Kiunnunyeckuii mpumep.

CrpaBka o 3a007eBaHUM.

Muonaruu

MuomnaTiu OTHOCATCS K TpYIIle HEPBHO-MBIMIEYHBIX 3a0o0yieBaHMA. XapakTepU3yIOTCs
IACTPO(YUIECKAM MMOPAKEHUEM MBIIICYHON TKaHU (MIPEHUMYILECTBEHHO CKEJIETHONU MYCKYIaTyphl)
¢ BBIOOPOUYHOI arpodueil OTAeNbHBIX BOJIOKOH (MHOGHOPHIUT) MPH MOJTHON (PYHKIMOHATIBEHOU
COXPAaHHOCTH aHUMAaJbHONW HEpBHON cucrteMbl. OTINYAIOTCS XPOHUYECKHUM HEYKJIOHHO
nporpeccupyromuM TedeHueMm. Kak mpaBuio, MaHu@ecTanuss KIMHUYECKUX MPOSBICHUN
MUOTIATUM HPUXOJIUTCS HAa JAETCKUM U IOHOUIECKMIl Bo3pacT. bonbliyio yacTh ciaydaeB

3a00JIeBaHUS NpEACTABIACT T'CHCTHYCCKAd IAaTOJIOTHA —— O3TO TaK HA3bIBAEMBIC TICPBUYHBIC
MuonaTtuu. Pexe BCTPECYAIOTCA MHUOIIATUH npn06peTeHHoro regse3da — BTOPUYHLBIC HIIN
CUMIITOMAaTHUYCCKUC.

Mporpeccupyouwan MbilwedHas aAucTpodus.
Bcrasanue ¢ nona "necedkon

PacnpocTpaneHHocTh 3200J1€eBaHUsA

MuomnaTus OTHOCUTCS K PEAKUM U HCU3JICYHHNMbIM 3a00J1€BaHUSIM. pr,[[HO BBIBCCTH TOYHYIO
CTATHUCTHUKY, [IOCKOJIBKY OHA O6T>6,I[I/IH$IGT Pa3JIUIHbIC 6omne3nu. CoracHo HCKOTOPBIM
HCCICIO0BAaHHUAM, OKOJIO 1 u3 3 500 genoBek CTpadaroT OT 3TOI'O 3a0071€BaHuUs.

e Muonarus JlromeHHa 3aTparupaet IpuOIU3UTEeNbHO OJTHOIO peOeHKa (MalbuuKa) U3
3500.
e  Mnuonarus bekkepa kacaercs 1 manpunka u3 18 000.
o da3mo-ckamynorymapainbHas 1ucTpodus nopaxaer okoso 1 u3 20 000 B3pocibIxX JTroaeH.
e bonesns Omepu-/lpeiidyc 3arparusaer 1 u3 300 000 yenoBek, BHI3BIBAET PETPAKIIMIO
CYXOJKMJIMS U HapyIIEHUE CEPICYHON MBIIIIBI

YeTkux JaHHBIX 32 pacnpocTpaHEHHOCTh AB-010kasl, Ha oHE MUOTIATHIA HE CYLIIECTBYET.

IIpuyuHBbI MUONIATHH

B ocHOBe NEpBUYHBIX MHUONATHHN JIEKAT I€HETUYECKU [ETEPMUHUPOBAHHBIE HAPYILICHHS B
(YHKIMOHUPOBAHUN MHUTOXOHJPUN M MOHHBIX KaHAJIOB MUO(GHUOPUIUI, B CHHTE3€ MBILIIEUYHBIX
0enKkoB WK (PepMEHTOB, PEryIHpyIOIIUX OOMEH BelIeCTB MbIIeyHON TkaHH. HacienoBanue



ne(eKkTHOTO reHa MOKET MPOUCXOUTh PELIECCUBHO, JOMHUHAHTHO M CLEIUICHO ¢ X-XPOMOCOMOM.
[Tpu 5TOM BHemHue (aKTOPHI 3a4aCTYIO BBICTYIAIOT B POJIM TPUITEPOB, 3aIyCKAIOMINX Pa3BUTHE
6ose3nn. [1ogoOHBIMH «ITYCKOBBIMUY» (haKTOpaMH MOTYT SBIISITHCS pazHOOOpa3Hble MH(DEKIUU
(xpoHHUeCKHiA TOH3WJUINT, yacteie OPBU, OakTepualibHAs
[THEBMOHHUS, CaIbMOHEIUIE3, MUETOHe)PHUT U TIp.), ATUMEHTApHAS AUCTPO(HUS, TSKEIbIe TPABMBI
(mepenom kocrteii Taza, noaurpasMa, YUMT u ap.), pusuueckoe nepeHanpsHKEHUE, THTOKCHKALIUH.
[IpuoOpeTeHHbIE MHONATHH MOTYT pa3BHBAaThC Ha (OHE SHAOKPHHHBIX pPACCTPOWCTB
(rumepnapatupeosa, 6onesan  MueHko-Kyiuara, runepanbIocTepoHu3Ma),  XpOHHYECKUX
MHTOKCUKAIUI (TOKCUKOMaHUH, HapKOMaHUU, aJIKOT0JIM3Ma, po(hecCUOHATIBHBIX
BpEIHOCTEH), MaIbaOCOPOIIMM 1 aBUTAaMHUHO30B,  TSDKEJIBIX ~ XPOHHYECKHX  3a00JIeBaHHMA
(XTTH, XpoHHYECKOW IMEYCHOYHOW HEIOCTATOYHOCTH, CepAeyHOol HemoctatouHocTH, XOBJI),
OITYXOJIEBBIX MPOLIECCOB.

OcobenHocTH 0TACIBHBIX GOPM MUONIATHH

IOBenniibHass Muonatusi JpOa Hacienyercs ayTOCOMHO-peneccuBHO. llatonoruueckue
MIPOLIECChl HAYMHAIOT NPOsBIATHCSA B Bo3pacTe 20-30 ser. B nepByro ouepenb OHM 0XBaThIBAIOT
MBIIIIBI Ta30BOrO Mosica U Oeaep, 3aTeM OBICTPO PACHpPOCTPAHSAIOTCA Ha JPYrue MbIIIEYHbIE
rpynmnbsl. BoBieyeHue nuieBolt MycKynaTypel He XapakTepHo. Hawamo mwuomatum B Oouee
MOJIOZIOM BO3pacTe MPUBOJUT K paHHEH 00€3/IBKEHHOCTH manueHToB. llpu pa3Butumn
3a00JIeBaHUS B CTapIIIEM BO3PACTE €r0 TEYCHHE MEHEE TSKENO0e: MallUeHTh JUIUTEIbHO COXPaHSIOT
CIIOCOOHOCTh MepPEeABUTATHCS.

IlceBnoruneprpoduueckast Muonarus J[jomena HacjieIyeTcsl PELieCCUBHO CIETIEHO C MOJIOM.
boneror uckimounTenbHo Manbuuku. Kak mpaBuiio, MaHu(EeCTUpPYEeT B TEUEHUE MEPBbIX 3-X JIET
KU3HH, pexxe — B niepuoa oT 5 a0 10 ser. TunmyHo Havamo ¢ aTpoPrUIecKuX M3MEHEHH MBIIIIT
Ta30BOrO MOsICAa U MPOKCHMAJbHBIX OTIEJIOB HOT, CONPOBOXJAIOIIUXCSA ICEBAOTUNIEPTpOpueii

UKPOHOMXHBIX MBIIIIII. Pano BO3HUKAIOT KOHTPAKTYpPBI Y UCKPUBJICHHE
IM03BOHOYHMKA (K03, CKOINO3, THUIIEPIIOPIO3). Moxer HaOMIOAaThCS 0JIUTO(QPEHUSI.

