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ABSTRACT

Congenital myotonia is caused by mutations in the CLCN/ gene,
encoding the skeletal muscle chloride channel CIC-1. (7¢35). My-
otonia congenita may be inherited as either an autosomal-dominant
(Thomsen Disease) or recessive trait (recessive generalized myotonia
or Becker myotonia). Myotonia congenita is usually evident during
early childhood. This disorder is clinically presented by a myotonic
phenomenon — abnormal delay in muscle relaxation following vol-
untary forceful contraction. Affected individuals describe muscular
stiffness upon initiating movement. The stiffness remits with several
repetitions of the same movement, giving rise to the so-called warm-
up phenomenon. Some patients have significant transient weakness
after rest, more pronounced in the upper extremities. In most cases
generalized myotonia is accompanied by moderate to pronounced
muscular hypertrophy that presumably develops because of chroni-
cally increased muscle activity.

KEY WORDS: CLCNI-gene, myotonia, myotonic phenome-
non.

PE3IOME

Bpozmenara Muotonus e 3abomnsiBane, KIMHAYHO XapaKTepH3H-
pAaLLo ce ¢ HapyIIeHa peTaKCallys Clle]l CHITHA MYCKYJIHA KOHTPaKIUs
(mMuotonus). Jwmku ce Ha mytanmun B CLCNI-reHa, Koamparg

XJIOpHH KaHaJIM B MyCKy;IHUTE KIeTKH (7q35). B 3aBucuMocT ot Ha-
YHHA Ha yHACIEAsBaHE pa3iiMyaBaMe aBTO30MHO JOMHHAHTHATa
(AJ1) xonrenutanna muotonust (KM) Tun Thomsen 1 aBT030MHO pe-
necuBHata (AP) muoronus tun Becker. Hauanoro Ha KiInHU4HKHTE
HposiBY € OOMKHOBEHO B IIbPBOTO JieceTuieTne. KinmuudHo ce xa-
paKTepH3upa ChC CTETHATOCT Ha MYyCKyJaTypara ciej MOKOH, mof-
obpsBaia ce ciell MPOABDKUTENHN yHnpaxHeHus. [Ipu Hsixon
MAIMeHTU € HAJIUIE 3HAYUTEHA NIPEXOHA CIaboCT clief] MOYNBKa,
HO-CHJIHO U3pa3eHa 3a ropHuTe KpaifHuim. [Ipu romsm Opoii ot ma-
[MEHTHTE € HAJIMIIE TICEB0ATIIETHYCH Xa0HUTYyC, pe3y/ITaT OT Herpe-
KbCHATATa aKTUBALMS HA CKEJIETHATA MYCKYJIaTypa.

KJIIOYOBU AYMMU: CLCNI-reH, MUOTOHUS,, MUOTOHUYEH
(eHomeH.

HUCTOPHUS

TepmunbT Bposena muotonus (BM) e BbBeeH 3a mbpBU BT
npe3 1876 . or AcMyc FOmyc Tomac Tomcen (1815-1896). Toit
(bopMyupal TbPBOTO OKOHYATEIHO ONUCAHUE HA MUOTOHHUSI KOHTe-
HUTa — 3a00IIsIBaHE, IUATHOCTUIIMPAHO TIPU CaAMUS HETO H IPHU MeT
MOKoJIeHusI OT pamuitus My (14).

I1pe3 1886 1. Ep6 my6GmukyBa mbpBata MoHOTpadus Ha TeMa Bpo-
JIeHa MUOTOHHUSI.

BeiiHapoBu 3a MbpBU BT 00CHKA HAIMYHE HA PELIECUBHA
(dopma Ha MuoTOHUSI KoHTenuTa pe3 1930 . (15).

I[Mpe3 1959 ., Tletep bekep, HEMCKU HEBPOJIOT ¢ OCHOBEH TIPH-
HOC B KJIACH(UIMPAHETO Ha MYCKYJIHUTE AUCTPODHH, OIUCBA MYC-
KyJHa AucTpodust Tun bekep u aBTO30MHO-pELieCHBHA MHOTOHHS Ha
Bexep. Toii ochbinecTBsiBa MamabHO MPOy4YBaHe, JOKA3BaI0 HAJK-
YHETO Ha periecCuBHA (popMa Ha MHOTOHHS KOHTeHHTa (26).

