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Jnarsos porpeccHpyomas MBIIIEYHASL
muctpo¢ust  JIFOMECHHA OCHOBBIBAETCA Ha JIaHHBIX
KIHHHKO-TEHEAIOIHIECKOr0 aHaMHe3d, KIMHHYECKO-
OMOXMMHYECKMX  J@HHBIX, OJJIeKTpoMHOrpahuu u
natoMop(oNOrMK,  IPH  KOTOPHIX  ONpEleNstroT
IePBHIHO-MBIIECTHBIH THIT IOPA/KECHUA.
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TalmKeHT NeAHATPHSIBIK MeAHIHHAIBIK
HHCTHTYTY, TamkeHT mn.

JOLEHHINH IPOrPEeCCUBINK OYITIyH IUCTPO(HICH
JHMArHO3Y  KIMHHKAIBIK-TCHEATOTHSANBIK aHAMHE3IHH
JKaHa OIMOHIOH 371e OupuHYM GyTdyH kabbIpkoo TYpyH

KOPCOTKOH  KIMHUKAIBIK-OHOXUMHANLIK,  3IeKTp-
MHOrpaQUAIbIK,  NaTOMOPQOJIOrHANBIK  Oenruaepre
HETH3JIETIET.

Heruzru co3aep: JlromenH/IMH OyImuyH

JMCTpOoHSACH!, KITHHHKACK, IapT aHbIKTOOCY, Ganaap.

AxTyanbHocTh. Cpem MuomacTpodmii Hauboiee
YacT0 B JETCKOM  BO3pacTe JAWArHOCTUPYIOTCA
HPOrPECCHPYIOILYIO MBIIIETHYIO JACTPOQHIO
Hromenna, Dwmepu-Lpeiidpyca, Dpbda-Pora [2, 8]
Muoauctpodus  JlomieHHa - HacleICTBEHHOE
3abonepanye, 3aHHMaeT BTOPOE MeECTO B MHpe IO
gacToTe BerpedaemMoctH  (1:5000 HOBOpOKAEHHBIX
mansyukoB) [1, 4]. Memeunas auctpodmus [lomenna
ABpndeTcd  Pauboliee  paspyIIHTENbHOM M3  BCeX
MBIIIEYHBIX JUcTpoduii [5].

I'enernieckuit (JakTop - HECOBEPLICHHBINH TeH -
nepesaerca pebeHKY OT MaTepH, HO Yy HHX CaMHX
HapymeHHs He  paseuBatotcs.  HMmeerca  50-
NPOLUEHTHBIH MaHC, 9T0 Y KakJIOTO ChIHA JKCHIIHHBI-
HOCHTEIILHHIBI TEHETHIECKOTO (pakTopa pa3oBLETCH
Oose3Hp ¥ S0-DPOLIEHTHBIN MWAHC, 9TO KaXuas ee J04b
cTaHeT HOCHTeNeM 3Toro (akropa [3, 6].

HecMoTps Ha 10YTH BEKOBYIO HCTOPHIO H3yHCHUS
JIAHHOW  TATOJIOTHH, BOMPOCHI HMX  IATOreHe3a,
JIOCTOBEPHOM IMArHOCTHKH M JIEYEHHSA OCTAIOTCH 10
Cero BpeMEHW HepaspemeHHbIMH.  CymecrByer
Oonbmoe KOJWIECTBO KIACCH(PUKALMI, HO OTCYTCTBHE
TOYHBIX JIAHHBIX O TEPBHYHOM OHOXHMHYECKOM
neexTe He JaeT BO3MOKHOCTH TOCTPOHTH €€ IO
parMoHansHOMY nprHIATy [1, 71.

Ilopakenya BHYTpEeHHHX OpPraHOB 3HAYHTEIHHO
YTA/KENAeT  Te4eHHe  OCHOBHOTO  3aboieBaHMs.
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ITaimenTsl  TEPAIOT CNOCOOHOCTH CaMOCTOSATENHHO
MepeaBUraThcd Mexay 7-t1o M 13-0 romamm, a
morubaroT, Hepeako, B TMOAPOCTKOBOM BO3pacTe MIH
Ha IIT nexkaje KHW3HM; NPU 3TOM BOBJIEYEHHLIMH B
MaToONOTAYECKMIH MPOIlECC OKa3hIBAOTCS MPaKTHYECKH
BCE OpraHbl ¥ CHCTEMBI Opranusma [3].