3a0oseBaHre TPOTEKAET C MOPAKEHHWEM JbIXaTEeNIbHBIX MBI U cepana (KapAuoMHONaTus
otMeuaetcs y 90% 0oJibHbIX MHONIaTHEH J{fo1ieHa), 4To SBIsSETCS IPUUUHOM paHHEro JETalbHOTO
ucxoma.

ILiiede-ionaroyno-iuneBasi muonaruss Jlanaysm —  Jle:xxkepuHa numMeeT ayTOCOMHO-
JOMUHaHTHOE HacnenoBanue. Manudectupyet B 10-20 netr ¢ mopakeHUsI MUMHYECKHX MBIIIIII.
[Toctenenno cnabocTh U aTpoUU OXBATHIBAIOT MBILIIBI HAAIUICUUH, M€Y U TPyAd. MBIIIIbI
Ta30BOT0 MoOsca OOBIYHO HE CTpajgaroT. XapakTEepHO MEIJICHHOE TEUeHUE C JUIMTENIbHOM
COXPaHHOCTBIO Pa0OTOCIIOCOOHOCTH, 0€3 COKPAIIEHHS MPOA0KUTEIILHOCTH KU3HU.
CkanyjionepoHeajbHasi  MHONATHS —  ayTOCOMHO-IOMHHAHTHOe  3aboneBanue. Ero
OCOOCHHOCTBIO SIBJISIETCA pa3BUTHE aTpoduili B MBIIINIAX JAUCTAIbHBIX OTIACIOB HOT U
MPOKCUMAIIBHBIX OT/ETIOB PYK, @ TAaKKe HAJM4YHe JIETKUX CEHCOPHBIX HApYIIEHUN MUCTAIbHBIX
OTJIEJIOB KaK HIKHUX, TaK U BEPXHUX KOHEYHOCTEH.

OxynodapuHreanbHas MUOTIATHSI XapaKTEPU3YETCsI COUETAaHUEM MTOPAKEHUS I1a30IBUTaTeNIbHBIX
MBIIIIL CO CTa00CTHIO MBIIIIL SI3bIKa U TJIIOTKU. OOBIYHO MaHU(ECTUPYET ABYCTOPOHHUM MTO30M,
3aTeM MPHUCOETUHSIOTCS paccTpoiicTBa riaoTaHus. OCOOEHHOCTHIO 3TOM MUOTIATUU SIBIISIETCS €€
Mo37jHee Hayasno — Ha 4-6-0M JecSITUIIETHH KU3HU.

JAucraibHasi MO3AHAS  MHONATHS HACIEAYeTCs  ayTOCOMHO-IOMHHAHTHO. OTiauyaercs
paszBuTHeM ciIab0OCTH M aTpoduii B AUCTANBHBIX OTAENaX KOHEYHOCTEW: BHayalle B CTOMAaxX U
KHCTSIX, @ 3aT€M B FOJIEHSX U MPEAIUICUbsIX. XapaKTepHO MEAJIEHHOE TEUECHHE.

KoHeuyHOCTHO-IIOsICHAsi MBIIIEYHAs1 JUCTPO(HS - 5TO TEPMUH OXBATHIBAET IPYIILY
MIPOrPECCUPYIOIINX HACIEACTBEHHBIX MUOTIATUH, TPU KOTOPBIX MOPaXKAIOTCS INIaBHBIM 00pa3oM
MBIIILBI TA30BOTO U IIEYEBOIO IOsCa.


https://www.krasotaimedicina.ru/diseases/zabolevanija_lor/chronic_tonsillitis
https://www.krasotaimedicina.ru/diseases/infectious/respiratory-viral-infections
https://www.krasotaimedicina.ru/diseases/infectious/salmonellosis
https://www.krasotaimedicina.ru/diseases/zabolevanija_urology/pyelonephritis
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/alimentary-dystrophy
https://www.krasotaimedicina.ru/diseases/traumatology/pelvis-fracture
https://www.krasotaimedicina.ru/diseases/traumatology/polytrauma
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/brain-injury
https://www.krasotaimedicina.ru/diseases/zabolevanija_endocrinology/hyperparathyroidism
https://www.krasotaimedicina.ru/diseases/zabolevanija_endocrinology/itsenko-cushing
https://www.krasotaimedicina.ru/diseases/zabolevanija_endocrinology/hyperaldosteronism
https://www.krasotaimedicina.ru/diseases/narcologic/toxicomania
https://www.krasotaimedicina.ru/diseases/narcologic/alcoholism
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/malabsorption
https://www.krasotaimedicina.ru/diseases/zabolevanija_urology/chronic_renal_failure
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/chronic-liver-failure
https://www.krasotaimedicina.ru/diseases/zabolevanija_pulmonology/obstructive-pulmonary-disease
https://www.krasotaimedicina.ru/diseases/traumatology/spinal-curvature
https://www.krasotaimedicina.ru/diseases/traumatology/spinal-curvature
https://www.krasotaimedicina.ru/diseases/traumatology/kyphosis
https://www.krasotaimedicina.ru/diseases/traumatology/scoliosis
https://www.krasotaimedicina.ru/diseases/psychiatric/oligophrenia
https://www.krasotaimedicina.ru/diseases/genetic/oculopharyngeal-muscular-dystrophy
https://www.krasotaimedicina.ru/diseases/ophthalmology/upper-eyelid-ptosis

Tun Xapakrep Kimanueckue nposBiIeHUs [Topaxxenue npyrux
HacJIeJJOBaHUs
CHUCTEM OPraHOB
[Inege-nmonarouno-nmuuesas |To xe Hauano Bo 2-3-M necaruierusx ku3Hu. | umepreHsus
MUOTOHHUS MenaneHnHo nporpeccupyomias ciadoctb
MBIIII] JIMLA [JIEYEBOTrO MO0sCa;
nopcodekcus cTon
[TosicHO-KOHEYHOCTHAs AyTOCOMHO- Havano B mo0om Bo3pacte. MeyieHHo Kapanomuonarus
muctpodus (MOXKET peLEeCCUBHBIN porpeccupyomias ciabocTb MBIIIIL
BKJIIOUYATh U JIpyTrHe IJIEYEBOTO U Ta30BOTO MOSICOB
paccTpoiicTBa)
OxkynodapuHreanpHas AyTOCOMHO- Hauano B 5-6-M necATuneTusx >ku3Hu.
TUucTpodust JIOMHHAHTHBIN MeieHHO mporpeccupyroIasl ciabocTh
(ppaniyscko- 9KCTPAOKYISIPHBIX MBIIII BEK, JIHIIA,
KaHaJICKUHI WU rnoTku. KpunodapunreanbHas axanasus
WCTIaHCKUH (HOH)
BpOXKJICHHBIC (MOTYT AyTOCOMHO- Hauano npu poxxaenuu. ['unotonus,
BKJIIOYATh U IPYTHE pEeLEeCCUBHBIN KOHTPAKTYPBI, 3aJ€PKKa PA3BUTHUSL.
HapyIICHUS ) NHorna panHee pa3BUTHE JbIXaTEIbLHOM
HEJ0CTaTOYHOCTH, MHOT' 1A - MEIJICHHO
IIPOrPeCCUpPYyIOLIce
JTUCTAbHBIC (MOTYT To xe Hauaso Bo 2-3-M mecATMiIeTUAX KU3HU.
BKJIIOUYATh U IpyTrHe MeieHHO nporpeccupyrolas ci1adocTh
HapyLIEHUs) MBIIIL HIDKHUX KOHEYHOCTEH, CBUCAHUE
CTOI
CKaIlyJIOIIepOHealIbHAs AyTOCOMHO- Hauano B 3-4-M pecATHIIETHSX )KU3HU. Kapanomunonarus
(MOXKeT BKJIIOYaTh U Jpyrue |IOMMHAHTHBINA [Tporpeccupyromas ciaboCcTh MBIILIIL
HapyLeHMs!) IUIEYEBOr0 NosAca U JopcuIekcopa CTOIb