IIbpBute myranuu B CLCNI1 reHa jokas3Baiiy HaTM4UETo Ha aB-
TO30MHO-PELICCHBHA 1 aBTO30MHO-JIOMUHAHTHA BPOJICHA MUOTOHHS
ca ycranoBenu mpe3 1992 u 1993 r. (6).
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B bwarapus: C. TurueBa u cpaBropu mpe3 2016 . qoknagsat
IIBPBUTE CIIy4ad Ha BPOJEHA MHOTOHMS THIl bekep, ycTaHOBeHH B
pe3yiTar Ha MOJICKYJISIPHO-TeHETHIHO U3CIIe/[BaHE Ha 6 ceMeCTRa,
HacoueHH 3a cekBeHupane Ha CLCNI rena. EnHo ot cemelicTBara e
¢ ObJrapo-TypcKu mpousxon. OTKPUTH ca TPU MyTALMH — HOHCECHC
(p-Arg894%), crnaiicunr (c.1471+1G>A), muccenc (p.Val273Met;
p.Tyr524Cys), nprunnsaBan 3abonsBaneto. OTKPUTH ca 1Ba eHJle-
MMYHHU PErHOHA — eIMH B I0ro3arnajiHaTa yacT Ha bearapus u sropu
B ceBepo3arnaiHara yact (23).

ENMUIAEMHAOJIOIUA

Yecrorara Ha 3abomnsBaneto e 1 ma 100 000 gymu B cBeTOBEH
maiad. [To-Bucoka yecrora ot 7,3 wiar 9,0 va 100 000 ce nabimonasa
B CeBepna ®unnanaus u cborBeTHO B CeBepHa Hopserus. Bapuan-
tute Ha CLCNI renetnynu Mytanuu ca oborarenu B CepepHa Oun-
naHaus, mopaau edexTuTe Ha mpapomuTens U reorpadckara
n3onarms. B CeBepra Hopserns ce HabmroaBa mo-rojisiMa cTeneH
Ha TEHOTHUITHA XeTepOreHHOCT (7).

ETHOJIOT'UA U TATOI'EHE3A

Yogemkusat CIC-1 npencTansiBa OCHOBHUST XJIOPEH KaHAI B
HanpedHo-Habpa3aeHara Myckynarypa. Koaupan e ot 23 ex3ona Ha
CLCNI rena, nokaiau3upaHy B XpoMo3oma 7q35 U mpeacTasisiBa
TpaHCMeMOpaHEeH MPOTEHH, ChCTOAI] ce 0T 988 aMHHOKMCENNHN
(termo oxono 120 kDa), ooukHOBeHO pa3znenenu Ha amuHO (N)-Tep-
MHHAaJIHa TpaHCMeMOpaHHa 4acT (10 okoso 590 aMHHOKHUCETNHN) 1
kap6oxcunna (C)-repmunansa nuromnamMena dact (13). [Iporennst
(GyHKIIMOHHpA KaTO XOMOJMMEp — BCEKH MOHOMEp ChIbpka 18 a-
crimpaiy, 16 ot kouto TpancMeMOpanHu. C-TepMUHATHUAT Kpaii e
JIOKAIM3HUPAH B IUTOIIa3MEHaTa CTpaHa Ha MeMOpaHaTa i € CpaB-
HMTEITHO IBJIBI — ChIbPIKA JBA UJICHTHYHU IMCTATHOHUH CHHTAa3HU
JIOMEHa, CBIIO BAXKHH 32 POJIATA HA KaHaia. 3aryba Ha QyHKUIHUATA
Ha nporenHa CIC-1 npuunHsABa CBpbXBb30yXkKIaHE HA KIEThYHATA
MeMOpaHa — BOJIEII[a 10 Bb3HUKBAaHE HAa MUOTOHIYEH (GerHomeH (5).

KIIACU®PUKALUA

XJI0pHHTE KaHAJIOMATHH, 00YCIIOBEHH OT MYTAIIUH, BOJCIIHU [0
HamaieHa excripecus Ha CLCN1 rena, ce paszensit Ha aBTO30MHO-
JOMUHAHTHA — GostecT Ha TOMCEH M aBTO30MHO-PEIIECHBHA — MUOTO-
HUs Ha bekep B 3aBHCHMOCT OT THIIA Ha yHaciuensBaHe (7).