Takum 00pa3oM, aHaIU3 [JaHHBIX JIHTEPATYPBI
y6exaaeT B HeOOXOAUMOCTH IIPOBEIEHHS TIATEIEHOIO
coMaThudeckoro  o0ClIeOBaHMS  NAUMEHTOB €
TPOTpecCHpyoLicii MBIMEYHON aucTpoduel ¢ uelbio
KaK MOXHO paHblIC BBITBHTH HapYIICHUS W IPHHATH
MepHI IJIs CBOEBPEMEHHOM KOPPEKLMH W IOUIEPKAHHA
(YHKIMH 5KM3HEHHO BaXKHBIX OPraHOB.

B cBa3u ¢ BhIIE W3JIOKEHHBIM, HENBLI) JaHHOTO
HCCIEAOBAHHA  ABWIOCH  H3YYCHHE  KIHHHUKO-
JHarHOCTHYECKHX ocobeHHOCTEH MEILIEYHOMH
nractpodun Momena y nereit.

MaTtepuanbl # MeTOBI Hecienopanus: [TpoeeneH
KIMHHYeckHii amamus 37 JeTeit ¢ JIMarHo3oM
nporpeccupytoias MeimneuHas guctpodus (IIMJI)
Jiomenna. Bo3spact neteii Bapbuposai ot 3 jgo 15 mer,
cpemHumii Bospact coctapman 7,8+0,48 nmer. Bospact k
Hadany 3abolleBaHMsA B cpefHeM cocTaBisin 4,3+0,36
JIeT W BapbUpPOBAII B IIpeJieNiax OT pojKAeHud 10 8 JjieT.

BuoxuMmdecKoe AcclleJOBaHHE BKJTIOYAIIO
onpenenenne yposus ¢epmentos kposu AJIT, ACT,
K@K, JIIT .

eneanoruueckum mMetTogoM obcnegoBano 240
poncTBeHHHKOB | cTeneHn pocTBa (poaureny, cuoCer)
nereif ¢ [IMJI. CocraBnena noapo6Hast poJocioBHas,
Kyla BXOAWIH CBeileHMs O 3abonmeBaHusx B 3
NMOKONEHHAX ceMbH. I'eHeanmoruyeckwii MaTtepHal
cobupancs nmo o6erM pOAWTENhCKUM ITHHHAM IyTEM
nepekpécTHOro0 onpoca 000MX poJAMTENel, WHOrAa
6abymex u nenyuiex.

Pesyabratel M ux obcyxaenne: [Ipun anammze
aKyIepckoro aHamMHesa OBUIO YCTAHOBJIEHO, 4TO
GepemeHHOCTh NMpoTekaa B 32,4% Ha (oHE aHeMUH, B
10,8% - Ttokcukoza. 10,8% wmarepeit BO Bpema
Gepemennoctn mnepeHecsin  OPBU.  OGoctpenue
XpoHHYecKUX 3a00/ieBaHUI BO BpeMs OepeMEHHOCTH
perucTpupoBanochk v 2,7% Matepeil GONBHBIX HeTEil.
Bospact Matepu npu poxaenun pebenka ¢ [IM/] B
cpeaneM coctasuia 26,0+0,85 ner.

Yucno uneHOB ceMeil, y KOTOpPBIX OTMedvanach
IIMJI coctasmno 13,5%. Ilo pe3synbTaTaM HamImx
uccnepopanuit B 4 (10,8%) pomocinOBHBIX BBISBIICHBI
ciryqan [IM]1 y poxreix 6pateeB u B 1 ciryqae (2,7%)
y ISIH 110 MATEPHHCKOMH JIMHAN.

W3 anamHe3a XW3HH YCTaHOBIEHO, 4To B 13,5%
perucTpupyerca poictBeHHBIH Opax. Tak e 6bu10
OTMEYEHO, 4TO B OOJILIIMHCTBE CIYYAEB JETH ObLLIH
poxciens! oT 2 ¥ 3 GepementocTh (2,2+0,19) wm 2-3
pomoe (2,15+0,17). Jlgoe neteit OviM W3 JBOIHH,
xodercs oOpaTUTh BHHMAHHE, YTO ONMH W3 JeTel
ABOHHH OBLI 30POB.

