


MblLLeYHble OUCTPpOdOUN

° Fpyrna KJIMHNYECKU
NOJIMMOPMHbLIX FrEHETUYECKMN
NeTepMUHNPOBAHHbIX
3a60/1eBaHNN, B OCHOBE
KOTOPbIX NeXaT nepBUYHbIe
nporpeccupytoLme
nereHepaTuBHblIE U3MEHEHUS
B MblLLUEYHbIX BOJIOKHAX



icTopua

e P.Becker B 1955 roay onucan
3aboneBaHne, PEeHOTUNMUYECKMH
CX0JHOE C MblleYyHON AncCTpoduen
[llolwieHHa, HO oTnYaBLueecs bonee
no3gHMM Ae6l0TOM U
nobpokayecTBeHHbIM TeYEeHUEM




YacTtoTa un Tmn HacrnegoBaHUS
3,2 - 5 Ha 100 000

PeueccuBHoe X-cuenneHHoe HacnegoBaHue iokyc Xp21

r1 XY 340p0OBbIN OTel

X°X MaTb-HOCUTESb '

iy

|
XY 3uop0|3bw| XX"300Pp0Bas X°Y oanom XEATR EER
MY>X4YMHa XEeHLWKMHa MY>XX4YMHA HOCUTESb

30% cny4yaeB cB43aHbl C HOBbIMW MyTaUUAMU



[ eHeTn4Yeckme adaHHble

Oeneuns vnm aynankaums reHa aucTtpodumHa

CHMXKEeHMe g :
KosimyectBam ° ° A e
HapyweHue " - MEMBPAHA
pa3Mepa 6ent

ANCTpOo(dUHa

2-1 fOMeH 3-4 fomeH  4-1 pomeH

QNCTPODUH

KapamoMuouuThbl,
KJ1IETKM
nposoaslen
CUCTEeMbl cepaua

CkeneTHble
MbILULLbI



[ eHeTn4Yeckme aaHHbIe

[eneuna reHa aMcTtpoduHa B MPOKCUMaIbHOM
otTaene obnactun I - Taxenoe tedeHne MAB
(paHHUM pebioT, 6bICTpoOe nporpeccupoBaHue)
N HN3KOE coaepXXaHne ANCTpodUnHa

Jeneuunst reHa ancTtpoduHa B NPOKCMMaibHOM
oTaene obnactu II - MeagneHHoe
nporpeccmpoBaHmne, nob6pokavyecTBeHHoe
TeyeHue

[eneuuns reHa AMcTpoduHa B LLEHTPA/IbHOM
otaene obnactu II - acuMmnToMaTnyeckoe
TeyeHue

[eneunda reHa AMcTtpodunHa B ANCTaSIbHOM
otaene obnactu II - knaccnueckaa MIb



[laToreHe3s MMoancTPOMUU (ro 11.M. FpuHKo)

IHATOJIOI'UA
MBIIHIEYHASA PABOTA JTUCTPODUHA JAPYI'HE ®AKTOPDBI
~~ ~~ <~
HECTABUWJIBHOCTH MBIIIEYHOU MEMBPAHBI
~~ ~~
‘ BI/IOXI/IMI/I‘IECKI/IEEPEBPAHJEHI/IH MAMEHEHUA
Pa3HOKAJUOEPHOCTH BOJIOKOH, pereHepamnus
/| HAPYIIEHME |\ !
(¢epMeHTOB | MBIEHbIX Geaxop HM3MEHeHHeE (pOPMbI BOJIOKOH
'
INENTHUA0B MBI HHHHIHOBHOHHOFO TPaHCIIOpTAa mnepcmcpameﬂfae BOJIOKOH, Pa3pbIB
\ e e MOSIBJEHHE HEKPO30B.

"
P = —

g ‘ «r
pa3pacraHme >)KUpoBOM U COCAUHUTC/IbHON TKAHHU

SIIP — I'NITOKCUsI

—CPp 6 ‘
. < npeodagaHue pacmnaaa BOJIOKOH
nosisjieHue IOJI pe3Koe YMEeHbILEeHHEe MbIIIILI
«r *
X20C 00MEHHBIX peaKIui M3MEHEHHe COCYANCTON CTEHKH

v
OTPaBJICHUC NMPOAYKTAMHU pacnaaa OTcyTCTBi/Ie MBIIIIII,

' Y
HOPpMaJIU3alus II0Ka3aTc/JICHu (n3-3a OTCYTCTBUS MI)IIIIII) CANHHNYHBIC BOJIOKHA



KnnHmnyeckas KapTuHa
[ebtoT B 10-20 net

cnabocCTb, YTOMJIAEMOCTb NMpU ANUTENBbHbIX
dun3nyecknx Harpyskax, TpyaAHOCTU NnoAbeMa No
NnecTHuue, YyacTble nageHus