Tun
HaszBanue
HACJIeIOBAHMS

IIKM/I 2A, AyTOCOMHO-
KaJIb[IAWHONATHS,  PELECCHBHBIN
nedunut Oenmka
Kanpmann 3
(LGMD2A,
calpainopathy,
Calpain-3 deficiency
KM/ 2B, AyTOCOMHO-
JC(EpPINHONATHS, PEIeCCUBHBIN
JeUITAT
nuchepiHa,
muonatus Muoum
(LGMD2B,
dysferlinopathy,
Dysferlin deficiency,
Miyoshi myopathy
INKM/I 2C, 2D, 2E, AyrocoMHoO-
2F, PpELleCCUBHBII
CapKOTIMKAHOIIATHH,
nedumt
CapKOTIIMKaHOB
(LGMD2C, 2D, 2E,
2F,
sarcoglycanopathies,
Sarcoglycans
deficiency)
[NKM/I 2G AyTOCOMHO-
(LGMD2G) PCLIECCUBHBII
[NKM/JI[ 2H AyTOCOMHO-
(LGMD2H) PCLECCUBHBII
KM/ 21 AyTOCOMHO-
(LGMD2I) PCLIECCUBHBII
KM/ 2J AyTOCOMHO-
(LGMD2J) PELIECCUBHBIN
INKM/I 2K AyTOCOMHO-
(LGMD2K) PELECCUBHBIN
KM 2L AyTOoCcOMHO-
(LGMD2L) PELECCUBHBIN
[NKM/] 2M AyTOCOMHO-
(LGMD2M) PELECCUBHBII

BoBieyéHHBIH
0eJIoK

Calpain 3

Dysferlin

Onul u3
0eNIKoB
sarcoglycan
(alpha, beta,
gamma U
delta)

Telethonin

TRIM32

FKRP (Fukutin
related protein)

Titin

POMT1

Anoctamin 5

Fukutin

YpoBeHnb
CuMIOTOMBI p

KPEATUHKHUHA3bI

Pacnpocrpanénnas gopma IIKM/I o Bcemy Mupy. IToBbImeHHBIH

Hauvano mpimeyHo#t cumnroMaTHKe: OT 8 10 15 et (MoxkeT
HAYaThHCs PAHBIIE HITH MTO3XKeE).

CabocTh B OEIPEHHBIX U IUICUCBHIX MBIIIIAX.
He otnmgaercst GbICTPBIM MIPOrpeECCHPOBAHUEM.
MoryT IOSIBIATHCS KOHTPAKTYPHI.

Cep;[eqHLIe n IbIXaTCJIbHBIC OCIIO)KHCHUS HE
PpacinpoOCTpaHCHBI IIPU 3TOM THIIC.

3HAYUTEIILHO
MTOBBINICHHBIN

Hawano mermeuHoit cummnroMaTuky: 20 et (MOXKET
HAYaThCsI PAHBIIE HITH MO3XKeE).

YV HEKOTOPBIX JIIOAEH TUITNYHAS MBIIIIEYHAasK CI1a00CTh B
6énpax n mwiedax (ITIKM/ 2B / LGMD2B); y npyrux mroneit
CIIO)KHOCTH CO BCTaBaHHWEM Ha HOCOYKHU M CJI1a00CTh B KHCTSIX
(Muonatust Muomm win UcTaabHAsi MHOIIATHS).

OOBIYHO MECIUICHHOEC IIPOrpeCCUPOBAHUC.
MoskeT BO3HHKATh MBIIIEYHAsT O0JIb M OTEYHOCTH B HKpax.

CepaeuHble U JIbIXaTeIbHbIE OCJIOKHEHUSI He
pacrnpocTpaHeHbI PU 3TOM THIIE.

Hauaio MBIIIeYHOi CHMITOMATHKN: OOBIYHO B JETCTBE. IMoBbinieHHbIH

CnabocTh B OCPEHHBIX W TUICUEBBIX MBIIIIIAX.
CKOpOCTh MPOrpeCCHPOBAHMUSI CHIIBHO H3MEHYHBA.
MOTryT TOSIBIISATHCS KOHTPAKTYPHI.

MOFyT OBITH BOBJIEYEHBI CEPACUHBIC U NbIXaTCIbHBIC
MBIIIIIBI.

Ha jaHHbIIT MOMEHT 3aperHCTPUPOBaH TONBKO B Bpasmmuu  [TOBBIICHHBIH

Ha nannblii MOMEHT 3aperucTpupoBaH Toibko B Kanane HoBbeH bl

Pacnipocrpanénnas popma [TIKM/I B CoenuHEHHOM ToBbICHHBIH
Koponesctse u Ha ceBepe EBporsl.

Hauano mereynoit cumnromatuku: ot 10 o 20 sner (Moxet
HauaThCsl paHbLIE WK T03Ke ¢ pazdpocom ot 2 1o 40 ner).

CKOpOCTb IPOrpecCUPOBAHMUS CHIIBHO U3MEHYMBA.
MoryT HOSBIISTECS KOHTPAKTYPHI.

MoryT OBITH BOBJICUEHBI CEP/ICUHBIC U JABIXATEIbHbIC
MBIIIIITBL.

Ha nanHbIN MOMEHT 3aperucTpupoBaH TONBKO B ToBbleHHbIH
DOunisHInn.

V mozieii ¢ o[iHOM Komuel 1e()eKTHOTO TeHa TOSBIISIETCs
JMCTaIbHAS MBIIICYHASI MUONIATHSL.

Hauaio Mbllie4HON CHMITOMATHKU: AETCTBO. [oBbiIeHHBIH

CnabocTb B OeJpEHHBIX U TUICUEBBIX MBIIILAX.
Cepbe3Hbie MPoOIIeMbl ¢ 00yIeHHEM.

I'en Taxke 3a1€HCTBOBAH NIPU TSHKENONW BPOXKIEHHON
MBIIIEYHOM JUCTPOPHH.

OnmcaHo Majo ciIydaes.

Hayano MpIe4Hoi cMMOTOMATUKU: 3peiiblid BO3PACT. IToBbInIeHHBIA

CnabocTb B OeJpEHHBIX U MKPOHOXKHBIX MBIIIIAX.

Bo3MoXxHO MpenMyIecTBEHHOE MOPaKEHHEe AUCTATbHBIX
MbIII. CHMIITOMBI 9aCTO aCUMMETPHIHBI.

OOBITHO MEVIEHHOE MPOTrPECCUPOBAHHE.
be3 cepaeunbIx U qpIXaTeNnbHBIX OCIOKHEHUH.

Hadano mplineyHoi CHMITOMATHKA: JETCTBO. IToBbItEeHHBIH

CnabocTh B OCPEHHBIX U TUICUEBBIX MBIIIIIAX.