Poubt B 89,2% ciryuaeB NnpoTeKad HOPMAlIbHO, B
5.4% cnyuaep crpemuTenbHO M no 1 (2,7%) cmyuaio
HaOmofanuck JUIHTENLHBIH Oe3BOJHBIA nepHon |
omepaTHBHBIE poibl. Bec mpH poxenun aereit
coctagnsan B cpeapeM 3130+£107,3 rp. B acdukcuu
Obimu poxieHsl 8 gerelt, uto coctaBwio 21,6%.
O6BuTHE ITyIOBUHO# perucTpUpoBanock y 5,4% neteit.
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AHanu3 pasBHTHA Yy JIeTell ~TICHXOMOTOPHBIX
HABBIKOB MOKa3all, YTO AEeTH B OONBIIMHCTRE CIy4aen
MO3/THO HAYWHAIHM VJAepKHBaTh roiory (48,6%),
cHneth (mocme 9 MecaneB MW mo3ke 51,3%).
ITcuxomoTopHoe paseuTHe B 35.1% cnydaee He
COOTBETCTROBAJIO BO3pacTHOM HopMe emé mo nebiota
nposiieHu MuogucTpoun romeHHa.

B 78.4% ciydasx B NpeABapHTEILHOM JHATHO3E
seicTaBipsuics [IMJI. M3 37 mabmopaeMbrx 60JIbHBIX
TOJBKO | MALMEHT HAXOMWICA Ha AUCIIAHCEPHOM Yy4eTe,
oCTallbHBIE e 00palnanych BIEpBLIE.

[lo japHBIM JIATEpaTyphl CHUMOTOMBI  OOBIYHO
MPOSIBIIAIOTCA B BO3pacTe 2-5 JeT, KOrga MBILILEI
HIWKHHX 4YacTeil Tela M IO3BOHOYHWKA IOPAKAOTCH
nepebiMi.  COrjlacCHO HAamIMM — JAHHBIM, IEpPBEIC
CHMIITOMBI 3a00JIeBaHHSl TPOSBWIHCE B CpEIHEM
4,6+0,35 ner.

OCHOBHBIMH KIIHHHYCCKUMH CHMITOMAMH
MbIeyHO#  gucTpodmu  JlomeHHa  ABIAIOTCA:
HeXeaHWe XOAWTh WIM 3aMe/UTeHHas  Xojk0a;

HeHOpMalbHas X07b0a, 4acTo MOXOJIKAa BIEPEBAIKY
WIH KaJaromascs MoXojka, Xoapba Ha Hanblax HOr;
HECIIOCOOHOCTL, HOPMANbHO TMpbITaTh WIH  OeraTh;
TPYAHOCTH TIOABEMA [0 JIECTHHIE, NPH BXOAE WIH
BBIXOJIe W3 aBTOMOOWIIA; gacThle mageHus. B cBaA3m ¢
X000 Ha manblax HOT y 9THX JeTeil pa3BHBaeTCs
nepejiHee  HAKJIOHHOE  MOJIOXKEHWE  Tasa W,
COOTBETCTBEHHO, Ae()OpMALIs CIIHHBL.

YV 67,6% obciaegopaHHbIX jerell  HabnroOgaHCh
npobneMbl ¢ 3ybamu, XapaKTepH3yroNIHecs paciipeHHeM
YeNTFOCTH M paclupeHte MPOMEKYTKa MEATY 3y0amu.

[Ipn ocMoTpe Habmonamoch yBenudeHue obbheMa
MBIIIL,  OCOGEHHO MKp;, HOIM, Kak MpaBmIo,
nopakaroTcs  cuMMmerpuuno.  Haubonee  wacto
TICeBJIOTHTIepTpo(HH HabMoAaNuch y JeTeil crapie 6
HeT H N0 Mepe JalbHeHInero nporpeccupoBaHus
DoJIe3HH UMEIH TeHIECHIMIO K YMEHBLICHHUIO.

