOCTU Bosee 2 MM; CMELLEHNE Ha-
KJIOHA CYCTaBHOM NOBEPXHOCTU JIy4EBOWN KOCTU B ThISIbHYIO
cTopoHy 6onee 15°[30].

OpHnm 13 Hambonee NpPocThiXx cnocoboB, NO3BOJISAIO-
WM YIyYLWNTb pe3ynbTaTtbl KOHCEPBATUBHOIO JlIeHEeHUs
nepesioMoB JIy4EBOM KOCTU, B TOM YNC/E B aMOynaToOpHbIX
YCNOBUSX, SIBASETCS 4peckoxHas dukcaums nepenoma
cnuuamm KnpwHepa [8, 18]. 9ddekTMBHOCTL MeToAa 3a-
BUCUT OT TOYHOCTM PEMNO3ULNN U COXPaHEHUSI CTaBUNbHO-
CTM OCTEOCUHTE3a B npoLecce nedenus [36]. Ana octeo-
CUHTE3a NepesioMoB AMCTallbHOro MeTaanudmnaa y4eBon
KOCTU aKTUMBHO MCMOJb3YKOTCS Pas3nuyHble KOHCTPYKLMN
annapaToB BHellHel dukcauum [4, 10]. Xopolumx aHaTo-
MUYECKUX U DYHKLMOHANBHBIX PE3YNbTaTOB IEeHEeHUs Mo-
3BOJISET OOOUTLCA OTKPLITAs Peno3nuns N BHYTPEHHAS
durKcaumsa NnepenomoB y4eBon kocTu [12].

HesaBucumo oT cnocoba onepaTnBHOrO NeYeHns Tpe-
OyeTcs TWwaTenbHOE NpeaonepaunoHHoOe NiaHMpoBaHmne,

BKJIOHAlOLLEE KOMMbIOTEPHYIO Tomorpaduio. Onepatms-
HOe BMEeLIaTeNbCTBO AOJIKHO OCYLLUECTBNATLCS TOJIbKO
nopn, KOHTPONEM 3/IEKTPOHHO-0OMNTUYECKOr0 Npeobpas3oBa-
Tena (900) [2, 35].

Mpwn onpegeneHmn nokasaHuin K onepaTtuBHOMY Jfie-
4yeHuo 1 BbIBOPE METOAUKN OCTEOCUHTE3a NEPEsoMOB
JlYy4EBOW KOCTU Yy MOXWIbIX NIIOAEA HEOBXOOMMO YYUThI-
BaTb COMYyTCTBYIOLLME 3a00NEBaHUSA, KOTOPbIE B MOMEHT
Nnony4YeHnss TPaBMbl MOFYT HAXOOUTbLCS B CTaguu AEKOM-
neHcaumu, a Takxke COouManbHOE MONOXEHME MOXWUA0ro
4yenoBeka M BO3MOXHOCTb a4EKBATHOI0 yx04a 3a NaLueH-
TOM B MnocreonepaumoHHoM nepuope [26]. Kpome Toro,
cnenyeT OLEHUTb BO3MOXHOCTb Pa3BUTUS KOMMIEKCHOIO
pernonapHoro 6onesoro cuHagpoma (KPBC) [5]. Paccma-
TpueBasa npuyuHel pa3sntusg KPBC MOXHO OTMETUTb, YTO
nauueHTbl B BO3pacTe cTtapuwe 51 roga, nony4ynswime ne-
pPEeNoMbl Iy4EBOWM KOCTM CO CMELLEHMEM Ha HOHE conyT-
CTBYIOLLIEN COMATMYECKOW NaToNorMm, NonaaatoT B rpynny
BbICOKOIO U 04eHb BbICOKOro pucka passutus KPBEC [6] n
CTOWMKNX MUKPOLMPKYNATOPHBLIX HApyLIeHWiA obnacTtun ny-
4ye3ansacTHOro cycraea u kuctu [16].

