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MioToHiYHO AnCTPOisa. KAIHIYHUK BUNOAOK

BWCBITAEHO CYYACHI YSIBAEHHS MPO eTionaToreHes, KAACUGIKALLIIO, XAPAKTEPHI KAIHIYHI O3HOKK, AIQrHOCTUYHAM
QAFOPUTM TA MIAXOAN AO AIKYBAHHST MIOTOHIYHOI ANCTPO®I. ONMCAHO BAOCHE KAIHIYHE CMOCTEPENKEHHS.
KAto4oBi CAOBA: MIOTOHIYHO ANCTPODIS, HEPBOBO-M'S130BE 30XBOPKOBAHHSI.

IVIiOTOHi‘-IHa anctpooia (M, myotonic dystrophy,
«AUCTpOodivyHa MioTOHIs», xBOpoOa LUTenHepTa—
batteHa—HKypwmaHa—Pocconimo, G 71.1 3a Mix-
HapoaHOW Knacudikauieto xBopob6 10-ro neperns-
[ly) — crnagKkoBe HepBOBO-M'A30Be H6araToCUCTEMHE
3aXBOPIOBAHHSA 3 XapaKTEPHUM MOEAHAHHAM O3HaK
MIOTOHIT Ta AMCTPOdIYHMX MPOLIECIB Y M’'I30BiN, cep-
LLIeBO-CYAMHHIN, HEPBOBIM | €HAOKPWHHIM cucTemax,
CTPYKTypax oKa. Mae aBTOCOMHO-AOMIHAHTHUW TUN
yCcnajgKyBaHHA 3 BapiabeNbHO MNEeHETPaHTHICTIO
reHa. BBaXKaeTbCs HaMMOLIMPEHILLOIO MIOTOHIEID, AKa
MOXe [e6loTyBaTh Bif NpeHaTanbHoro nepiogy Ao
50—60 pokiB, Han4yacTiwe — y Biui 15—35 poki..
BuainsaioTbe BPOMXKEHY, tOHALbKY, KnackyHy (20—30
POKiB), MiHiManbHy (50—60 pokiB) dopmy. Hactota
PO3BUTKY natosorii ctaHoBuUTb 2,5—5,0 BUNaaKy Ha
100 T1c. HaceneHHs (MioToHia TomceHa i bekkepa —
0,3—0,7 Bunagky Ha 100 Tuc.). Le HannowwmpeHiwa
MioaucTpoodia 3pinoro BiKky [11].

MepLwi yaBneHHsS Npo KAiHiIKy XBOPO6GM 3anporno-
HyBa/iM He3aNeXHO OAWMH BiA OAHOrO ypoaXKeHellb
Opecu I. 1. Pocconimo (1901), HimeLbKi BYeHi H. Stein-
ertiF. Batten (1909). lnwe aeB’ssHOCTO POKiB NOTOMY,
y 1997 p., H. Hofmann-Radvanyi Ta G. Gourdon, go-
chipkytoumn JHK xBoporo 3 KiiHiYyHMMKM 03Hakamu M/,
BUSABWIN MyTOBaHWM Biapi3oK i3 LTI (UMTO3UH-TiaMiH-
ryaHiH)-noBtopamu. MizHiwe 6yno BCTaHOBNEHO NaTo-
reHeTnyHy ponb 6inkieB MBNL (Muscleblind-like pro-
tein) i peaykuii KaHaniB xnopy 1-ro tuny (CLC1)
y M’'a3ax. Y 2007 p. an1a noiHGOpMOBaHOCTI NaLLIEHTIB
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i3 M/[] Ta HagaHHs M NIATPUMKK BYSI0 CTBOPEHO DYH-
Aauito MioToHiYHOI aucTpodii (Myotonic Dystrophy
Foundation (MDF)) [1, 3, 4, 6].