V 21,6% nHaOmopaeMbIX JeTel pasBHINCH paHHHE
MBIIIETHBIE KOHTPAKTYphl M PETPAaKIHA IIATOYHBIX
(axwuioBBIX) cyXoxmwinil. Meimeunsie  aTpodun
HEPBOHAYAILHO JIOKAIW30BAHCE B MBILILAX Ta30BOTO
mnosca, ¢ MakCHMalbHOH  BBIPDAKEHHOCTBIO B
MNPOKCHMANBHBIX OT/AeNax HIKHHX KoHewyHocTeid. C
BO3PacTOM HMeNH TEHJAEHIHIO K PaclpoCTpPaHeHHIO B
BOCXOJIAINIEM HampaBIeHWH HAa MBIl MIEYEBOTO
nosica, CMMHBI M TPOKCHMAlbHOTO OTJeNa BepXHHX
KOHEYHOCTEH.

[Ipu nmeTanbHOM HEBPOJIOTHYECKOM OCMOTPE B
97,3% ciaydaes HabimrojaeTcs yTHHAA TOXOHKa,
aKTHBHBIC JBWKCHHA OIPAaHHWYEHBI, C 3aTPyIHECHHEM
CaMOCTOATEILHOM X0ab0k! B 72,9% citydaes.

Obpamaer Ha ce6s BHUMaHWE CHIDKCHHE H yTpara
KOJIEHHBIX pe(UIeKCOB IPH UTHTEILHOM COXPaHEHHH
axuoBbIX pedexcoB. V nereii B Gonee crapuiem
Bo3pacTe HaOojaeTcs CHIWKeHHE peduiekcoB ¢
m.biceps et m.triceps.

Bo Bcex HaOmogeHHsSX OTMEYaeTCs TOTAIbHAS
MBIIIEYHAS THIOTOHUA W CHUKCHHC MBIIICYHOM CHITBI,
Oonee BelpakeHHBIE B HOrax. MElIIeuHas CHIa B pykax
cocTaBiana B cpemnem 2,2+0,07, B Horax 1,25+0,03.

CynopoXHBI CHHAPOM OTMedeH y 2 jeTei, 4To
cocTaBio 5,4%, Tpemop y 1 pebenka — 2,7%.

OTnHyHTenBLHOM YepToit MHoAHCTpOhHHK [lomenHa

ABNAETCA COUETAHHWE aTPO(GHH MBINIL ¢ MATONOTHEH
KOCTHO-CYCTaBHOM, CepJIeYHO-COCYAUCTOI "
HEHPO3HIOKPHHHON CHCTEM.

B comatryeckoM cTatyce ¥ 06cieIoBaHHBIX JIeTeil ¢
muomucTpopueit  JlromeHa — BeIpakeHAa  KOCTHad
TIATONIOTHA Ha paHHUX CTaIuAX 3a00neBanys THITHIHBIMHI
HApYIEHAAMH SBIIIOTCS: MOACHMYHLINA nopuo3 (100%),
kuhockomos (94,6%), ckomos (5,4%), medopmarmu
IPYIHON KJIETKH [0 THIly "KWIEBHIHON" WIH
"nagpeBumHOR" rpymH (32.4%), BLICOKMIT CBOJ CTOIILI
(100%). Tlo Mepe mporpeccHpoBaHHs HpoLecca
pa3BHBAETCAd SKBHHOBapycHas jedopMalda CTom M
KOHTPAKTYpPbl KPYIHBIX CYCTABOB.

CepieTHO-COCYTHCTBIE PAcCTPOMCTBA KIMHHYECKH
NPOABISUIHCE TA0WIBHOCTEEO IMybed, AJl, MIyXoCThiO
ToHOB cepaua. Ha DKI peructpupoBanice H3MeHeHHsA
MHOKapa, 6110kaa Hoxek myuka ['uca.

HauGonee 9acThiMH HapymEHHAMH CO CTOPOHBI
cepiIla cpeau 00CIe0BaHHBIX OONBHBIX ABIAIHCEH:
BRID@KEHHAA TaXMKap/Aus, ApUTMHM M pa3BUTHE
Cep/IeYHOM HeI0CTaTOYHOCTH.

Ha DKI' y GonpHeix ¢ muoaucrpopueii Jromena
perucTpupopaics riryookuit 3yden Q B oTBeIeHUAX 2,
3, aVF, V6. u Bhicokmii 3yOen B oTeegeHnu V6.
IlonyueHHBIe JaHHBIE CBHAETENBCTBYIOT O OPaKeHHH
MHOKapjia B 00JacTH 3ajJHe-HWKHEH M JaTepaibHOii
CTEHOK JIEBOTO JKey/I0uKa.