HekoTopble aBTOpbl CYUTAlOT, 4TO BO3pacT na-
umeHTa ctapwe 70 neT, BblpaXeHHbIi OCTEeonopo3 u
hereHepaTtnBHO-AMCTPOOUNYECKME W3MEHEHMUA JNy4e3a-
NsSICTHOro CyCTara, NpealweCcTBOBaBLUNE TPABME, SBSAIOT-
Csl NPOTUBOMNOKA3aHNEM K ONepaTUBHOMY JIeYEHUIO Nepe-
JIOMOB ANCTanbHOrO MeTasnudmaa ny4eBomn KocTu [2].

PaccmaTpuBasi AMarHOCTUKY U Jle4eHue NepenioMoB
OucTanbHOro Metasanudnaa ny4eBor KOCTU B MOXUIIOM U
CTap4yeCckoM BO3pacTe, HeNb3s 060NTU BHUMAHUEM MPO-
6nemy octeonoposa. VIMEHHO nepenombl, B TOM 4ucne
Jly4EBOWN KOCTW, CTAHOBATCS Hanbosee YacTbiM KIIMHUYe-
CKMUM MposiBNeHnemM octeonopo3a [21, 22, 23, 28], kak
nepBUYHOro (B NOCTMEHONay3e, CUHWUILHOMO), Tak 1 BTO-
pVYHOro (Ha ¢oHe peBmMaTMyecknx 6onesHeln, aHOA0KPU-
HomaTwui, Npuema rniokokopTnkongos) [20]. Y naumneHTos,
CTpafaioLLMx OCTEONOPO30M, HaCTOTa NEPEIOMOB B 6 pa3
BblLLe, YeM Yy naumeHToB 6e3 octeonoposa [19]. B ceasn
C 9TMM BbICKa3bIBAETCSH MHEHME O HEOOXOAMMOCTU CKPU-
HVUHIOBOW VMHCTPYMEHTAJIbHON 1 1abopaTopHOM anarHo-
CTMKK ocTeonopoda B Bo3pacTe 45, 50 n 60 net [33], a
Takke NMPUMEHEHUS CNeuuanbHbIX ONPOCHUKOB A1S1 Bbl-
SIBNIEHWS TPynn pucka octeonopo3sa [25]. Hanuune y na-
LMEHTOB MOXWIIOFO M CTApyeCckoro Bo3pacTta TUMNYHbIX
nokanusaunin nepenomoB (OUCTanbHbIN OTAEN Ny4YEeBOMN
KOCTW, Wweiika 6eapeHHon KOCTU, NMO3BOHOYHMK) AOJIKHO
pacueHnBaTbCs Kak abCoOTHOE Mnoka3aHue Oasi KOM-
NAeKCHON AnarHoCTUKM ocTteonopoaa. [Mpun aTom ny4wmnm
HEVHBA3VBHbIM METOAOM OLEHKM MPOYHOCTU KOCTHOW
TKaHW Ha CEroAHSALWHNI AeHb ABNSEeTCS OeHCUTOMETpUYe-
CKO€ UCCNeAOBaHVE ee MUHEPASIbHOM NIIOTHOCTY [24].

30M10TbIM CTaHOAPTOM Tepanuu OCTeonopo3a, B TOM
4yncne n Npu nepenomax KoOCTen, cHnTalT 3aMecTUTEb-
HYIO ropmMoHanbHyo Tepanuio [14, 27, 33], koTopas no-
3BonseT Ha 50 % CHM3UTb PUCK NEPENOMOB MPEANeYbs
n weinkn G6egpa [21]. B knnHWYeckol npakTuke Takxke
XOPOLIO 3apekoMeHaoBanu cebs Takme npenaparbl, Kak
KnumaktonnaH [33], Mmakanbumk, KansumMtTpmnon n anbda-
kanbumaon [21].