IToaTunoBe

Bponenara MHOTOHHS € PAAKO 3a00JIBaHE U 1OKa3Ba BUCOKA
CTETeH Ha TeHETHYHO 00YCIOBEHA XETEPOreHHOCT. YCTaHOBEHH ca
penuna mytaiu B CLCNI reHa, IpUYMHSABAILY Pa3BUTHETO HA BPO-
JIeHa MHOTOHHSI: HOHCEHC, JeNeIUH, TyIUTMKAnH. J[0 TO31 MOMEHT
ca unentuduuupanu Haa 200 natorennu Bapuanta B CLCNI rena
™.

OcHOBHUAT Gener Mpu BPOACHUTE MHOTOHUH € HAIIMYUETO Ha
3aTpyAHEHa MyCKyJIHa peJlaKcarys, HaOIroaBaHa clesl CHIIHO MycC-
KYJTHO CBhKpAIl[eHHEe — aKIIHOHEH MUOTOHHYEH (peHOMEeH (MU0 — OT
TPBIKA: MyCKYJ; TOHYC — OT JJATHHCKH: Hampexkenue). MuotoHus
MOJKe J1a ce HaOJI0aBa U CIe MepKyCHs (3a MbPBH BT OIUCAHO OT
Erb) — mepxycronen Muotonnder ¢pexomen (21). B Haxon cmyuan
MHOTOHHUSATA HE ce HAaONII0/laBa B HAYAJIOTO HA JBHKEHUETO, a CIIe]
JIBYKpaTHO TIOBTOPEHHNE Ha €J[HO U CHIIO AeHCTBHE (3a0aBeHa MHOTO-
Husl) (6). DEHOTUITHUAT CIIEKTHP HA BPOJCHUTE MUOTOHUH BapHpa
OT JIeKa MHOTOHHSI, OYEBHIHA CAMO MPH KIMHIYCH MPETIe] 10 TeKKa
U MHBAJINIM3UPAILA MUOTOHMS C NPEXOJHa CIab0CT U MHUONATHS
(11). Myckymuara xunepTpodust, BoJela 10 avieTHIeH Xaburyc e
XapakTepHa yepra MpeMMHO 33 'eHepaln3upaHara MHOTOHHS Ha
Bexep, Bp3HUKBAIIIA BEPOSATHO MOPaIH HEBOJIEBATA MIPOABIKATEIIHA
KOHTPAKIMSA Ha CKEJIETHUTE MYCKy1Id. MyckyimHa arpodus, mpe-
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XOJIHA WJIU B HAKOHM CITy4au IOCTOSHHA MYCKYJIHA C1a0oCT ca 4ecTo
cpetanu cumnromi (11). Ipu HAKOM OT NALMEHTUTE ca HATIULIE KOH-
TPakTypy W MHOTOHHMSI Ha JbBKaTelHaTa Myckyjiarypa. dact or
MALMEHTHTE Pa3BUBAT MPOrPECUBHA CKOJIMO3a, U3UCKBAILA XUPYP-
rudecka kopeknus (21). 3a pasnuka oT MHOTOHHYHATA AUCTPOGUSL
THI | 1 2, KOUTO ca MYITHCUCTEMHH 3a00JIABaHUS C IPOTPECHBHO
MYCKYJIHO YBPEXIaHe, IPU HEAUCTPOHUYHUTE BPOJICHH MUOTOHHI
JIATICBA NPOTPECHBHO MYCKYJIHO YBPEXKAAHE U NIALUEHTUTE OOUKHO-
BCHO Ca C HOPMAJIHA POJIBDKUTEIHOCT Ha k1BOTA. KITFOUOBH CHMII-
TOMH, JIOKJIABaHU OT NALMEHTUTE HPHU HEAUCTPOUUHHTE
MHUOTOHHUH Ca: MYCKYJIHA CKOBAaHOCT HJIH KPaMIIH, CIab0CT, yMopa U
Goska. Bb3npuaTHeTo 3a KaueCTBOTO Ha )KMBOT € 0COOEHO MOBIIMSAHO
OT HJIMYHMETO Ha OOJIKA M yMOPa U € T10-JI0LIO B CPAaBHEHHUE ChC 371pa-
BaTa MOIyJIalusl, KOeTo onpasaasa GapMakonoruyno gedenue (21).