Bigomo, wo M/l € reteporeHHMM 3axXBOPIOBAHHAM:
niatmn M 1 cnpmynHse myTtauis reHa Ha 19-1 xpomo-
comi (19913.3), nigtun Ml 2 — myTauis reHa Ha 3-1
XpomocoMi (3q21), iHwi pigKkicHi Tunn MO — mytauii
reHis Ha 15-n xpomocomi (15921—qg24)[2,9]. Y 98 %
BMNagKiB Bu3HadatoTb nigtun M 1 (DMPK reH
19g13). MNMpoayKTOM reHa € 6ifIoK MIOTOHIHNPOTEIHKI-
Ha3a (CepuUHTPEOHiIHNpPOTEeiHKiHAa3a, DM-npoTein-
KiHa3a, myotonicdystrophyproteinkinase (DMPK)).
Wicte nigtunie DM-npoTeiHKiHa3uM TpannaoTbes
Yy CKEeNEeTHUX i rMafeHbKKUX M’A3ax, MioKapAi (BOJIOKHa
[ypKiHbE, BCTaBHi AUCKK KaphioMioUMUTIB), LleHTpasib-
Hi HEpPBOBIKM cUCTEMI (Ha aniKkanbHi MeMbpaHi eneH-
AVMM, CYOUHHOMY CMNETEeHHi, cMHancax MO304Ka, Ti-
noKamni, JOBractomy i cepegHbOMy MO3KY), dibpo-
6nacTtax, nimeouutax [4].

[eHeTUYHUIM aedeKT Nnpyn M/, 3yMOBNEHUI AEKINbKO-
Ma MexaHi3MaMW, NPOBIAHUM 3 SKMX BBaXKaloTb ABULLE
eKcnaHcii (MOBTOPEHHS) TPUHYKIEOTUAHOI MOCNiA0B-
HocTi LITT (puc. 1). Y HopMi KinbKicTb LTI -noBTOpIB Ba-
pitoe Big 5 o 37. 3assuyan M/, maHidecTtye 3a HasAB-
HocTi noHaa 50 noBTopiB. 3axBopioBaHHSA Ae6OTYE
paHile i nepebirae TaX4Ye y pasi Pi3KOro 36iMbLIEHHS
KinbKocTi noeTopiB (noHag 3000), y romo3urot, a Ta-
KOX Yy pasi ycnagkyBaHHA M/, Big matepi (iMNPUHTUHT).
Y HawagkiB nauieHTiB i3 M/ BUABNAOTL AUMHAMIYHY
MyTaLlito, TO6TO NOMErweHHs MyTaLlin y NOTOMKIB, a Ta-
KO GEHOMEH aHTULInaLil — TSXKYMMA nepeodir i GinbL
paHHI0 MaHidecTauito xBopobu [5, 6, 13].

52

[oB6oHocC TeTaHa AHaToniiBHa, K. MeA. H., IOLEHT Kapeapu HeBponorii

01030, M. Kuis, 6ynbs. T. LLleB4yeHka, 17
E-mail: tetanatdovbonos@ukr.net



BUNALAOK I3 MPAKTUKH

YKPAIHCbKHUM HEBPOJIOTIYHUM XYPHAN -

=

[MoLKOAXKEHO OAEAb

> - D S
) i T O
N N = -}'}:?n v 1
O O el o
TS| T 3 an |
= a =
w| @ LS
N % HOpMO/\bHO AAeAb
S s s o - S sm s 0 00 o o m——
O O O O
© O 0 O
G e Yy
» N w »
S @ »

Puc. 1. EKCNQHCIi TOMHYKAEOTUAHMX noBTopis LTI
y NpoTeiHKIHa3HOMY reHi 19-i xoomocomum (19913.3) (10)