VY GoibHBIX B pa3BepHYTOH CcTaauM 3aboneBaHud
Haubojlee 49acTO BhIABNAETCA rUNepTpodHUeckas
Kapauomuonataa (51,4%) u mwnaranmonHas (27%),
peke BCTPEYaHCh - HPOJIANC MUTPAIBHOTO KIIalaHa u
MHUKCOMa JIEBOTO Keynouka (21,6%).

v 40,5% OOJILHBIX Ha0IFOIAIHCE
HCHPOOHIOKPHHHBIE HapylleHHd, W3 HUX y 53.3%
peructpupoBaiica cuHapoM Huenko-Kymmnra u vy
46,7% anunosorenuTanbhas auctpodud. YV 35,1%
oOcTeIoBaHBRIX eTel HabmodanuCh MCHXOMOTOPHbIE
HAaBBIKM HE COOTBETCTBYIOIIME BO3pacTy, a B Oomee
cTaplleM BO3pacTe YMCTBEHHAA OTCTANOCT.

Cpemn 25 oOcnefoBaHHBIX JeTell HaMH 6bLIO
NpOREIECHO 3/eKTpoHeHpoMHoTpaduIecKoe
HCCIIeIOBAHNE (DHMI) KOTOpoe BKJIFOY QIO
PETHCTPALHIO OHOTIOTEHIHAIOB MBIIILL KHCTEH U CTOII,
H3MEpEeHHe 11apaMeTPOB IPSAMOro BBI3BAHHOTO OTBETa
MeInisl (M - oTBeTa) M 11031HO BEI3BAHHBIX OTBETOB
(CPB u F- BosHgI).

BakHBIM  TTOKasaTelieM  COCTOAHHA  HEpPBHO-
MBIIIEYHOr0 amnmapara ciy:kur M-orser. YV Bcex
o0ciieloBaHHBIX JeTel NaHHBIN OKa3aTelb HIKE Kak
no tibialis anterior D, Tak u tibialis anterior S mo
CPABHEHHID ¢ KOHTPOJILHOMN IpyInisl o4t B 3,5 pasa
(P<0,001). CropocTek pacnpocTpaHeHds BO30YKAeHHA
no HepBy (CPB) rtak e Obia JOCTOBEPHO HHMe
nokaszarteseil KOHTPOILHOI rpynmbl ¢ 06eHX CTOPOH U
coctaBuna 30,6+1,9 u 31,2+2,1 npotuB 44.8+1.4 u
45.4+1,3, cootBeTcTBenHO (P<0,001).

Takum obpaszoM, y Bcex oOcnenoBaHHBIX JieTeil B
MPOKCHMATEHBIX oT/enax MBI HWKHHX
KoHeyHocTedt mno manHeiM  DHMIT  ormeuanocs
[EPBHYHO-MBIIIEYHOE IIOPaXKEHHE C TeHUEHLHEH K
IPOrPECCHA M  HENOCTATOYHOH  perHepBaLHeii,
KoTopble ObUIH GoJlee BRIpaKeHHE C BO3PACTOM.

ITokaszarenn 1ab0paTOPHLIX HCCIENOBAHHI OBUIH
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OnpeeNieHbl B CPpaBHEHMH C IMOKA3aTCJAMH 30POBBIX

nereit (n=20). JlaHHbIA aHaMM3 MOKa3al, 4YTO YPOBEHb

xpeatundocdoxunazpl (KDK) B 0CHOBHOM rpynme Okl
noseimien B 71 pas, AJIT B 15,2 pasza, ACT 8.4 pasa,

JIAT B 4,4 paza.

BhIcoKas aKTHBHOCTh TIa3MEHHBIX (DEpPMEHTOB,
npexae Bcero K®K otpakaer Temm Jerpagauuu
MHO(GUOPHILT B MBILICYHBIX BONOKHAX. [TapamiensHo ¢
nopeimieHneM  K®K  Habmopanoce  yBenMdeHHE
KOHLUEHTpAUMH W ApyruX (epMEHTOB UHATOIH3A —
JIAKTAaTAEruApasbl H TpaHCAMHHA3.