ABT030MHO-IOMMHAHTHA

muoronus Ha Tomcen

bonecrra Ha ToMmceH e npuunHeHa Hail-4ecTO OT XETEPO3UTOTHU
MHCCCHC MyTal[i. VI3BECTHH M3KIIFOUCHHS Ca HOHCCHC MyTallHu
karo R894X u E193X min MmyTauuu cbc CMsAHa B paMKaTa Ha YeTeHe
(9). Cpen noxinazBaHUTE MyTalllH, CBEP3aHu ¢ OoecTTa Ha ToMceH
B Cesepna Amepuka, G230E e naii-uecto cpewana (7). Ucropu-
YeCKH HHTepecHa e MucceHc mytanusta P480L, Tvii kato ce cpema
B pasumupeHoTo popociosue Ha FOmuyc Tomac TomceH, KOHTO mbp-
BOHauyaJHO ommcBa cuHapoMa (20). [lo-romxsmara gact oT BapHaH-
THTE Ha OonectTa Ha TOMCEH ca pe3yiaTar OT MUCCEHC MYTAallHH,
OCHOBHO JIOKaJIM3UPaHU B €K30H 8, KOWTO KojMpa o0nacT Ha B3au-
mopeiicteue Mexay CIC-1 monomepure. [ToBeyeTo MyTanuu, mpu-
YUHSBAILINA MHOTOHHS, Ca YHHKAJIHH 32 OT/CIHUTE CEMEHCTBA WIN
HPECTaBIIABAT U30JMpaHu citydau (6). Bpoxenara MuoToHus Ha
ToMceH ce XapakTepu3upa ¢ MyCKyJIHa CKOBAHOCT, 3acsralia BCHUKI
HaOpa3eHH MYCKYJIHH TPYIH, BKJIIOYMTENHO BbHUIIHUTE OYHU
MYCKYJIH, MYCKYJIUTE Ha JIMIETO U e3uKa. MIMa Manko JaHHH 3a
ABTO30MHO-/IOMUHAHTHATa MUOTOHHS Ha TOMCeH, Thil Karo aBTo-
30MHO-pel[eCHBHATa MUOTOHHS Ha bekep ¢ okoio 10 mbTi o-uecto
cpetana. [€HOTHIT — (EHOTUITHUTE KOpEeNaluy BAPUPAT, KaTo ca yc-
TaHOBCHH M MEXIMHHHTE HopMH Mex 1y peHoTuroBere Ha ToMceH
u bekep (8).