[HWKUM FeHETUYHUM MeXaHi3MOM, iKUK BMIMBaE
Ha KNiHiYHuMi deHoTvn M/, € 3any4eHHsa y naTonoriy-
HUK npouec cycigHix 3 DMPK reHiB (MynbTUreHHUI
CUHAPOM). 30KpeMa 3i 3MEHLWEHHSM BMICTy 6ifKa
reHa SIX5 nigBuwyeTbea akTBHICTL Nat /K -ATd-azu,
LLLO MPM3BOANTL A0 NOPYLIEHHS CEPLIEBOI MPOBIAHOCTI,
MeTabo/1i3My B KPULWTANMUKY TOLWO. BUHUKHEHHSA MiO-
TOHIYHMX PEeHOMEHIB MOB’A3YI0Tb 3 PeAyKLUieo KaHa-
nig xnopy 1-ro tnny (CLC1), mo3aiyHui xapaKkrep ypa-
EHHSA SKMX NOSICHIOE BapiabenbHICTb KiHIYHOT cuMmn-
TomMaTUKn M/ HaBIiTb Yy YNeHiB OAHIET poanHu [12].

TpeTbolo naTtoreHeTUyHow ckiagosoo M/ BBa-
atoTb TOKCMYHicTb MPHK. CuHTe30BaHa i3 MyToBa-
Hoi AingHknM OHK, BOHa MiCTUTb HagMipHY KiNbKiCTb
TpunnetiB UYT (unTo3uH-ypauun-ryaHin) [4, 13]. Kpim
TOro, ii TOKCUYHICTb NOB’A3aHa 3 NOPYLLUEHHAM Chian-
CUHry (npouecy «Bupi3aHHs» i3 npe-mPHK). Ui npo-
LLeCH Y TOJTIOBHOMY MO3KY NPM3BOAATb [0 NOPYLUEHHSA
CcuHTEy i po3noainy NMDA-peuenTopiB 1-ro Tuny Ha
MeMm6paHi HenMpoHiB. Kpim Toro, nigBuLLIEHHS eKCMpe-
Cii deTanbHMX i30POPM MIKPOTYBYNiH-acoLiMoBaHOIro
T-NPOTEIHY B rOJIOBHOMY MO3KY CMPUYNHSAE PO3BUTOK
LepebpanbHoi aereHepadii [12].

3axBOplOBaHHA HE Mae reHaepHux Ta reorpadiy-
HUX 0co6nBOCTEN [4] | XapaKTePUI3YETLCSH NOBINTbHUM
nporpecyBaHHaM. OCTaHHE MOe 6yTU ClpUYMHEHEe
NOCTYyNnoBMM HaKkonunyeHHsam LITT-nosTopiB Ao 50—80
LLLOPIYHO.

KniHiyHa kapTvHa M/ 30e6inblioro xapakrepmay-
€TbCA MOJIICUCTEMHICTIO, ane AOMIiHYIOYUMU BUABaAMMU
3a3BUYan € 03HaAKM ANCTPOGIi Ta cna3MaTUyHUX CKO-
poYyeHb Yy cMyractux m’'a3ax. MiOTOHiI4Hi cna3mu BUSB-
NAI0TLCA Ha NoYaTKy AO0BIIbHOr0 aKTMBHOIO pyxy, Ha-
npuKnag, npu cnpo6i pO3TUCHYTU KynakK, BiAKPUTH POT,
CBUCHYTU. BOHM nepeBaXKHO CrnocTepiraloTbCs Yy 3Mu-
Hayax pyK i Hir, yacTille — B nanbusx, Ta KyBasbHUX
M’13aX 3a Bi[ICYTHOCTI BUpPaXKeHoi M’a30B0i aTpodii.