I'en. Tect
BO3MOKEH

Ja

Jla

Her

Her

Ja

Ja



TIKMJT 2N
(LGMD2N)

ITKMJT 20
(LGMD20)

IIKM/1 2Q
(LGMD2Q)

IIKM/T 1A
(LGMD1A)

IIKM/I 1B
(LGMD1B)

TIKM/] 1C
(LGMD1C)

IIKMJI 1D
(LGMD1D)

AyrocomHo- POMT2
PELECCUBHBIM

AyrocomHo- POMGNT1
PELECCUBHBIH

AyrocomHo-  Plectin
PpeLeCcCUBHBIN

AyrocomHO-  Myotilin
JIOMHUHAHTHBIH

AyrocomHo-  Lamin A/C
JIOMHUHAHTHBIH

Ayrocomuo-  Caveolin 3
JIOMHHAHTHBIN

AyrocomHo- DNAJB6
JTOMHUHAHTHBIH

T'en Taxoke 3a1€iCTBOBAH MIPU TSHKETONU BPOXKIEHHON
MBIIICYHOH TUCTPOdHH.

Ornucano mMaino CJIy4JacB.

VYXyamnieHne cocTosIHUS (IIPOrpecCHpoBaHme CIaboCTH) H3-32
BHUPYCHBIX HH(EKIIUH.

MOFyT OBITH BOBJICYEHBI CEPACYHBIC U IbIXAaTCIIbHBIC
MBIIIIIBI.

Twun onucad HeJaBHO. TloBpImIeHHBIN

MyrTarmu B TeHe OTBEYAlOT 3a IUPOKHH CIEKTP CHMIITOMOB,
BapbUPYs OT TSDKETIOH CTENEHH cI1ab0CTH 1 pa3pylIeHHS
MBIIIII, CJIOKHOCTH C 00ydeHHeM, IpoOJIeM C TIa3aMy IpH
pokneHun 1o nérkoit popmer [TIKM/I.

Tun onucad HeJaBHO. TloBpImIeHHBIN

Myranuu B reHe OTBEUaroT 3a IUPOKUI CIIEKTP CUMIITOMOB,
BapbUPYs OT TSDKETIOH CTENeHH cIab0CTH 1 pa3pylIeHHs
MBI, CIOXKHOCTH ¢ 00y4eHHeM, IpodJIeM ¢ I1a3aMy IIpu
poxaeHun 110 nérkoit popmer [ITIKM/I.

OnucaHo TOIBKO HECKONIBKO CIIy4aeB. ToBbImeHHBbIH
Hauvano B paHHeM neTcTBe.
MplmeuHas c1abocTh 1 aTpousL.

Ha naHHbII MOMEHT ONMCaHO TOJIBKO HECKOJIBKO CEME. Hopmartbhprit
MyTaIuu B TeHe Takke OTBEYAKOT 33 BO3HUKHOBEHHUE Apyroji IN clerka -
ayTOCOMHO-IOMHUHAHTHON MBIIIEUHO G0Ne3HH, HasbiBagmoii OBPIIICHHBIH
MuodubprwILspHON MHonatue (myofibrillar myopathy).

Hayasno MBIIIeYHONH CHMITTOMATHKH: 3peJblii BO3PACT.

YV HEKOTOPBIX JIIO/IEH MOXKET BOSHUKHYTH JU3apTPHS.

MoryT OBITh BOBJICYCHBI CEPACUHBIC U IbIXaTEIbHbIC

MBILIIIBL.

Myraiuu B reHe Takxke BbI3bIBaloT AD u AR MbllIedHyro HopmarbHbrit
nquctpoduio Imepu-/peiidycca, BpoXKIEHHYIO MBILIIEUHYI0 ~ HJIH CIICTKa 5
JHUCTPOQHIO, KAPIHOMHUOIATHIO, IIEPUPEPUIECKYIO MOBBIIICHHBIN

HEBPOMNATHUIO U JPYTUe PeAKue 3a00JIeBaHusl, B KOTOPbIC HE
BOBJIEKAIOTCS OCHOBHBIE MBIIIIIBI.

Hauaino meleuHoi cumnToMaTuky: ot 5 10 20 jerT.
OOBIYHO MEUICHHOE MPOrPeCCUPOBAHKE.

Cep/iie 9acTo BOBJICYSHO M HHOT'Ia MOYXKET OBITh
€IMHCTBEHHBIM CHMIITOMOM MBIILICYHBIX MPOOIICM.
IIpobiemsl ¢ npIxaHueM HE PacHpPOCTPAHEHBL.

Hauano MpIeyHo#i CHMITOMATHKH: OT JETCTBA O 3PEIO0ro Crerka
BO3pacra. MOBBIIIEHHBIN

MoKeT IpUCYTCTBOBATh Cl1abOCTh B OSPEHHBIX M IUICYEBBIX
MBIIIIAX, AUCTATBHBIX MBIIIIAX, & TAKKE MOXET
HaOmoaaThes cocTosHue «ippling muscle disease».
PacnipocTpaHeHsI Cy1OpOry M MblIIeyHast O0Nb 1ocie
YIpaXKHEHUH.

OOBIYHO MeJUIEHHOE MTPOrPECCUPOBAHUE.

CepieuHble U JbIXaTENbHbIE OCTIOKHEHHUS He
pacnpocTpaHeHbl IPH 3TOM THIIE.

Ha naHHbIIl MOMEHT ONUCAHO TOJIBKO HECKOJIBKO CIy4aeB. HopmaibHbrii
WU CIIETKA

Hayano mpImeqHoi ciMITOMaTUKHU: B 3pEJIOM BO3pACTe. .
MOBBIIEHHBIN

Mo>xeT BO3HUKHYTH €1a00CTh B IPOKCUMAIBHBIX MBIIIIIAX
HIDKHAX KOHEYHOCTEH M TO3KE B IICYEBBIX MBIIIIIAX.
Bo3moxkeH crapT AUCTanbHOrO (hEHOTHIIA.

Her

Ja

Jla

Ja



L4 Hert ocnoxxaenwmii ¢ CEpALCM U IbIXaHHUEM.

[NIKMJ 1E, 1F, 1G, AyrocomHo- He m3Becren J[lo HacTosImero BpeMeHH CIydad O9€Hb PEAKO PETHCTPHPYIOTCS. Hopmanbablii
1H (LGMDIE, 1F, jnoMHHAHTHBIHA HIIH CIIeTKa
1G, 1H) HOBBILICHHBII

JucTajibHasi MUONIATHSA € IO3AHUM AedroToM, Tul I (popma Besnanaepa)

I'enetnueckue nannsle. Hacimeqyercs no ayrocoMHO-A0MH- HAHTHOMY THITy. KnmHn4eckas
xapakTepucTrka. 3aboseBanue mposieisieTcs: B Bo3pacte 40 — 60 ner. [lepBoHadaibHBIMU
XanoO6amMu OOJILHBIX OOBIYHO SIBJIIIOTCA €1a00CTh B TUCTAJIBHBIX OTJIENAX PYK, TPYIHOCTH IIpU

BBITIOJIHEHU U pa60Tr,1, CBSI3aHHOM C MEJIKUMU JABMOKCHUAMU I1aJIBIIEB KUCTH.