VeenuueHue YpOBHS Jar B KpOBH
CBHJIETEJILCTBYET O HAKOIUIEHMHM JIaKTaTa KpPOBH, YTO B
CBOK OYepelb INPHBOAMT K THIIOKCHH M BBI3BIBACT
YYBCTBO MBIIIEYHOH YCTAIOCTH, HApYIIdeT IPOLEce
TKAHEBOT'O JBIXaHHA.

Veenuaenue ypoers tpancamunas (AJIT u ACT) B
KpPOBH TOBOpPHT Bcerja o GonblieM, 9eM B HOPME,
paspylleHHd KJIETOK COOTBETCTBYIONIEro opraHa, B
HAIllEM CIIy4yae MbIIIIax

BriBOABI. Taxum obpazom, JIMArHOCTHKA
TPOTPECCHPYIONIMX MbIIICUHBIX AHCTPO(UIl ABAACTCSH
CIIOKHOW  3amadedf, IIA  pelieHHd  KOTOpOi
HeOOX0MMBI CO3IaHHE H HCIIOIbL30BaHHUE AJTOPATMOB
IUArHOCTHKH. JIMarHo3 nporpeccupyromas MelieqHas
mactpopus  JliomeHa OCHOBBIBA€TCS HA  JaHHBIX
KIMHHKO-TCHEAJIONHYeCcKOro aHaMHes3a, KIHHHUYEeCKUX
ocobeHHocTel 3aboneBaHus (Hawano B 2-5  JeT,
CHMMETpHYHAsA aTpodus NPOKCHMANbHBIX TPV
MBI, HX pa3sBUTHE B BOCXOIAIIEM HampaBleHUH,
TNCEBAOTUNEPTPOdHS MKPOHOKHBIX MBI, Trpyoble
coMaTHdeckue M HeHpPOIHIOKPHHHBIE HApyIIEHH,
OBICTpOE 37I0KAaYEeCTBEHHOE TeueHHe 3abosieBanus).
HMeloT 3HaYeHHe Takke HdaHHble OHOXHMMHYECKHX
uccnenoBanuii  (TOBBIIEHHE B CHIBOPOTKE KPOBH
ypoaa K®K B 71 pa3 peime or HopMmbl Ha ¢ome
noeeiwenus AJIT, ACT u JIAT), snexrpomuorpadguu u
naToMoposnorum, MpH KOTOPEIX  ONpPElNeNaroT
MEPBUYHO-MBIIICYHBIH THIT IOPAKECHHSL.
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DUCHENNE MUSCULAR DYSTROPHY IN
CHILDREN

U.T. Omonova

Tashkent Pediatric Medical Institute, Tashkent,
Uzbekistan

The diagnosis of progressive muscular
dystrophy is based on data from clinical and
genealogical history, clinical and biochemical data,
electromyography and pathomorphology under
which define the primary type of muscle damage.

Key words: Duchenne muscular dystrophy,
clinical diagnostics, children
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HEBPUHOMA CJIYXOBOT'O HEPBA,
JIEYEHUE TAMMA-HOXXOM
(COBCTBEHHBIN CJIYYAN U3 TIPAKTUKH)

Pexaesa M.H., Tumyxun A.B.

Knipreizcko-Poccniickuii CiaBsiHekuii
Yuupepcuret, MeAHIUHCKHIT pakybTeT, kKadeapa
HeBpoJIOTHH H Heifpoxupyprun, Knuauka MEJIU,

r.Bumkex, Koipreizckas Pecny6anka.

HeBprHOMa CITyXOBOTO HepBa — Haubonee yacTas
ONyX0Jbh MOCTO-MO3KEYKOBOro yrina. Kiuanueckas
KapTHHA 3aBHCHT OT JIOKaNW3allid U pa3MepoB
onyxond.  CrepeoTakcudeckoe — ob6nyyeHue  Ha
armmapate I'amMMa-HOX ABnAercd S(QdEKTHBHEIM U
JOCTATOYHO  Oe30macHbIM  METOJAOM  JIeYeHHs
HEBPUHOM CIyXOBOr0 Hepea. B paGore ommcaHo
cOOCTBEHHOE KIWHUYECKOE HAOMIOJCHHE HEBPUHOMBI
CIlyXOBOTO HEpBa C XOPOIIHM pPe3YJIbTaTOM JICYeHHUs
IMamma-HOKOM.
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