OOUKHOBEHO 3aI04Ba B PaHHA JIETCKA Bb3PacT U KIMHUYHO CE
XapakTepusupa ¢ MUOTOHUS, 3a0aBeHa peslakcalys Ha CKelleTHaTa
MYCKYJIaTypa, HaCThIIBAIlA Clie]| CHIHA MYCKYJIHA KOHTPAKIHS U
CIIe/1 PO/IBIDKUTENICH NIePUO/] Ha OYMBKA (HAIIPUMEp [P CTaBaHE
OT CTOJI/JIETVIO MM B HAYaJI0TO TIPH XOIEHE WK OsiraHe) u ce moxo0-
PpsBa P MHOTOKPATHO ChKPAIlaBaHE Ha CKEJICTHUTE MYCKYJIH, TaKa
HapeUYCHUAT ,,)eHOMEH Ha 3arpsBaHe” (warm up ¢enomen). O6-
pPaTHO — HPM BPOJEHA NAPAMMOTOHMS (HAaTpUEBA KaHAJONATHS)
CHMIITOMHTE OOMKHOBEHO CE BIIOIIABAT C BCSKA IOCHE/BAIIA KOH-
TpPaKIMs HA CKEJIETHUTE MYCKy/Id. MHOTOHUS, TIOBIIMSABALLA CE OT
HHCKa TEMIIepaTypa Ha OKOJIHATa Cpejia, OT HUBOTO HA CEPYMHHS
KaJIMi ¥ CIPOBOJICHA OT MUAJITUs YECTO CE Cpella PH HATPUEBUTE
KaHAJIOMATHU M MO-PSIKO IPU XJIIOPHUTE KaHAJIOMaTuu. Te3u Kiu-
HHMYHHU XapaKTEPUCTHKH MOTaT J1a Ob/aT MOJIe3HU IPU HACOYBAHE 32
HOTBBPAUTEIIHN TCHETUYHH U3CIICABAHUS. MUOTOHHUS Ha KICTIAYUTe
MOXE J1a IPUCHCTBA KAKTO MPH XJIOPHHUTE, TaKa U IIPH HATPUEBUTE
kaHasonartud (7). [IbpBUST CUMITOM Ha BpOjieHa MUOTOHHMSI Ha Tom-
ceH Moxke J1a Objie 3a0aBeHO OTITyCKaHe Ha KIIENa4uTe CIIe/l CHIIHOTO
UM 3aTBapsiHe, ClIe/ KMXaHe Wik o Bpeme Ha 1uiay (25). I[Ipu kbp-
MayeTo MOKe J1a € HaJulle HeoOMYaliHO pa3BUTa MYCKyJIaTypa Ha
KpailHUIIUTE, HO SIBHATA MYCKYJIHA XUMEPTpodHs B paHHA JIeTCKa
Bb3pacT e psaka. Yecro 6onecrra Ha TomMceH He ce pa3rno3Hasa JIo
KBCHO JICTCTBO, KOTaTO JICTETO M3IVICK (@ TPOMABO U MMa 3aTpy/IHE-
HHUS C ABWKEHUATA ClIe]l OYnBKa. MyCKy/IUTE ca CKOBaHH, 0COOCHO
Ha Kpakara, pH M3IpaBsHEe OT CEIHAJIO MOJOKCHUE | 110 BpeMe Ha
u3KauBaHe Ha cThION. bonectra Ha ToMcen MoXe J1a Bapupa 1o Te-
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KECT OT JIeKa 10 yMEpEeHa, KaTo TeXKUTE CIIydau ca peakd. [Ipoxsi-
JKUTEIHOCTTA Ha JKUBOTA € HOPMAJHA U 3aCETHATHTE MHIAUBUIU
MOTaT Jia BOJAT 3aI0BOJIMTEIICH HAYMH Ha )KHUBOT. Hsima mporpecust
Ha CHMIITOMHTE BbB BpemeTo. HabnronaBar ce u3pasenu untpada-
MHJIHH pa3iM4ds [0 OTHOIICHHE Ha BB3PACTTA Ha II0sBa Ha
3a00MSIBAHETO, HA 3aCETHATUTE MYCKYIIHH IPYIIH U TEXKECTTA Ha 3a-
OousiBaneTo. I[Tpu HAKOM MAIIMEHTH JIMIICBAT KIMHUYHH OTLIAKBAHHS,
a ca HaJMLE SAMHCTBEHO EMEKTPOMHOrpaCKi TaHHU 32 MHOTO-
HUYHY (EHOMEHHM — Taka HapedeHaTa JaTeHTHa MUOTOHHS ().

ABT030MHO-peliecHBHA MHOTOHHUS Ha Bekep

[Ipu Bponenara muotoHus Ha bekep ce OTKpHBa MOYTH MIBIHUS
CIICKTBP OT PA3IMYHUTE BUIOBE MYTAI[MH, IPHYNHSBAILH Pa3BH-
THETO Ha 3abomnsBaHero. Haii-uecTo ycTaHOBsIBaHMTE MyTalllu ca
muccerc F413C u 14-bp menerus, BoeIna 10 U3MECTBaHE B paMKara
Ha uereHe (0).