Her

Bo3uaukaror 3aTPYAHCHHS ITPU 3aCTCTUBAHUHN ITYT'OBUI], IPOACBAHNH HUTKU B UT'OJIKY, II€YaTaHUU

Ha MamuHKe. [1o3Hee K MBIIIIeYHOU cTab0CTH B MaJIbllax KACTEH MPUCOCTUHAETCS C1a00CTh B
JMCTATBHBIX OT/IENIaX HIDKHUX KOHEYHOCTEH, BRIPAKAIOIIASCS HEYCTOMIMBOCTRIO ITPH XOIH0E,
YJaCTBIMU CTHIOTHIKAaHUSMHU, ITAJICHUSIMHU, ITOSBICHHEM MTEPOHEATBHOMN MOX0IKH (cTenmax). B
OOJIBIIMHCTBE CiTydaeB MpeolanaeT cnadocts B pasrudatensx. [lo mepe mporpeccupoBanus
pa3BHBAIOTCS BBIPAKCHHBIC aTpO(uH B KHCTAX U cTonax. CpaBHUTEIHHO PEIKO, IpUMEpHO B 14
% citydaeB, MbIILI€YHbIE aTPO(UH JOKATU3YIOTCS B MPOKCUMANIBHBIX OT/IETaX KOHEUHOCTEH.
BrizieneHo HECKOJIBKO BapHaHTOB 00JIe3HU: TUTIHYHAS (hopMa (MEIJICHHO MPOTPEeCCUpYoIIast
c1ab0CTh UCKITIOYUTENIHHO AUCTAIBHBIX OT/IEJI0B KOHEYHOCTEH); yMEPEHHO aTUMIUYHas popma
(cmabocTh crubareneit manbIleB KUCTEH U CTOII, PAaHHEE BOBJICUCHUE B MHOIUCTPOPHUeCcKuit
MPOLIECC MPOKCUMAIbHBIX IPYIIIN MBIIII, CPABHUTEIHHO OBICTPOE MpOTrpeccupoBaHue O0JIE3HN);
atTunuyHas Gopma (CoueTaHHOE, MPAKTUUECKH OJHOBPEMEHHOE MOPAKEHUE B paHHEH cTauun
MIPOKCUMAJIBHBIX TPYIII MBI HIDKHUX KOHEYHOCTEeH, crubaTenel kucre u cromn). Tedyenue
MEJUJIEHHO MPOTPECCUPYIOLIIEE.

JlanHble 1a00paTOPHBIX U PYHKIIMOHAIBHBIX UCCIeAOBaHUN. broxuMuueckuil aHanu3 KpoBuU:

Kak npaBuiio, HeuHpopmaTuBeH. AKTUBHOCTh KDK B CHIBOpPOTKE KPOBU HE M3MEHEHA UITU

HCE3HAYUTCIBHO ITIOBBIIIICHA, OMI™: HepBI/I‘IHO'MBIH_Ie‘lHHﬁ XapakKTep U3MEHEHMH.

KpI/ITepI/II/I AUar"Ho3a. OCHOBHBIMH KpUTCPpUAMHA JUArHo3a JMCTaJIbHOW MUOMNATUM C TTO3JHUM

ne6rotoM I Tumna sBsAIOTCS:
— ayTOCOMHO-JOMHHAHTHBIN TUII HACJIEI0BaHUS;
— ne6rot 3a0oseBanus B 40 — 60 1er;
— ¢1abocTh U aTpo(pHUH MPEUMYIIECTBEHHO MBI KUCTEH, CTOII;
— HOPMaJIbHAs WX CJIETKa NOBbIIEHHAs akTUBHOCTh KDK B KpoBH;
— NEPBUYHO-MBILIEYHBIN XapakTep u3MeHeHut OMI';

— MCIJICHHO MMPOTrpeCCUPYIOIICC TCUCHUC.



JIucTanbHass MUONIATHS € O3AHUM Jae0roTom, Tun 11
3abosieBaHue BIIEpBbIC ONMUCAHO B 1974 T.
I'enernueckue nannsie. Hacnegyercs mo ayroCOMHO-IOMH- HAHTHOMY THUITY.

Knuanueckast xapakrepuctuka. Jlannas ¢popma JUCTATBHOW MUOTIATHH MTPOSIBIISIETCS B
Bo3pacte 20 — 40 ner. B panHux cragusx 00Jie3HU MOPaXKAKOTCS AUCTATbHbBIE IPYIIIbI MBIIIII]
HIDKHHUX KOHEYHOCTEH, B 00J1€€ TIO3THIUX — MBIIIIBI TOJIEHEH, KUCTEH 1 pa3rudaTenn 3amscThs.
OTHOCHUTENBHO PEAKO MBIIIeYHast c1ab0CTh M aTpopHH Pa3BUBAIOTCS B MPOKCUMAIIBHBIX

IpyMIax MBI KOHEYHOCTEH U MBILIIaX TyiaoBHIIa. TeueHue 3a001eBaHMs MEJIEHHO

MPOrpeCcCHpyIoIIee.

JlanHbIe J1a00paTOpHBIX U (YHKITMOHATBHBIX UCCIIEIOBAaHUN. BuoxuMmudeckuit anaian3 KpoBU:
HOpMaJbHas WM HE3HAYUTENbHO MoBbIlIeHHas akTUBHOCTh KDK B kpoBu. [Tpu OMI -uc-

CJICIOBAHHNHU BBIABJIACTCA IICPBUIHO -MBIII€IHBII XapakTep N3MEHEHU.

Kpurepun nuarsosa. OCHOBHBIMHM KPUTEPUSAMH IMArHO3a AUCTAIBHOW MUOTIATUU C TIO3IHUM

ne6rotom Il Trma sBisitoTCS:
— ayTOCOMHO-/IOMWHAHTHBIN THIT HACJICIOBAHNS,
— neOroT 3aboneBanus B 20 — 40 jer;
— cnaboCTh U aTpO(PUU MBIIII CTOI; B IO3JAHUX CTAUSIX — MBIIII] FOJIEHEH U KUCTEH;
— HOPMAaJbHOE WJIU CcJIerka nopbiieHHoe coqepxanne KOK B kpoBu;
— TMEPBUYHO-MBIIICYHBIN XapakTep u3MeHeHu OMI;
— MEJJICHHO IPOTpECCUpYIOIlee TeUCHHUE.

Huddepenunanbablii quarto3. Jucranbaple Muonatuu cieayet nuddepeHmpoBarts ot
HACJIEICTBEHHBIX MOTOCEHCOPHBIX HEBPOIIATUH, a TAK)KE TOJUHEBPONATHI BOCIATUTEIBHOTO,

OSHAOKPHUHHOI'O, TOKCHUYCCKOI'0 I'€HE3Aa.

Jlmarnocruka.
YcTaHOBUTH JTMarHo3 MHUOIIATUH HEBPOJIOTY MOMOTAIOT 2JIEKTPOPHU3UOIOTHIECKHE
MeTo/ibl 00cnenoBanus: daekTponeiiporpadus (OHI) u anekrpomuorpadus (OMI). Onu

MO3BOJISIIOT HCKJIIOUUTh MOpaXKeHUEe MNepudepudeckoro JBUTATEIbHOTO HEHpOHAa M, TaKUM
oOpazom, auddepeHuupoBaTh MHONATHIO  OT MH(QEKIMOHHON  MHeIONnaTHH, HapylUIeHUH
CIIMHHOMO3IOBOT'0 KpPOBOOOpAIIIEHNs, MUEIUTa U OIyXoJiel crnuHHOro mo3ra. [lamaeie DOMIT
TOBOPSAT O XapaKTEPHbIX AJI MUOTIATUN H3MEHEHHSX MBIIIEYHBIX TOTECHIIMAJIOB - YMEHBIIIEHUH X
aMIUIMTYZbl M COKPALEHUU JIIUTEIBbHOCTH. O MpOrpecCUpyrOLIEM MIPOLECCE CBUIETEIBCTBYET
HaJIn4YKe OOJBIIOr0 KOJMYECTBA KOPOTKUX MTUKOB.

