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HOpMaﬂbHaﬂ MUKpodopa yejaoBeKa UrpaeT Baxk-
HYIO, 2 UHOTJA U pEellalollyio poJib B 3allUTe
OpraHu3ma OT NaTOTeHHBIX MUKPOOOB, IeMCTBUS TOK-
CUYHBIX BelllecTB U Ip. Oco00 oMmacHbI HapyILIEHUS KO-
JINYECTBEHHOTO MJIM KAYeCTBEHHOTO COCTaBa MUKPO-
OuOIIEHO3a KUIIIEYHOTO TPaKTa JJIsI HOBOPOXKAECHHBIX
JIeTeit, TaK KaK MPUBOASIT K OCIA0JEHUIO 3allIUTHBIX
(yHK1IMIT opraHu3Ma, MOBBIIIEHUIO YTPO3bl BO3ZHUK-
HOBEHMS TSKEJIbIX UH(PEKIIMOHHBIX OCJIOXHEHUH, B
TOM YUCJIE THOMHO-CEeNTUYECKUX.

B nocneaHue ronbl MIMpoOKoe MPUMEHEHUE B Me-
JNUIMHCKON TMpakTUKe HauuiM OuomnpenapaTrbl U3
JKMBBIX MUKPOOHBIX KyJIbTyp. [IpemapaTt OuocropuH
pa3pabotaH B MTHCTUTYTEe MUKPOOMOJIOTUU U BUPY-
cojoruv HaumoHanbHOW akageMMM HayK YKpauHbI
JJ1 IpOo(WIAKTUKUA U JICUSHUST HapylIeHU (pusuo-
JIOTHYEeCKOro 6ajlaHca MUKPOGIOPHI, OCTPHIX KUIIIeU-
HBIX MHpeKuuii. OCHOBY Mperapara COCTaBISIOT 1B
KYJBTYpbl a3pPOOHBIX CIOPOOOpa3yoIIX OaKTepuii,
KOTOpBbIE JOMOJHSIOT OHA IPYTYIO MO CIEKTPY CBOE-
00pa3HOoli aKTUBHOCTH.

DTOT npenapar UCIONb3YIOT ISl JISYeHUSI B3pOC-
JIBIX U JeTell B Bo3pacTe oT 1 roma. BaxHeiiieit xa-
PaKTEepUCTUKON OMOCTIOpUHA SIBJISIETCSI €T0 BbICOKAs
AHTaroHUCTUYECKasi aKTUBHOCTb K CaJbMOHEJIaM,
LIUTe/JIaM, 9HTEPONaTOTEHHBIM JIIEPUXUIM, cTadu-
JIOKOKKaM U Jaxe K TaKUM MUKpOOpraHu3Mam, Ha
KOTOpbIE He ICUCTBYIOT MHbIE OMOMpenapaThbl, — KaH-
IUIaM, WEPCUHUSIM, KaMIUI00aKTEepUsIM, XeJIUKO-
b6aktepusiM. IIpu 3ToM mpemapar He yrHeTaeT HOp-
MaJIbHYI0O MUKPO(IOpYy, aKTUBU3UPYET WHIYKIIUIO
SHAOTEHHOr0 MHTepdepoHa, MOBBIIIAeT arourTap-
HYI0O aKTUBHOCTb JIEMKOLUTOB, IPOLYLIMPYET KOM-
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1iekc (epMEeHTOB, KOTOpPBIE YJIY4YIIAIOT IMPOLIECChI
MuileBapeHus. 3a Bce BpeMsl IIpUMEHEHUsI OMOCIIO-
pUHA He OBbLIM 3aperMCTPUPOBAHbI CIydan MOOOUHBIX
peaKkiuid.

Llenpo paboThl ObLIO U3yYeHUE 3PPEKTUBHOCTU
MPUMEHEHUs] OMOCIIOpUHA [IJIsSi PETYJIUPOBAHUSI MU-
KPOIKOJIOTMYECKUX HAPYIIEHUI KUIIIEYHUKA Y HOBO-
POXIEHHBIX IETEN C MEPUHATATBLHOM MAaTOJIOTUEM.