MUaNrnum B HOrax, Kpamnwu
cuMnToM [oBepca
«KYTUHaA» noxoaka

ncesaornnepTpodun MblilliL; No3gHee -
aTpoduM MbILIL, NPENMYLLECTBEHHO B B 061aCTn
Ta30BOro nosica, 6eaep

[TopaxkxeHne cepae4yHO-CoOCYyaNUCTON CUCTEMbI B
75% cny4yaeB (HapylweHns puUTMa,
AnnsTaunoHHasa Uan rmnepTpodpuyeckas
KapAnomMmonaTus, cepaeyHas
HeAOoCTATOYHOYTb), YAacCTOo Y XEeHLWNH-HOCUTENEN

Ha no3gHMX 3Tanax - KOCTHO-CYCTaBHbIE
HapyLleHunsa («nonas crona»)

Henpo-3HAOKPUHHbIE paCcCTPOUCTBA
(rmnoreHnTann3Mm, aTpodpus anyek) - peako

AT & 4




KnnHunyeckas

bonbHOM 15 neT;
3aMETHO MopaxeHue

MblLL, rsie4eBoro rnosca

(He MoXeT Aonro
yOep>XuUBaTb PYKU B
FOPU30OHTA/IbHOM
NO/IOXEHNN), PE3KO
Bblpa>eHbl
ncespornnepTpoun
MbILUL|

aTpodus naevyeBoro u
Ta30BOro rnosca,
ncesgorvnepTpodunmn
MKPOHOXHbIX MbILULL.

[lcnxmnyeckoe pasButume

HOPMaAJIbHOE, YYUTCA B
UHCTUTYTE

BonbHOM 24-x neT. boneH ¢ 14 boneH c 14 ner,
neT. BblpaxxeHHasa MblleYyHas

noTepst XoaL6bl 520"
neT, KpecesbHbIN
60NbHOWM; MbILLEYHAs
aTpoduns B
NPOKCMManbHbIX
oTaenax ~”
KOHEeYHOCTEeMN,
crmbaTenbHble
KOHTPaKTYypbl



JTabopaTtopHbie U
MHCTPYMEHTAarbHbIE NCCNEeaOBaHUS

e KOK KpoBMU

e /IMMYHOLUUTOXUMUYECKOE onpeaeneHne
ANCTPOMUNHA B CKENEeTHbIX MblllLaX

e OMI
e [eHeTnyeckoe obcneaoBaHue

e YNbTpa3ByKOBOE WU MOPMOIOrM4yeckoe
nccneaosaHue Moiwy, KT ckeneTHbiX
MblLU L

e BbigaBneHmne nopaxeHunsa cepaua (IKI
MOHUTOPUHI, IXOKI, aonnnep- axoKF,
buoncusa cepaeyHon MblllLibl, MPOTOHHO-
SMUCCNOHHasA KT)



VMIMMYHOLIMTOXMMUYECKOE onpeaeneHne
ONCTpOodonHAa B CKENETHbIX MbILLLLAX

[ '

A - HOpManbHOE pacnpeneneHue AucTpodurHa no nepndepumn
MbILLEYHbIX BOJTOKOH

B - nosHoOe oTcyTCcTBME AUCTpodurHa — dopMa [oLleHHa

B — yacTnyHoe oTCyTCTBME ANCTPOMPUHA — NPOMEXYTOYUHbIN TUM
[ — ocobeHHOe pacnpegeneHne anctpodunHa — popma bekepa



IneKkTpomMmuorpadus

HaxkoxxHbIe 3JIeKTPOAbI 9
IlepBUYHO-MBINICYHBIN XapaKTep

WHHHWHHHH Hopma U3MEeHEHUH (HU3KOAMILJIMTYIHAS

Meppnunas KPHBasi ¢ MOIH(pa3ZHBIMH
A P
muonarusi  NOTeHHUAaJamMu, ykopodenue I1/1)

Bropuunas
MHOIIATHUA fibrillation positive sharpwave
: g
e e BN = Ty IO

polyphasic

) |

i
g 10 20msec



NCT

BapnabenbHOCTb
AnameTpa MblleYHbIX
BOJ/IOKOH

ATpodUnpoBaHHbIE U
rmnepTpodPupoBaHHbIE
BOJIOKHa

DHAOMU3MANbHbIN
c|:)m6po§ \

PaspacTtaHue '
COEAMHUNTENbHON U SELEE
XXNPOBOU TKAHMU y

MHO>XXeCTBEHHbIe
BHYTpPEeHHUe daapa



Kputepmuu gnarHosa

PeueccnBHbIN, cUeneHHbIN C X-XpOMOCOMOW TUM
HacnengoBaHUS

Bo3pacT aebiota 10-20 net

CnabocTtb 1 aTpodus MblLlL, TA30BOro nosica u
bepnep

[NceBaornnepTpodPums NKPOHOXHbIX MbILLLYL
MepnieHHonporpeccupyruiee te4yeHue

[p3HaKn NepBMYHON MbILLEYHOWU ANCTPOMDUN B
buonTtaTtax CKeneTHbIX MblLlL

YacTtoe BoB/e4yeHmne cepaevyHoO-coCyancromn
CUCTEMbI B MaTOJIOrMYeCcKnim npoLecc
(KapanoMmmonaTuun, HapyLueHnsa putma u
NpoBOAUMOCTW)