Tenepanu3upanara MHOTOHHUS THII bekep ce mposiBsiBa Ha Bb3-
pact mMexay 4 u 12 ronuHu U UMa TeHIEHIHs Ja ObJie ¢ MO-TeXKa
KIMHUYHA W3siBa OT joMuHuparus tii (17). Be3aMoxkHO € mosiBata
Ha OIUIAKBAHMATA MakKap W PSJKO Jia 3all0YHE OT PaXKIaHETO, OT
paHHa JICTCKa BB3PACT WM ciei 12-roguimiHa Bb3pactT. B Hsikon
PEJIKH CITyyaH, Ha4aJloTO Ha CHMITOMHM HACThIIBa cliest 40-ropumina
Bb3pacT. MUOTOHHMsTA OOUKHOBEHO 3acsira MyCKYJIUTE Ha KpaiHH-
LIMTE, HO YECTO 3acsra e31Ka U JJbBKaTeHaTa MycKyinarypa. [1o mpa-
BUJIO II'bPBOHAYAJIHO CE OTKpHBA B JoiHHTE Kpaitnuim (15).
3a0onsiBaHETO ce XapaKTepu3upa ¢ yMepeHa JI0 TeXKa MUOTOHUS,
yMepeHa MyCKyIIHa XUTepTpodus, 0TCITaOeHH CyXOKHIITHY peduiek-
cH, IpexojiHa CIadocCT, MpUApYKaBala MUOTOHHATA, WINH J0PU
MOCTOsIHHA €1ab0CT U aTpodust Ha MYCKYINTE Ha MPEIMHIITHULATA
u Ha umsta (17). Myckynna xuneprpodus Ha Oexmpara, npaciuure,
paMeHeTe U IIyTeyca ce HaboaaBa 4ecTo Py MAIHEHTH OT MBKKI
non. (ITpu xxenure psijiko ce cpemia Myckynna xuneprpodus.) Heo-
OWvaiiHa TBBPIOCT Ha MyCKYJIaTypara i orpaHuyeHara JJop3uduiek-
CcHf HA KUTKara ca J0CTa 4YeCTH NPHU3HALM Ha aBTO30MHO-
petiecuBHaTa (opMa Ha BpojIeHa MHOTOHHSI, Bb3HUKBAILM ChOTBETHO
B 54% un 84% ot n3cnensanute ciyyau (15). Ilpexonna cnabocr ce
MPOSIBSIBA BHE3AITHO U 3aCsra MyCKYJIUTE, yYacTBAIU B ChOTBETHATA
3a/1a4a, TOBEXKIAIO JI0 M3ITyCKaHe Ha MPEAMET WM A0PH 10 Hapy-
IIeH TOCTYpalieH KOHTPOIL. BhIpeku 4e MHOTOHHSATA OOMKHOBEHO
HE € CBbp3aHa ¢ 00JIKa, € Bb3MO)KHO HAITMYUETO Ha OOJIe3HEHH MYyC-
KYJHH KpaMIli WX MHAITHS, 0COOCHO 10 BpeMe Ha MOYHBKA CIIC]
HHTEH3UBHU yrpaxkHeHus (6).

JUATHO3A U JUGEPEHIIUAJTHA TUATHO3A
HA BPOAEHUTE MUOTOHMUMU,
BCJI. XJIOPHU KAHAJIOITATUHU

JIHarHOCTHIIMPAHETO Ha BPOJCHA MHOTOHHS H3MCKA MMbPBOHA-
YaJTHO J]a C€ PA3MO3HAAT XapaKTePHUTE KIMHMYHU cuMnToMH. Pa-
MHJIHATA aHAMHE3a 33 MHOTOHHS € TI0JIe3Ha 3a pasrpaHuYaBaHe Ha
Oonectra Ha TomceH oT MHOTOHMS THI bekep B HAKOU ciydau, HO
He BUHArH. VICTHHCKM aBTO30MHO-JIOMUHAHTHHST MOJIEN HA yHa-
clie/iBaHe U3KIII0YBA AMAarHo3aTa MUOTOHMS THIT bekep, Ho Jiuncara
Ha MHOTOHHSI TIPH POUTEIHTE € C MO-MaJka HHPOPMATHBHA CTO¥-
HOCT, Thil KaTo 3a00JI1BaHETO MOXeE /1 CE IbJKU Ha Bh3HUKHANA de
novo myrtanus (6).

3a ycTaHOBsIBAHE HAa HAJIMYUE MM OTCHCTBUE HA NMEPKYCHOHEH
MHOTOHHYCH (PEHOMEH CE OCBIISCTBSIBA Yap BbPXY TeHapa Ml Oe/l-
PpoTo, KoeTo Boju 10 hopMHpaHe Ha SICHO 3a0eeKrMa BIThOHATHHA
(mepkycrHoHHa MHOTOHUS). JIuIcaTa Ha Ta3u XapakTepHa PeaKius
obaye He M3KIIOYBA JUarHO3aTa, 0PI 3HAYUTETHH BapHALlMi BbB
(EeHOTUITHOTO MpeICTaBsIHE (ICH 3a JIeH, MEeX/Ly WHJMBH/IH, 3acer-
HaTH MYCKYJHU U T.H.) (6).