Taknm 06pa3om, AMarHoCTUKa U ie4eHne NnepeioMoB
OMCTaNbHbIX OTAENO0B JIy4eBOW KOCTW B MOXUIIOM BO3pac-
Te SBNSIeTCS BAXHOW M He 00 KOHLA peLleHHOWn Meamko-
coumanbHON M 9KOHOMUYECKOolr npobnemoii. XapakTtep
nepenomMoB AUCTaNbHOro metasnmdmniaa ny4eBom KOCTN 1
CBSI3@HHBIX C HUMU OCJIOXHEHWIA NpenonpenenseT Heoo-
XOAMMOCTb 60Jiee LUMPOKOro NpMMeEHeHNs B ambynaTop-
HOM MpakTUKe KOMMbIOTEPHOM TOMOrpadum, B TOM 4YUC-
Jle 1 N0 SKCTPEHHbIM Noka3aHusaM. B cBolo ovepenpb 310
TpebyeT CyLLECTBEHHOIO TEXHMYECKOrO NepeoCHaLLeHNS
TPaBMaToNorMyecknx MnyHKToB. BedycnoBHO, paclmpe-
HVEe NoKa3aHWi K ONepaTMBHOMY JIEHEHUIO U MPUMEHEHNE
COBPEMEHHbLIX METOAMK OCTeocuHTe3a 6yneT cnocob-

109



Jj OB30P

CTBOBaTb YJY4LLEHNIO NOKa3aTEeNs KayecTBa XMU3HU cpe-
an noxunelx nogen. PelweHne o603Ha4YeHHO NpobnemMsl
HEeBO3MOXHO Takxe 6e3 nNpoBeaeHnst MaclUTabHbIX Mepo-
NPUATUIA NO KOMMIEKCHOM AMArHOCTUKE N IEYEHUIO OCTE-
0onopo3a B NOXW/IOM U CTap4ECKOM BO3pacTe.
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U. B. Cyszaaabues, U. A. NMoAaanuH

CTABpPONOAbLCKMHA FOCYACPCTBEHHbIA MEAULLUHCKUA YHUBEPCUTET

Mepe u3BeCcTeH eule Bpayam ApeBHen Mpeuuun.
Bo Bcsikom cnyyae B Tpyaax mnnokparta yno-
MUHaeTcs 3a0oneBaHue, AOBOJIbHO ObICTPO npuU-
BoAsiee K CMepTu, OCHOBHbIMU CUMIMTOMaMU KO-
TOPOro crayXaT noJsinypuss 1 Moya cnagkoro BKyca.

Bepom'uo, caxapHbiii anabet Obll1 B KaKoW-TO

Cy3panbues Uropb Bnagummposuy,

[OKTOP MeAMUMHCKUX Hayk, npodeccop, 3aBeayowmnii kadeapom
(haKybTETCKON XMpPYyprum

CTaBponosibCKOro rocyAapCTBEHHOr0 MEANLIMHCKOro YHUBEpCUTeTa;
Ten.: (8652)561700; e-mail: suzdalsev@yandex.ru

MonanuH MBaH AHaToNbeBMY,

accucTeHT Kadenpbl hakynbTETCKOW XMPYpPrum

CTaBponosibCKOro rocyAapCTBEHHOr0 MEANLIMHCKOrO YHUBEpCUTETa;
Ten.: +79187766312; e-mail: gecsli@mail.ru

B 1755 roay Dobson metogom Gpo)xeHusa Bnepsble
o6GHapyxun y 6onbHoro caxap B mo4ye. B 1889 roay
MuHkoBckuii u Meputr, a B 1901 roay J1.B. CoGonee
pa3HbIMKU cnoco6amMu 3KCNepuMeHTaslbHO A0Ka3anum
poNb NOAXKENyAO4YHOW XXene3bl U JIaHFreHraHCOBbIX
OCTPOBKOB B pa3BMTUM caxapHoro guaberta. B 1921
roay BeHTUHr n Bect nony4Ywnn ropMmoH OCTPOBKOB
noaXXenyno4yHoun Xxenesbl, HA3BaHHbIA UMW UHCYJIN-
Hom [8].

CaxapHblii anabeT B nocfeaHne OecsatuneTust CTouT B
psgy NPUMOPUTETOB HaUMOHANIbHbLIX CUCTEM 34 PABOOXPA-
HeHus Bcex cTpaH mupa. K 2030 roay, no AaHHbIM 3KCnep-
ToB BO3, npepnonaraetcs yBenuyeHme ymcna 60SbHbIX
0o 380 mnH yenosek. He meHee gpamaTtnyHas cutyauus
Habnopaetca u B Poccun: B 1994 rony pernctpmpoBsa-
nocb 8 MiH 6onbHbIX [1, 2, 4].
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