OnopHUMK KAiHIYHMMKU cumnTomamn M € TaKi
O3HaKu:

= MIOTOHIq il — cna3m M’A3iB Ta YTPYAHEHHS PO3-
cnabneHHs nicng GopcoBaHOr0 CKOPOYEHHS M'A3iB;
nicng NMOBTOPHUX PYXiB iIHTEHCUBHICTb cna3mMy 3MeH-
WyeTbea i nicng 5—7 cnpob 3HUKaE;

= MepKyciMHa MiOTOHIA — Ha Micui yaapy no m’asy
HEBPOMOriYHUM MOMOTOYKOM Ha 4—8-N CeKyHAi
3'ABNSETbCA 3arnnbaeHHs («MIOTOHIYHUIA piBYaK»).
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CumnToM «BaNnmKa» YacTille cnocTepiraeTbes Npu yaa-
pi MOJIOTOYKOM Y AiNGHLUi TEHOpPa KWUCTi, YOTUPUIONno-
BOro M’si3a cTerHa, genbronogibHoro M’a3a i B Ae6toTi
XBOPOOU B AiNSAHLI 931Ka;

= EMI" MmioTOHIA — aKTMBHMI pyx abo NepKycia
M’fi3a CMPUYUHAE BUCOKOYACTOTHI NOBTOPHI po3psaau,
AKi cno4YaTKy 36iMblUYOTbCA 3a YacTOTOK Ta aMMiTy-
[010, a NOTIM 3MEHLUYIOTbCA (3BYKOBUM €KBiBasleHT
«6ombapayBanbHUK, KOTPUW NiKipye»). BUABNAIOTbL Mi-
OTOHIYHI TPMBaNi po3paan BENUKOI TPUBANOCTI, MOTEH-
Lianu Gibpunauin i roCTpmux XBuUb NepeBaxKHo y auc-
TalbHUX M’A3aX KiHLLIBOK.

3 HapocTaHHAM M’30BOi cnabkocTi 1 aTtpodii
CUMMTOMM MIOTOHIT Ha MNi3HIX CTadiax 3axBOPIOBAHHS
3HUKalOTb. ATpodia M'A3iB 4acTo BUparKeHa B XKy-
BaJIbHMUX (CKPOHEBOMY), Hal- i NiLOCHOMY, rPYAHUHO-
KJTIOYMYHO-COCKOMNOAIGHOMY M’Ai3ax, a TaKoX y nepo-
HeanbHin rpyni. MoxnuBa aTpodia MiMiYHUX M'A3iB
i M’'a3a-niginMada BEPXHbOi MOBIKM.

[eHeTUYHO AeTepMiHOBaHi 3MiHKM M’'A3iB 061MY4]
GOopMYIOTb XapaKTepHi GEHOTUMHI pUCU: aMiMis, Ha-
NiB3anoLlEHi 04i, BUPaXKeHi CKPOHEBI IMKK, BUOO-
BX€Ha TOHKa Wwu1sa. BHacnigok atpodii MnMuboBoi Myc-
KynaTypu, CipyBaToro BiATiHKY LUKiPHUX NOKPUBIB 06-
JINY4YS XBOPMX YacTo HabyBae MacKornofibHoro, no-
XMYpOro, CyMHOro Bupa3sy. BparkeHHa 6ynb6apHuX
M’A13iB HaZjlae HOCOBOIO BiATiHKY ronocy, po6uTb Masno
pO36ipAMBOIO MOBY, CMPUYUHAE YTPYAHEHHA KOBTaH-
HS, NonepxyBaHHS.

CnabkKicTb i aTpodis po3BMBAOTLCA TaKOXK Y AMUC-
TallbHUX Biadinax BepXHix KiHLIBOK Ta nepoHeasbHin
rpyni M’a3iB, WO 3 YacoM NPU3BoAUTb 40 GOPMYBaHHS
«MaBnAY0i KUCTi», cTonn dpuaparxa, 3MiHK Xxoau 3a
TUMOM «CTEMaX».

Ha enektpomiorpami cnoctepiralotb MOegHaHHA
MionaTUYHUX | HeBpoNnaTUyYHUX 3MiH. CrnopigHeHo
o3Hakoo M/ 3 iHWKWMKW M'A30BUMU AUCTPODIAMMU
€ MiaBULEHHS BMICTY KpeaTUHKiHa3u B KpoBi. Pe3synb-
TaTu 6Gioncii M’A3iB 3acBiaYyOTb HasBHICTb aTpodoBa-
HUX i FrinepTpodoBaHUX M'A30BUX BOSTIOKOH.