OOGeKTHBHH JI0Ka3aTelICTBA 3a MHOTOHHS MoOrar 1a Obaar
YCTaHOBEHH C WIVIeHa enekTpomuorpadus. MuoToHusiTa ce
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XapakTepu3upa ¢ MOBUIIICHA MHCEPLIMOHHA aKTHBHOCT U MPO/IbIIKHU-
TEJIHH BHCOKOYECTOTHH paspsau. 3BykoBara oOpaTHa Bpb3Ka Ha
MHUOTOHUSATA 110 BpeMe Ha eJleKTpoMuorpadusra ¢ 6e3norpena,
Hanojo0sBalIa 3ByKa, IPOU3BEACH OT MepKa Ha MUKUpAu OOM-
Gapauposaun. [IpoabIKUTENIHOCTTA HA MOBTAPSIIUTE CE Pa3psan
Kopenupa 100pe cbe 3a0aBeHaTa MyCKy/IHa penakcalys 1 IpeicTaB-
JIs1Ba €ICKTPO(QU3HOIOTYHUAT OTIIHIHUTENICH OeIer Ha 3a00/sBaHETO
(16).

IIpu MycKyJaHH OMOIICHH MOXE Jid C€ BHASAT HE CaMo JICKH,
Hecneu(pUYeHN OTKJIOHEHHUS MM HUKAKBA [ATOJIOTHS, HO B HAKOU
CIIy4au ce yCTaHOBSBA JIMIICA Ha THI 2B BlakHa, KOETO € JOKIal-
BaHO NpH XJIOpHUTE KaHajonatuu (17).

Kpearndochokunazara (KOK) npn neauctpopuanuTe MHOTO-
HHUHM 0OMKHOBEHO MOXE Jla Bapupa OT HOpPMaJIHa JI0 yMEPEHO HOBH-
meHa (1-3 X Hag HopMara), HO MHOTO BHCOKHTE CTOMHOCTH Hajlarat
HPOBEXK/AHE HA M3CJIE/ABAHUA B HACOKA OTKPMBAHE HA APYTH IPH-
YHHH 32 MYCKYIIHO yBpexzaane (21).

Jndepennunanta quardo3a: MUOTOHUATA € HAXOKA PU MHOTO
3a00J1sBaHMs, KOCTO BOAY 0 TMArHOCTHYHU 3arpynHeHns. Habmro-
JlaBa ce IpU BpPOJEHATa MapaMHUOTOHHUS, HPH BIOIIABAILA CE OT
KaJIMi MHOTOHHMSI, TPH MHOTOHMYHA uctpodus tin | — Bonect Ha
laitHept u TN 2 — MPOKCUMATHA MUOTOHHYHA Muonatus (7).

Bonecrra Ha TOMCEH U ApyruTe HEAUCTPOYUYHN MUOTOHHUH CE
pasnuyaBaT OT MHOTOHMYHATa AUCTPOQUs, MOpagu JMIcara Ha
CHCTEMHH XapaKTePHCTHKH U MOCTOSIHHA MyCKylHa ciadocrt. IIpu
6onecr Ha IllaitHepT ce HaOMIOAABAT OITBJIHUTEIHNA CUCTEMHH OI1-
JIAKBAHWs1, BKIIIOUBAIIH: YEJIHO OIUICIIMBSBAHE, 1T03a, TEMIIOpaIHA
arpodusi, ChbpJCUHH aPUTMHH, IUXaTeIHA CIIA00CT, paHHA KaTapakTa,
CTOMAIIIHO-YPEBHA MJIM KOTHUTHBHA JUC(YHKIHS U MPOrPECHBHA
MmyckynHa ciadoct (12). Berpeku ToBa, B HIKOH Cllydan, 0COOSHO
[P MUOTOHHUYHA AUCTPODHS THII 2, APYTH CUCTEMHH XapaKTepHC-
THKH MOJKE JIa OTChCTBAT, & CIIa00CTTa Ha CKEJIETHUTE MYCKYIIH MOXE
JIa € TUCKPETHA W [1a OTChCTBA. B Tasu curyamys Ou ciesaio 1a
ce HanpaBK OMOIICHS Ha CKEJIETHATa MyCKYJIaTypa 3a UISHTU(QULIH-
paHe Ha AUCTPOMHUYHU IPOMEHH U APYTH CHEHU(DHUYHHE XUCTOIATO-
JIOTMYHH XapakTepucTUKH (7).

