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AkTyanbHocTh. Muonuctpodus romenna (MIJ]) — 3To HaciaeacTBEHHOE, HEPBHO-
MBIIIIEYHOE 3abosieBaHue, OOYCIOBICHHOE MyTanmusMu B TeHe DMD, npuBoasmmmu K
HEIOCTaTOYHONW (QyHKUMU Oenka auctpoduHa. KimHUYecKH mNposBIsSeTcs NpOrpeccupyromen
MBILIEYHON €1a00CThIO, TOTEpEel CaMOCTOATENbHOM XOIbOBI, HApyIICHHEM [IbIXaHUs H Jp.
PacrnipoctpanenHocTs npu poxkaenuu 19,8 ciyqas Ha 100.000 (1 va 5000) xuBOpOKI€HUI MYKCKOTO
noja. CyIliecTByeT TpU TMOJHOpa3MepHble H30(OpMbI O€NKa, JOKATU3YIOIIUECS B CKEJIETHBIX
MBIIIIAX, TOJIOBHOM Mo3re u cepaue. [lepunur auctpopuHa B cepale HNPUBOIUT K PA3BUTHUIO
JWIATallMOHHON KapAMOMHOIIaTUH, NMPU ATOM IOBBIIIAETCS PUCK Pa3BUTUS OMACHBIX UISl JKU3HU
HapyIIEHUH pUTMa, KOTOPBIE CTAHOBATCS OCHOBHOM NMPHUYMHON cMepTH AKTyalbHOH mpobiemMoin
ABJIAETCS  PAaHHSSI  JMAarHOCTUKA  CEpJEYHOM  IATOJOTMH, CBOEBPEMEHHOE  HA3HAuYCHHE
KapAUOIPOTEKTUBHON TEpAlMUd U MPEAYyNPEKICHUE CAMOCTOATEIbHOW OTMEHBI IPENapaToB IIO
MECTY JKMTEJIbCTBA JIE€TEH, YTO MO3BOJUT YBEIMUYUTH IPOJOJIKUTEIBHOCTh U3HU IALIUEHTOB C
JTAaHHBIM 3a00JIEBAHHUEM.

Heab: npoananu3upoBaTh 4aCTOTY HA3HAYEHUs KApAUONPOTEKTUBHOW TEpAIMU y HETEH C
MJI/I 1 nmoBBICUTH MH(GOPMHPOBAHHOCTH BpaueH-NeMaTpoB U Bpaueh-KapAHOIOTroB 0 €€ paHHEM
Ha3HAYECHUH.

Matepuaasl u Meroabl. Ha Gaze I'Y PHIIL[ «Matp u auTs» ObUTH IpOaHAIHM3UPOBAHbI
MEeJIUILMHCKUE KapThl 25 aeteit ¢ auarnozom M/IJ1. Cpennuil Bo3pacT nanueHToB coctaBui S (4,92)
ner. B xone uccrnenoBaHUs MPOBOJMIACH OLIEHKA HamOoJiee 4acTO BCTPEUAIOIIMXCS CEpACYHBIX
naroyiorui, BoisiBiiseMbix 1pu BoinoaHeHuu DKI', 9XO-KTI', Xonrep-OKI', a Takke cpeiHuii Bo3pacT
Ha3HA4YCHMs KapAUOIPOTEKTOPHON U TOPMOHAJIBHON TEPAIUu.

PesynbraTrhl M ux oOcyxnenue. [lo naHHBIM MEOUIMHCKUX KapT BbIABIEHO, uTo OKI
MPOBOJIMIIOCH 25 neTsiM u3 BeIOOpKU. V3Menenus Habmronanuch y 21(84%) manuenra, oTCyTCTBHE
m3MeHeHud — y 4(16%). CrpykTypa W3MEHEHMI IpeACTaBlI€HAa: CHUHYCOBOM TaxuUKapAueH y
13(61,9%) uenosex, HBITHIII" y 14(66,7%), BepTUKaJIbHBIM OJI0OXKEHUEM OCcH cepaua 'y 14(66,7%),
ykopoueHnrneM uHTepBaia PQ y 4(19%), murpanueit Bogutens putMa y 2(9,5%). 3XO-KI' 6s110
BEITIOJTHEHOE BCEM JIETSIM M3 BRIOOPKH W MOKa3aso Hanuune u3meHennii y 18(74%) nerelt, orcyTBHe
n3MeHeHul - 'y 7(28%). Cpeau usmenenmit: AXJDK y 12(66,67%) nereit, peryprurauus Ha
TpuKycnuaanbHoM Kiamnane y 13(72,2%), perypruranusi Ha KianaHe Jierounoit aprepuu y 9(50%),
perypruTanus Ha MUTpaJibHOM KianaHe y 8(44,4%). Xontep - OKI' Ha3HaueH U BBINOIHEH TOJIBKO
12 marmentam, ipu 3ToM y 11(91,67%) manueHToB 3mH30/16I CHHYCOCBOM Taxukapauu, y 10(83,3%)
CYNIPaBEHTPUKYJISIPHBIE 3KCTPACUCTONBI, y 3(25%) ’kemynouKoBblE 3KCTpacucToisl, y 2(16,7%)
Murpaunus Boautenst putma. CpeaHuil Bo3pacT Hayajla IpueMa ropMoHOB coctaBui 8(7,93) ner.
[Mpenauzonon momydaer 9(52,94%) nmereit, nmedmnazaxopt - 6(35,29%), MeTUINPETHU3ONOH -
2(11,76%). Ilpu >TOM MEXOyHApOIHBIE PEKOMEHJALMU HE NPEANOJAraloT HCIOJIb30BaHHUE
MeTuianpeaauzonona npu MJIJI W naHHbIe ManMEHTHl OBLIM TMEPEeBEACHBI HAa IPEIHU3O0JIOH.
KapnuonporexktuBHas tepanusi: uHruouropsl Alld(sHananpun) npuaumaoot 12 (48%) denosek,
cpenuuit Bo3pact Havana npuema 10(10,33) net; b-1-angpenobmokaTopsl (METOMPOIION) MPUHUMAIOT
2 (8%) mauueHnra, cpeiHMi Bo3pacT Hauana npuema 13(13) ner.

BoiBoabl. CoriacHO MEXIyHapOJHBIM PEKOMEHJALMSAM Ha OCHOBAaHMM J0KAa3aTEIbHOCTH
Kjacca A, Ha3HAue€HUE IMPEIHU30JI0OHA WM Jeda3okopTra HEOOXOAMMO Ui MPOJJICHHUS
CaMOCTOSITENIbHOW XO/AbOBI Ha 2-5 JIeT, MO3TOMY CpeIHUN peKOMEHAYyEMbIi BO3pacT Ha3HaueHUs 6
JeT, OJHAKO MO HCCIeIyeMOil Koropre CTpelHUil Bo3pacT 8 JeT, KOrja HaBBIKM XOIBOBI YXKe
tepsorcs. HeoOxoaumo Gombie nHGOpMUpPOBATH Bpaueil meauaTpoB U Bpayei-KapAnOJIOroB MO
noBoay panHero HazHaueHus MAII® u b-1-anpenobnokaropos. Beem aersam ¢ MJIJ1 Heo6xonumo
exerogHo BeinonHATh DK, Xonrep-OKI', 9XO-KT'.
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