MNo3aM’a30Bi NOPYLIEHHST BUSABNAIOTLCS NCUXIYHUMU,
€HAOKPUHHUMMU, BicLiepanbHUMK po3najaMu Ta OYHUMM
MOPYLLEHHAMU (PUC. 2). SHUKEHHS IHTENEKTY Bia3Hava-
toTb Yy 30—50% xBopux 3 M/, KoxeH TpeTin nauieHT
3 M/l Ma€e MNOpPYLWEHHS CHY: HiYHEe anHoE («MPOKIATTS
OHgiHa») Ta/abo rinepcoMHito [2]. Y xBOpWX 4acTo BU-
ABNSAOTb Kapdiomionarito, Hanagn Apgamca— CToKca,
CepLeBY HEAOCTaTHICTb, NPoOJianc MiTpanbHOro KanaHa
(y 20—30%), MerakonoH, anbBeOoNspHY FinoOBEHTUNS-
LLit0o Ta peELMANBHY nereHeBy iHOEKLIO (BHACNiAOK cnab-
KOCTi fiadparMu i MiXKpebepHUX M'A3iB), KaTtapaKkTty
(6nm3bKo 90 %), EHAOKPUHHI po3naau (rinoTMpeos, nep-
BWHHWIM TiNOroHaaM3Mm, LyKpoBUI diabeT). ToMy, OKpiM
reHeasioriyHoro Ta MOJIEKYSIAPHO-TEHETUYHOIO A0CHi-
[KEHb, 10 PEKOMEHAO0BaHOiI NpPorpamMmm OBCTEEHHS
XBOPOro BXOAATb €/IEKTpOKapAiorpama, exoKapaiocKo-
nisl, KOHCYNbTaLia TepaneBTa, EHAOKPUHOIOrra, OKynicTa.

[eHeTnyHe TecTyBaHHA MDF peKomeHaye ans ouiH-
KW PU3UKY MPU NnaHyBaHHI CiM'T Ta MOHITOPUHIY nig
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3ip: KaTapakTa, peTuHonariga, 6nedaponTos

OuxanbHa cuctema:
YTPYOHEHHS AWXaHHS, acnipaLlis, anHoe

EHOOKpUHHaA cuctema:
nia6er, rinoroHagnam, rinoTMpeosa

PenpoayKtusHa cucrema:
HU3bKWI PiBEHb TECTOCTEPOHY,
HeJoCTaTHICTb, aTPodid A€YOK
Y HO/O0BIKIB;

cnabKicTb NONOroBoi AisIbHOCTI,
ameHopes, 6e3nnigasa y KiHOK

M’a3u: BTOM/IOBaHICTb, aTpodis

KOrHiTMBHI QyHKLUIi: iHTeNeKTyanbHi NOPYLIEHHS,
NCUXiYHi po3naau, NoCcTiMHa COHNAUBICTb

CepueBoO-CyAuMHHa cucTema:
cepLieBa HeloCTaTHICTb, KapaiomMionarig,
apuTMii, yparkeHHs KnanaHis

TpaBHa cuctema:
NMOPYLLIEHHS KOBTAHHS,
abgoMiHanbHUM 6inb
CUH/POM MOAPA3HEHOr0 KULLIEYHWKA;
niapes, 3aKpeny,

NMOPYLLIEHHS BCMOKTYBaHHS

KicTku: aHomanii, an3padivHuin craTyc

IMyHHa cuctema: rinorammarnobyniHemis

Puc. 2. [loAiCUCTEMH XQPAKTEP YPQAXKEHHST MU MIOTOHIYHI AMCTOOQIT (13)

yac BariTHOCTI, NpX NiAroToBLI A0 onepalLlii, a TaKoX
3a 6aXKaHHAM NauieHTa 418 3MEHLIEHHS KOMMAEKCy
[0AaTKOBUX MeAUYHUX TecCTiB. Y pa3i HEMOMIMBOCTI
NPOBeAEHHA TEHETUYHOro TECTYBaHHA eNIEKTPOHEN-
pomiorpadia (EHMIN) € BuUCoOKoedEKTUBHUM METOAOM
NiATBEPAXKEHHA AiarHO3y 3a HasiBHOCTI XapaKTepHOro
NoNiCMCTEMHOIO KOMMJEKCY 03Hak [10, 14].