buoxumuuecknii aHaau3 KpOBU IPU MUOIIATHH NTOKA3bIBAET MOBBILICHUE COAEPKAHUS albl0a3hl,
K®K, AJIT, ACT, JIAT" u ap. ¢pepmentoB. B GuoxumuueckoM aHajan3e MOYM MOKA3aTEbHBIM
SBIISICTCSI YBEMUEHUE KOHIEHTpalluM KpeaTHHWHAa. B  ycraHoBieHUM (OpMBI MHUONATHH
NEPBOCTENIEHHOE 3HaYeHHe uMeeT Ouoricus Mpiil. Mopdooruueckoe ucciae1oBaHne 0opasIos
MBIIIICYHOM TKAaHW BBIABISIET HaJIW4YMe OECHOPSIOYHO pa30pOCaHHBIX aTPO(GUPOBAHHBIX
MUO(DUOPUIIT cpetu MPAKTUYECKH COXPAHHBIX M TMIIEPTPO(PUPOBAHHBIX MBIIIEUYHBIX BOJOKOH, a
TaKK€ 3aMEIIEHUE YIaCTKOB MBIIIEUYHOM TKAaHU HA COEAMHUTEIBHYIO WM )KUpoBYto. [locTaHOBKA



https://www.krasotaimedicina.ru/treatment/consultation-neurology/neurologist
https://www.krasotaimedicina.ru/treatment/electrophysiological-neurology/
https://www.krasotaimedicina.ru/treatment/electrophysiological-neurology/
https://www.krasotaimedicina.ru/treatment/electrophysiological-neurology/electroneurography
https://www.krasotaimedicina.ru/treatment/electrophysiological-neurology/electromyography
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/infectious-myelopathy
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/spinal-blood
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/spinal-blood
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/myelitis
https://www.krasotaimedicina.ru/treatment/biopsy-rheumatology/muscle

OKOHYATEJIBHOTO  JMAarHo3a BO3MOXKHA  TOJBKO  IIOCHE€  COIIOCTABJIEHUS  PE3YIbTATOB
THCTOXUMHYECKUX, MIMMYHOOMOXUMUYECKUX U MOJIEKYJISAPHO-TEHETUYECKUX UCCIIEOBAHUN.

C 1enpl0 AMAarHOCTHKHM MOPAKEHUH CEpJeYHONW MBIIIIBI MAMEHTy ¢ MHONATHEW MOTYT OBITh
HazHauyeHbl KOHCyabTalus kapauosnora, OKI', Y3 cepaua; npu no103peHUH Ha BOSHUKHOBEHUE
MTHEBMOHUH — KOHCYJIbTAIHs ITyJTbMOHOJIOTA M PEHTTeHOTpadus JICTKHX.

Kinununuyeckuii npumep.
Bonbnas A., 59 net, noctynmia B KI'BY3 KKb 21.02.2019 r. XXurensauna ropona Illapsimnoso.

B teuenue 30 jet oTMedaeTcst MEUIEHHO HapacTaromas ci1adoCcTh MPOKCUMAaIbHBIX U
AUCTAJIbHBIX MBIIII] KOHEYHOCTEU. IIJIEYEBOTO I1051Ca, pa3l"I/I6aTCJ'I€I\/’I CIIMHbI. MUMHNYCCKHUX MBIIIII,
HapyKHBIX MBIIII] I71a3a, OynbOapHbIX MblIl. Havyano 3aboneBanus noctenenHoe. B nercrse
cnabocTh KoHeYHOCTeH. OTMEUaeT aHaIOTUYHBIE CHMIITOMBI y POAHOTO Oparta. Y JIBOIOPOIHBIX
crOCOB CO CTOPOHBI MaTepH BO3MOKHBI aHAIOTUYHBIE U3MEHEHHS Tosioca. B HacTosimee Bpemst
rocnutanim3upoBana AB-65okanb 3 cr. C MOJI0/I0T0 BO3pacTa OTMEYalia MBIIIEYHYIO CI1a00CTh.
C 30 ner nmporpeccupyet muonatusi. C 49 et He MOXKeT nepeABuraThes 6e3 Tpoctu. [locnennue
HECKOJIBKO JIET TSDKEJIbIe IBUTaTeIbHbIe HapyieHus. CtocoOHa K caMOO0OCITyKUBaHHIO. 3a
MpeaACiibl KBapTUPBI HC BBIXOOMT.

Hespouornyeckoe 3a00seBaHre OMKUCHIBAET, KaK MHOIUCTpouto. JIMTENbHO 3HAET O
opamukapauu ¢ YCC okono 40 B munyty. He oOcnenoBanace. Kapanonorom He ocMaTpuBaiach.
[ToBerimenune AJl 1o 170 mm.pt.cT. AnanrtupoBana k 130/70 mm.pT.cT. B Teuenue nenenu peskoe
HapacTaHue ci1aboCTH.

20.02.2019 ne cmorna BcTaTh ¢ KpoBaTH, Opuragoii CMII nocraBiieHa B cTaioHap Mo MECTy
KUTEILCTBA, AuarHoctupoBana AB Gmokana 3 ct. ¢ UCC 22 yn/mun. Ycranoiaen BOKC ot
20.02.2019r.

21.02.2019 brina neperpancnoptupoana B KKb. ITo Oxo0-KI' - manHBIX 32 KapIMOMHOTIATHIO
HeT. MuHMMasbHas JIeroyHasi runepreH3us. PeHTreHonoruuecky aTenekras ciieBa B H/0. Uto
OBLIO pPacLIEHEHO KaK MPOsBIECHHE MBIIICYHON qUCTpoduu, Ha GoHE KOTOpPOH chopMupoBaiach
runoBeHTuysAIMS. JlaboparopHo nosbienre KOK pacriennBaics kak MapKkep MbILIIEYHOTO
BOCHAJICHU, yMEpPEHHas runepkanuemus, nossimenue JITTHIT.

Ha moment OCMOTpa ’KaJ100 aKTHBHO HE NpCaAbABIIAIA. I[aHHBIX 3a BOCIIAJIMTCIIBHBIC
3a001eBanus Het. [lonoxenue BBIHYKJICHHOC, MbIIIICYHAA I[I/ICTpOCI)I/IS{, AU3apTpusd, HAPYHICHUC
MMPOXOKIACHUA ITNIIHU. XoJuT 10 TyaJIeTa C TPOCTBIO.

OO0beKTHBHBbIE JaHHbIE HA MOMEHT nocrymienus: O6iacTb cepaua: He u3MeHeHa; ['paHu1bl
OTHOCHUTEJILHOM CEpAEYHOU TYIOCTH: pacliMpeHHas BieBo Ha 1 cm.; Tonsl cepaua:
npuriyiiess; Iymer: ver; YCC: 66 yu. B muH.; [Tynsc: 66 ya. B mun.; Al (D): 130\80 MM pr.
cT. : I'pynHas kieTka: npaBuiIbHOM (OpMBL, aKTUBHO ydacTByeT B akTe Jbixanus; Y/1: 21 B
MuH.; [lanbnamnus: 6e360e3HeHHa; [lepKyccus: sICHbIH JIerouHbli 3ByK; AyCKYJIbTaTHBHOE
JBIXaHHE: BE3UKYIIPHOE, XpUIIOB HET. BpemenHas anexkrpokapauoctumyssinus, OKC B pexume
VVI (V00), ctTumyssiiust yepe3 3H10KapAuaIbHbIN 3J€KTPOJI B paBbli sxenyaouek. [Tapamerpsl
crumymsiinu Yacrora (f), B 1 MuH 67, 9yBCTBUTENBHOCTE, mV 4, cTuMynsius, V 4, putMm
HaBA3aH Y/I0BJIETBOPUTEIBHO

3a Bpems HaxoxJeHust B OAVP nanuenTka npoTekana 6e3 ocoOeHHOCTeH Ha oHe BpeMEHHOM
OKC.


https://www.krasotaimedicina.ru/treatment/ultrasound-heart/
https://www.krasotaimedicina.ru/treatment/X-ray-pulmonology/lungs-review

Ilo AaHHBIM MHCTPYMCHTAJIbHBIX I/ICCJIGI[OBaHI/If/i SIBHBIX I1ATOJIOTHUH BBISIBJICHO HE OBLIO.