[lepBNYHO-MbIWEYHbIN TUN U3MEHEHUN MPWU
S1eKTpoMuorpadpmyeckom nccrneaoBaHmnn



HnddepeHumnansHbIM AnarHos

e PaznunyHblie GopMbl
ncesaorMnepTpo@nyeckKkmnx
MblLUEYHbIX ANCTPOPUN

e [lONMMMNO3UT

e [lepMaTOMMO3UT

e bonesHb Mak-Apana

e [MNnoTpeongHaa MmmonaTu4




OuddpepeHumanbHbI JUarHos

®opma NMMA M4 AroweHHa MM bekkepa
HacnepnoBaHue X-R X-R
[ebtoT (roabl) 2-5 10-20

Muogmncrtpopus 6biCTpOnporpeccupytoLas MeasIeHHOoMporpeccupyrowas
KnnHnueckune Cnaboctb 1 atpod@unn MblLlLL To xe
NpodaB/IeHUS Ta30BOro nosica u
NPOKCMMasibHbIX OTAENO0B
KOHEeYHOCTEeWN,
ncesgornnepTpopumn
MKPOHOXHbIX MbILULL
NHTennekT B 30% - ymMcTBeHHas Hopma
OTCTaNoCTb
KOoCTHO- CKkoino3s, rmnepsiopaos, CKONMo3, NOSICHUYHbIN
CyCTaBHbIe SKBUHOBapycHas rmnepaopaos
N3MEeHeHUS aAedopmauymsa cron,
peTpakumda NATOYHbIX
CYXOXWUNNN, KOHTPAKTYypbl
KPYMHbIX CYCTaBOB
Ml [lepBUYHO-MbILLEYHbIW To xe




JleueHue

Bl (TnamuH), kokapbokcuiasa, HUKOTUHOBas
KoMneHcauun KMCNOTa, Kanbumga naHTtoTeHaTt, B6 (NMpnaoKcuH),
3HepreTnyeckoro | B12 (unaHokob6anaMunH), Kanbung naHramart
AepuunTta (B15), E, aMMHOKUCNOTLI (FrMyTaMMHOBAs KUC/OTA,
MBILUEYHOUTKAHU | MeTNOHMH), aHTUXO/IMHACTEPA3HbIE NpenaparThl
(ranaHTaMunH, NpPO3epuH, OKcaswun)

e L L Kanua opotaT, AT®, pubokCmMH, KapHUTUH
TKaHeBoro P / ' P , Kap y

METHE IS youxmHoH (KoQ10), uMtomMak, nMMaHTap

nepudepuyeckor NPOAEKTUH, TPEHTaN, TEOHNKONA (KOMMAaMUH),

o Ba3obpan
KpoOBOO6paLleHn

KapanoTpodunkm (CosIKocepus, akTOBEruH),
NleueHune npenapaTbl, yaydlwawuime obMeHHble NpoLEecch! B
cepaeuHo- MUokKapae (Kale/ITl/IH KO3H3UM Q, pUOOKCUH) 1

COCYANCTBIX SHEepreTnyecKmni 06MeH (untomak, untoxpom C);

cepAeyHble rMnKo3nabl, KaTexoslaMunHsl,

HapytueHnun 610KaTopbl AMN®, NPOTMBOAPUTMUYECKME
npenaparTbl; TpaHCNJIAHTAUMA cepaLa
FreHHas u HenocpeacTBeHHoe BBeaeHne KAHK anctpodunHa B
KJleTouHas CKefleTHble N cepAeyHY MbllWLUbl;UMAOIaHTauusa B

noBpeXxXa4eHHY Mbillly HOPMAJIbHbIX KJ1IETOK-
npeagwuecrBeHHNKOB MblIlLEHHOU TKAHU

Tepanus




Te4yeHne 1 NporHos

e [eyeHUne
MegeHHonporpeccupytloulee

e [I[pOrHO3 OTHOCUTEJIbHO
6/1aronpuUsTHLIN

e [IpynHON CMEpPTU Yalle BCero
SABIAOTCA cepaeYvYHO-CoCyaAUCTbIe
OC/TOXHEHUS