KniHiyHni Bunagok

MauieHT, 43 poKW, 3BEPHYBCHA 3i CKapramu Ha
cnabKicTb M’A3iB KiHUiBOK, 0COB/IMBO KUCTEN, yTpYA-
HEHHS NPW BCTaBaHHI Ta NMigHiIMaHHi cxogamu. 3 aHaMm-
He3y BiJOMO, WO nepLwi CUMMNTOMU 3'9BUNUCSA Nicns
BIMCbKOBOI cny»6u 6M3bKko 20 pokiB Tomy. Ogpyxe-
HWW, CIMEMHUI aHaMHe3 3a HEPBOBO-M'i30BUMU 3a-
XBOPIOBAHHAMM HE OOTSHEHUN.

Mig yac ornagy npueepTany yBary HaniBonyLleHi
MOBIKKW, CNABKICTb i rinoTpodia M’a3iB 061144, 106-
He 0BG/IUCIHHS, HU3bKE PO3MILLLEHHS BYLLHUX PAKOBUH,
rinoTpodis CKPOHEBMX M’A3iB (pUC. 3), 03HAKK reHi-
KomacrTii.

HeBponoriyHnin ctaTyc: 4YepenHa iHHepBaLia 6e3
natonorii, MOMIpHUI B’aNui TeTpanapes, BUParKeHi-
WKW Y AUCTanbHUX Biadinax KiHUiBOK, ¢i3ionoriyHi ped-
JIEKCU 3 KiHUIBOK 3HWXEHi, natonoriyHi — BifgCYTHi, Ti-
noTpogdis HaZOCHOro i NifOCHOro M’'a3iB (puc. 4), TEHO-
piB Ta rinoTEHOPIB; 4YyTAMBa i KoopAnHaTopHa GyHKLUIT
36€epeXKeHi; BUPaXKEHUW AUCTaANbHUM Tineprigpos,
aKpoLiaHo3, GYHKLLiI0 Ta30BMX OpraHiB KOHTPOJIIOE.

HaHeceHHA yaapiB MOJIOTOMKOM MO TPYAHMX
M’'si3ax, A31Ka i TEHOopa CynpoBOAXKYBaNoCs MosiBOO

CUMMTOMY «MiOTOHIYHOrO piBYaKa» (puc. 5, 6). lMpu
npo6i 3 HaBaHTaXKeHHAM (6araTopa3oBe CTUCKaHHS
nanbLiB KUCTI B Ky/laK) CnocTepiraau ToOHi4YHe npuse-
[JEHHSA BeSIMKOro nasbld, BUparKeHile Ha npa.in
KucTi. Tig 4ac BCTaBaHHA ONUpPaBCA Ha OTOYYyloMi
npeaMeTH, NOCTYNnoBO BMMPOCTOBYIOYUCH.