[TepBoouepennoii 3amaueii mocie nocrymieHne B KKb, Ob110 HCKITIOUUTH pa3BUTHE
KHU3HEYTPOKAIOIINUX OCJIOKHEHHH, CBsI3aHHBIX ¢ AB-0Ookanoi.

VYuuteiBasg Hannure AB Oiokazpl 3 ¢T. 1 6ecepCeKTUBHOCTD AJIbHEHIIEH KOHCEPBAaTHBHOM
Tepanuy 00JIFHOM OBLIO MOKAa3aHO ONEPATUBHOE BMEIIATENbCTBO B 00beme: nmintanTanus DKC.

Omnepanus cocrosach 25.02.19, B Xxo1e KOTOPOi ObLIT MPOBECH KEITyJOUYKOBBIN 3JICKTPOT U
YCTaHOBJIEH B 00JIaCTH BEPXYIIKH MPABOTO KeTyaouka. [Ipeacepaaplii 3JeKTpo1 IpoBeIeH U
yCTaHOBJIEH B ymIko rpaBoro npeacepausa. IKC nomemén B noxke. [lo K- monuTopy putm
cekBeHUManbHas ctumyisinusa ¢ YCC 64 B munyTy. OniepaTUBHOE BMEIIATEILCTBO BHIIOJIHSUIN
Bpauu aputmoioru Yepeauuuenko M.B. u [imutpues A.1O.

[Tocne mpoBeneHMs ONEPaTUBHOTO BMEIIATEILCTBA B 11/0 MIEPHUO/E MAllMEHTKa MIPOoI0JIKalia
HaO0aThCs B OT/IENeHUH KapAuoaoruu. CoCTosIHUE y MAallMeHTKUA CTaOUITU3UPOBAIIOCH,
MOCJICOTICPAIIMOHHBIN MEPUOJT IPOTeKal 0e3 OCIOKHEHUN 1 0COOEHHOCTEH.



Ha nocaeonepaunonnom IKI': putm SKC ¢ UHCC 60 ynapoB B MuHyTy, Ha (hoHe AB Gokasbl.
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HaJ'IBHeI\/’IHIaﬂ TaKTHKa BCACHUS 3aKI0Yalach B OIIPCACIICHUN I'CHE3a MBIIICUYHOM MaTOJIOTHH.

IIpoBenena koHCcyIbTaMA IpodeccopoM Kadeapsl HEBPOJIOTHH.

HeBpoaoruueckuii craryc.

OOBEKTUBHO: OTMEUYAETCS ABYCTOPOHHUN MPOMNTO3, OTPaHUYCHHE TBUKEHHN IIIa3HbIX SO0I0K
KHapy»XH, IBOCHUE TIPU B3TJIsI€ KHAPYXKH, OOJIbIIE ClieBa, CHIYKEHNE CHIIbI MUMUYECKUX MBIIIIIL,
MOJAHUMaHUs OpoBeil, 3aKMypUBaHUs I1a3, ockaia. CraboCcTh MBIIII-KOHCTPUKTOPOB TJIOTKHU.
mucdarusa. CHIXKEH TII0TOUHBIHN peduieke ¢ 00enx cTopoH. MblllieuHas Cujia CHUKEHA B
nepenHei 1 3aHel IpyIine NIeHHBIX MBI, MBIIIIAaX IIEYEBOTO NosAca, MPOKCUMAIbHBIX U
JUCTATBHBIX MBIIIIAX KOHEYHOCTEH, pa3rudaTeiax CIIUHbI. JIOMATOYHBIX MBIIIIIAX.
CyxoxwuibHble peduiekcsl cHUKeHbl. PaccTpolicTB wyBcTBUTENbHOCTH HET. [uddy3nas
MbIIIIeYHas TUIOTPO (U, IPEUMYIIIECTBEHHO B AUCTAJIbHBIX OTAeNaX KOHEYHOCTEH.
Koopaunatopusix Hapyiienuit HeT. Ta3zoBble GYHKIIMH COXPaHEHBDI.

[TanenTke A onpeneneHust Hepo-MbIILIEYHOTO CTaTyca ObUIM IPOBEECHBI:
MHOI'OCPE30BAA KOMIIBIOTEPHAS TOMOI'PA® U ot 04.03.19:

KT kapTuHa cMmemaHHON 3aMeCcTUTENbHOM ruaporiedanuu. Menkue JaKkyHapHbIE JIUKBOPHBIE
KHUCTBI B 00J1acTH 6a3albHBIX Si7iep ¢ 00EHX CTOPOH.

JEKTPOHEMPOMUOTI PA®US ot 05.03.19:

3aKIIroueHue: MOJTy4YeHHbIE JaHHbIE CBUJETEIbCTBYIOT O MPU3HAKAX

- 3HAYUTEJIBHOTO CHIDKEHUS aMITUTyAbsl M-oTBeToB ¢ mm. Extensor digitorum brevis npu
CTUMYIALUU 000X Majo0epLIOBBIX HEPBOB, B Mpeliesiax HUKHEW I'PaHULIbl HOPMBI aMILITUTYIIbI
M-0TBETOB NP CTUMYIALMH 000MX 00JIbIIE0EPIIOBBIX HEPBOB;

- HapyllIeHHs MTPOBEACHUS 10 TEPMHUHAIBHBIM BETBIEHUSIM JIBUTaTEIbHBIX aKCOHOB TIPU
CTUMYIIILIMK 000X Maj00epIIOBBIX HEPBOB, JEI'KOTO aKCOHAIBHO-AEMUEINHU3UPYIOLIETO



HapyLIeHHUs TPOBEICHUS 110 MOTOPHBIM BOJIOKHAM 000UX Malo0OepIIOBBIX HEPBOB Ha Y4acTKe
IPEIUIIOCHA — FOJIOBKA Majlo0epLioBOi KOCTH;

- 3HAYUTEIILHOTO HAPYILICHUS TPOBEICHUS TI0 CEHCOPHBIM BOJIOKHAM 000UX MOBEPXHOCTHBIX
Majo0epIIOBLIX HEPBOB U YMEPEHHOTO HAPYIIICHUS ITPOBEICHUS TI0 CEHCOPHBIM BOJIOKHAM 000MX
HWKPOHOKHBIX HEPBOB, MO MOJUHEBPUTUUECKOMY THUITY.

B IMOJIYYCHHBIX JaHHBIX Y6€ILI/ITCJIBHI>IX IIPHU3HAKOB, CBUACTCIBCTBYIOIIUX O CHUXXKCHUHN
HaJCXKHOCTU HCpBHO-MI:IHIG‘-IHOﬁ nepcaadyun, HE BbIABUIIN.