JIEYEHUE
HA BPOAEHUTE MUOTOHUU

3a BpOJICHUTE MUOTOHUH € HATMYHA CUMIITOMATHYHA Teparus,
KOSITO Ce MpHIara NpeanMHO TIPH TeXKUTE ciydan. Hsma renna te-
panus 3a 3a0onsaBaneTo. Cle0BaTEIHO PE3yNTaThT OT TeHETHYHUS
TECT HE € OT ChIIECTBEHO 3HAYEHHE 3a IPOBEXKAAHOTO JiedeHue. Te-
panusaTa ¢ Hal-700bp MOKYMEHTHPAH pe3ynTtar € ¢ MeKcUIeTHH
(12).

MexkcuneTrH — aHTHApUTMUYHO CPENCTBO OT Kiac B, koeTo Bb3-
JeficTBa Ha OBP30TO MHAKTUBHpAHE Ha HaTpHEBHTE KaHaU. B Mo-
MEHTa MMa Haii-MHOTO JI0Ka3aTeJcTBa 3a e()EKTUBHOCTTA MY TIpU
JIEYCHUETO Ha HeuCcTpopuuHNTe MHOTOHUH (21). [IBE He3aBUCHMIL,
PaHIOMHU3UPAHH, TUIALe00-KOHTPOIMPAHH IPOYYBAHUS T0KA3BAT, Ye
MeKcHneTHHBT € eeKTHBEH 3a HaMalsiBaHe Ha MHOTOHUATA (22).
B nombnHenue kbM Mekcunetut, JIaMOTPKHH ChII0 € e(heKTUBEH
3a HaMalsiBaHE Ha JIOKJIAJABAaHUTE OT MAI[EHTUTE OILUIAKBAaHMS OT
MYCKYJIHA CTETHAaTOCT H 3a T000psABaHe Ka4eCTBOTO UM Ha JKHBOT,
KOETO CBILO € YCTAaHOBEHO B €JHO PaHIOMHU3UPAHO, MIane6o-KoH-
Tposupano npoyusane (3). EAuHCTBeHOTO mIMpoKOMAaIabHo Iuia-
11e00-KOHTPOJIMPAHO KIMHIUYHO MU3MUTBAHE, OTYMTAIIO TTOI3UTE HA
MekcuneTus, He MpaBu pa3iivKa MPH NOBJIUABAHE HA MHOTOHUATA
MeXITy XJIOPHHUTE W HaTpHeBHTE KaHanonatud (19).

Jlpyru iekapcTBa, KOUTO Ce M3MOJI3BAT 3a TepaIusiTa Ha Bpojie-
HHUTE MUOTOHUH ca: OIOKepH HA HATPUEBHs KaHAl, aHTHEIHIIeT-
THYHH CPEJICTBA, aHTHACTIPECAHTH, IMYPETHIM U TaypuH, KOUTO He
ca OMIIM TIOAKPETIEHN OT JOCTaTh4YHO KaueCTBEHN KIMHIIHH H3ITUT-
BaHWUs 32 OllCHKA Ha e(uKacHOCT uin Oe3omacHocT (24).
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OOmuTe aHeCTEeTHIN TPSAOBA J1a ce MpUJIarar ¢ MOBUIIICHO BHU-

MaHHe, NP MAUUEHTH C BPOACHH MUOTOHHUH, 0COOEHO Ha JENOJsi-
pU3Mpamy MYCKYJIHH penakcanTH kato CykcaMeToHHWi, mopaan
MOBHUIICH PUCK OT Bb3HUKBAHE HA MAJIMTHEHA XUIIEPTEPMHUS U I'€He-
panu3upaHy MYCKYJHH CTIa3MH, 3aTpyAHsIBamy nHTyOanusTa (18).
Bw3moxno e npenaranno uzcnensane npu CLCN1 myTanuu, HO He
¢ obnuaiiHo, Iopaju CPaBHUTENHO JIeKUs (hEHOTHIT Ha 3a00I1BaHETO
u nobpara nporuosa (7).
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