3aranbHi aHaniaun KpoBi i ceyi, 6ioxiMi4HMI aHani3
KpOBI Ta Koarynorpama 6e3 03HaK natosorii. B kpoBi
piBEHb  TUPEOTPOMHOro TrOPMOHY CTaHOBUB
1,34 mkMO/n (Hopma — 0,4—4,0 MKMO/n), y-rny-
TaMmiHTpaHchepasn — 45,2 0O4/n (Hopma —
0—55 0/[/n), acnapTatamiHoTpaHcbhepasn —
25 04/n (Hopma <50 O[/n), anaHiHamiHoTpaHcde-
pasn — 30,14 0[/n (Hopma <50 O/1/n), KpeaTUHKi-
Ha3n — 501,46 O1/n (Hopma <171 04/n). PI®, PIBT
KpoOBi — HeratMBHuin peadynbtaT. EKI-gocnigrkeHHs
BUABWJIO CMHYCOBWIW MpPaBUIbHUN PUTM, BIOXWUIIEHHSA
€NIeKTPUYHOI OCi cepus BMiBO, 6GM0Kagy nepeaHbo-
BEPXHbOI Ti/IKM NiBOI HiXKKW NyyKa ica, 03HaKK rinok-
cii Miokapga. 3a gaHumu odTanbMOCKONMIT BUSIBAEHO
03HaKM MNO4YaTKOBOI KaTapakTu. Ha marHiTHo-peso-
HaHCHIN TOMOrpaMi WWMHOro Biadiny xpebTa Big3Ha-
YEeHO iHTpaKaHanbHi NPOTPY3ii MiXXxpebueBux ANUCKIB
C4—C5, C5—C6, C6—C7 (2,0 MmM). MarHiTHo-pe30-
HaHCHa Tomorpadis ronoBHONO0 MO3KY: BiACYTHICTb
BOTHULLEBUX 3MiH.

Min yac EHMI BuABNEHO MNOMIpHE 3HUMKEHHS
LWBWAKOCTI NPOBEAEHHS 36YAXKEHHSA PYXOBUMU BOJIOK-
HaMW OKpPEMMUX HEPBIB BEPXHiX KiHUIBOK, MOMipHe
3HUXEHHA aMniTyamn (CUNIM CKOPOYeHb) M'A3IB TeHe-
piB Ta rinoTeHepiB Nig Yac NpamMoi ctumynauii. fonko-
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Puc. 4. [inotpogiss HAAOCHOrO i NIAOCHOIro M s13iB

Puc. 3. XapakTepHi peHOTUMIYHI puck 06AMYYs xsoporo  Puc. 5. CUMITOM «MiOTOHIYHOrO piB4aKa», QKPOLIAHO3
3 MIOTOHIYHOKO AMCTPOPIEID

Puc. 6. ToHi4HE NpuBEAEHHST BEAVKOIO MAABLST MICAST YAQPRY MOAOTOYKOM 10 M 130X TEHEPA
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Ba efleKTpomiorpadisa AUCTanbHUX i NPOKCUMabHUX
M’A3IB KiHLIBOK [Jana 3MOry BW3HayuTWU Bi3yasbHi
M ayCKyNnbTaTUBHI O3HaKW HEMPOMIOTOHII. [apameTpu
noTeHUianiB pyxoBUX OAMHWULIL MOMIPHO 3MiHEHI 3a
MionaTU4HUM TUMOM.
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HOUMOHAABHBI MEANLIMHCKUIN YHUBEPCUTET MMeHM A. A. BoromonbLa, Knes

MuotoHnyeckas auctpodpus. KAMHMYECKnn CAyHamn

OcBelLLEHbl COBPEMEHHbIE MPEACTABAEHMSI OO STUOMATOrEHE3e, KAOCCUDUKALMN, XAPAKTEPHbIE KAHNYECKNE
MPU3HAKK, AMATHOCTUYECKNIA QATOPUTM 1 MOAXOABI K ASHEHMIO MUOTOHNYECKOM ANCTPOOUN. ONMMCOHO COBCTBEHHO
KAMHMYECKOE HOBAIOAEHME.,
KAtoueBble CAOBA: MUOTOHNYECKAS ANCTRODUS, HEPBHO-MbILLEYHOE 3AO0AEBAHME.,

T.A. DOVBONGQOS, L. S. TURUK

O. 0. Bogomolets National Medical University, Kyiv

Myotonic dystrophy. Clinical case

The article presents modern issues on etiopathogenesis, classification, typical clinical signs, diagnostic algorithm
and treatment approaches for myotonic dystrophy. The actual clinical case is described in the article.

Key words: myotonic dystrophy, neuromuscular disease.
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