HUI'OJIBYATASA QJIEKTPOMUOI'PADUS ot 05.03.19:

3aKiroueHue: MOTy4YEeHHbIE JTaHHbIE CBUJIETENILCTBYIOT O MPU3HAKaX

- 3HAUUTEJIbHBIX U3MEHEHHU I NepBUYHO-MBIIIEYHOTO XapakTepa B m. Deltoideus sin, II OMI
CTa/IMY MaTOJIOTMYECKOTO Ipolecca, CHIKeHUs cpeaneit urensHocty [TJE (moTenuman
JBUTATEIbHBIX STMHUIL MBIIIIIBI) Ha 32,2%);

- YMEpPEHHBIX U3MEHEHUH MepBUYHO-MBIILIEYHOTO Xapakrepa B m. Interosseus I dex, I1 OMI’
CTaJIM¥ TATOJIOTHYECKOTO Tporiecca, CHUKeHHs cpeaneit amurensaoctu [1/1E na 27,8%;

- 3HAYUTEJIbHBIX H3MEHEHU TIEPBUYHO-MBIIIIEYHOTO XapakTepa B m. Quadriceps femoris vastus
lateralis sin, Il OMI" cTaguy MaToIOrMYECKOTO Mpoliecca, CHIKSHHS CPEAHEH TITUTEILHOCTH
ITJE na 30,8%;

- YMEpEHHBIX U3MEHEHU I MepBUYHO-MBIIIEYHOT0 Xapakrepa B m. Tibialis anterior dex, I OMI
CTaJ¥ TIATOJIOTHYECKOTO Tporiecca, CHUxKeHus cpenHeit amurensaoctu [1/1E na 28,8%; u
cooTBeTCcTBYIOT DOMI KapTHHEe, HabII0MaeMOol Py reHepaaTu30BaHHOM MHONIATH M.

ConocTaBHB Bce UMEIOIIUE TaHHBIE, OBLIO ONpeAeieHHAa UMEHHO MbIIICUHAask ATHOIOT U
3a00J1€BaHUs, UCKITFOYMB HAPYIIICHUST HEHPOTPO(UUECKUX MTPOIIECCOB M YCTAHOBJIEH pabodmit
nuarno3: HacsieacTBeHHasi MUONIATHSA B3POCJbIX, KOHEYHOCTHO-NOsICHas (popma ¢
BbIPA:KEHHOW MBbIIIEYHOH CJ12a00CTHI0 MbIIII TYJIOBHILA U KOHEYHOCTEl, 0y1b0apHbIX U
rJ1a30/IBUTraTe/IbHBIX MbIIIL, YMEePEHHO-NIPOTrPeIUEeHTHOE TeYeHue, HapylleHue GyHKIUH
crostnus. [TaninenTke OBLIIM B3ATHI aHATU3bI Ha TEHETUYECKOE TECTHPOBAHHE, B HACTOSIEE
BpEeMsI OKUAETCS pe3ysbTar.

BeiBoabI:

B nmaHHOM KJIIMHUYECKOM cTy4ae XOTeNOCh Obl OTMETUTh, HE CMOTPSI Ha TO YTO MaIleHTKa
HAXOJHMJIaCh B KAPAUOJIOTHUYECKOM OT/IEIICHUH, OCHOBHBIM 3200JIeBaHUEM BBICTYIIaa HE
KapAMOJOruYecKasl maToyorus B BUjie mojHoi AB-010kaibl, a UMEHHO MpOorpeccupyromias
MHUOTIATHsI, KOTOpasi MpUBeia K MUKPO-MOP(OIOrHuecKOMY U3MEHEHUIO MBIIIEYHOU TKaH!
cepaia v Ha (poHE ITUX U3MEHEHUI C(HOPMUPOBATIOCH HAPYIIEHHUE B TIPOBOAAIIECH cCTEME
cepara.

HY)KHO OTMCTUTH YTO MALNUCHTKY 3aCTABUIIO O6paTI/ITC$I HC OCHOBHOC 33.60JI€B3.HI/IC, KOTOpPOC
JUIATCIIBHO IMMPOrpeCCUpoOBaIio, a UMCHHO OCJIOKHCHHE B BU/IC JKU3HCYI'POKAOIICTO HAPYIICHU A
IIPOBCACHU.

BepI/I(I)I/II_[I/IpOBaTB TOYHYIO q)OpMy MHOIIAaTUH MMO3BOJIACT JIUIIb MOJICKYIISIPHO-T'CHCTHUYCCKOC
HucciaenoBanue. Tak ke manyueHTa HYKHO HpOI/IH(I)OpMI/IpOBaTL O HACJICACTBCHHOM XapaKTCPEC
3a00JIEBaHHS U HCO6XOI[I/IMOCTB OCYIICCTBJICHUA AUATrHOCTUKH POACTBCHHBIX YJICHOB CCMbHU.



JleueHne KOHEYHOCTHO-MOSICHOM MbIIeYHoi quctpopun (KIIM/I).

B HacrosAmuii MOMEHT MaTOr€HETUYECKOTO JICUEHUSI JAHHOM NATOJIOTUX HE CYLIECTBYET,
MMOCKOJIbKY 3a00JIeBaHUE TEHETUYECKH JIETCPMUHUPOBAHO.

OcHoBHas 1eb TEPAIUH MPH JH000H GopMe IPOrpecCUPYIONINX HACIEACTBEHHBIX MBIIIEYHBIX
mactpoduit, B oM yncie u npu KIIM/I, 3axitoyaercst B yydlIeHUH KauecTBa KU3HH MAI[eHTa
U IPOJUICHUU €€ aKTUBHOM (ha3bl.

MenrukaMeHTO3HbIE BO3MOKHOCTH BECbMa orpaHuyeHbl. HazHavyaeTcs NIUTenbHbIi puem
MeTaboIMYECKUX MpenaparoB (HOOeH, KooH3uM Q, L-kapHUTHH, BUTAMHHBI), 3((HEKTUBHOCTh
KOTOPBIX BCE 7K€ B X0J1¢ KIIMHUYECKUX UCCIIE0BAaHUI He ObLIa ellle 10Ka3aHa.

OCHOBHBIMH MOJIJIEPKUBAIOIIIMHU MEPOTIPUATUSIMU SBISAIOTCA (DPU3HO- U KUHE30TEparnus,
HaIpaBJIEHHbIE HAa MATKOE PACTSKEHUE MBILII M YBEIMYEHHE MOOMIIBHOCTH CYCTaBOB, a TAKXKe
MCI0JIb30BAHNE OPTONEIUYECKUX BCIIOMOTaTeNbHBIX CPEACTB (TPOCTH, XOAYHKH,
MMMOOUITU3UPYIOIIUE OPTE3bI, KOPCETHI M MHBAJIUIHBIE Kpecia), CIOCOOHbIE KOMIIEHCUPOBATh
MOTEPI0 HEKOTOPBIX IBUTATENbHBIX (DYHKIMI U MPOTUTh HE3aBUCUMOCTb.

Ha nmo3aaux cragusx 3a00J1eBaHus UTsI KOPPEKITUH OPTOIEANISCKUAX OCIOXKHEHHH (IedopMantus
CTOII, CKOJIMO3 TIO3BOHOYHHMKA, KOHTPAKTYPBI aXMIIIOBBIX CYXOKHIIAN) MOXKET IMMOTPEOOBATHCS
XAPYPTrU4ecKoe JICYCHHUE, a B CBSI3U C HAPACTAOIICH JbIXaTeIbHON HEOCTATOYHOCTHIO —
WCTIOJIb30BaHUE MOPTATHBHBIX JABIXaTSIBHBIX allllapaTOB ¢ BO3MOXKHOCTBIO ITPOBEICHUS
HenHBa3uBHOW BeHTHIIIINH JieTkux (CUTTATII-Tepanmst).

HemanoBaxkHbl colualibHas 1 SMOIMOHAIbHAS TOAIEPKKA, & MOJIOABIM MAI[UEHTaM WJIH JIETSIM
OOJIbHBIX, Y KOTOpBIX quarHoctupoBana KIIMJI2A, BaxxHa npaBuiibHas podeccroHanbHas
OpPUEHTHPOBKA, COCOOHAs MPOUIUTH CPOK TPYAOCIOCOOHOCTH U YMEHBIIUTH COLIUAIbHYIO
U30JISLHIO.
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