ITox HabmoneHuem Haxoauics 91 pedGeHOK B BO3-
pacte ot 3 no 24 nneii. [Ipeobaananu (81,3%) Heno-
HOIIIEHHBIE IETU C TeCTallMOHHBIM Bo3pacToM oT 30 10
37 Hen, NOHOLIEHHBIX AeTeil ObL1o 17. B 1-10 rpymmy
BOLLJIM HOBOPOXJIEHHBIE C TSXKEIOW MepUHATAILHOM
MaToJorveil, KoTtopasi pa3Bujiach Ha (OHE BHYTPU-
YIPOOHO U TepMHATaIbHOW MHGEKIUU, BO 2-10
rpymnny — 42 pedbeHka ¢ OakTepruaJibHBIMU UHQEKII-
sIMU (CeTicuC, THEBMOHMSI, SI3BEHHO-HEKPOTUUECKUI
SHTEPOKOIUT), B 3-10 Ipyniy — 30 HOBOPOXIESHHBIX
0e3 mposiBIeHUIT OaKTepualbHbIX WH@EKLU (ru-
NnepoOMIMpyOMHEMUM, TUIIOKCUYECKHUE TOPaXKeHUS
LIEHTPaJbHOW HEPBHOM CUCTEMBI, 3a/IEpPXKKa BHYTPU-
yTpoOHoro pasputus). HoBopoxneHHble 2-i1 u 3-ii
TPYIII MOJIyYyaJu OMOCTIOPHH.

OlieHUBaIM 00Illee COCTOSIHUE NeTeil, TUHAMMKY
Macchl Tefla, MPOSIBIEHUSI MHTOKCUKALIMU, HaJTAYue
PBOTHI, XapakTep OIMOPOXHEHUST KUIIEUYHUKA, CPOK
MPUMEHEHUsSI aHTUOUOTUKOB. I[IpoBoauiu OOIIMIA
aHaJIN3 KPOBU, MOYM, OMpenessiiii GyHKINU TIeYeHU
(ypoBeHb OUIMPYOMHA, ero ¢hpakiuii, TpaHCaMUHA3)
U nouyek (ypoBeHb KpeaTuHa, Mmoun). bakrepuosoru-
YecKue UccieoBaHus (pekaiuii ¢ KOJMYEeCTBEHHbIM
orpesieJiecHueM MUKPOMIOPHI OCYIIECTBRIISLIA COTrjiac-
HO MeroanueckuM pekoMeHmanusam (1986). Oocie-
JIOBaHUE MPOBOAIM Mepe TPUMEHEHUEM OUOCTIOpU-
Ha U TTocjie OKOHYAaHUSI Kypca Tepanuu.

K Havyany Ha3HaueHMs1 OMOCIIOpUHA COCTOSTHUE JIe-
Teil ObUIO TSKEIBIM WU cpenHel TskecTu. [1o ocHOB-
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HBIM CHUMIITOMaM JIETU BCEX IPYIN HE pa3iuyaucCh.
Bce metu ¢ TspKenol mepuHATaNbHOM MATOJIOTUEH,
KIMHUYECKUMU MPOSIBICHUSIMUA TIEPUHATATBHBIX UH-
(exuuii monyvyanu 2—3 Kypca aHTUOAKTEpUATbHOMN
Tepanuu Mo KIMHUYECKUM TTOKa3aHUSIM.

JvHamMuKa TIoKazarejieil KOJWYEeCTBAa 3SPUTPO-
LINTOB, COAEPKaHUSI TEeMOTJIOOMHA U BEJIMYMHBI T'e-
MaTOKpUTa OTOOpaXkajga BO3pACTHbIC W3MEHEHUS U
3aBHCeJIa OT XapakKTepa OCHOBHOTO 3a00JieBaHMSI.
¥V Bcex aereit 1-i1 u 2-ii rpynm u 17 gereit 3-ii rpyImnbl
6bu1 JeiikouuTo3 (ot 11—12-10°/1 no 24—35-10°/n)
CO CIIBUTOM BJIEBO U TOSIBJICHUEM MOJIOJIBIX (DOPM /10
npomueaouuToB. OOIIMe aHAAM3bl MOUM ObLIM 0e3
0COOEHHOCTe, 3a UCKIIDYeHeM 2 ciaydyaeB BO 2-i
IpyIIe, 4To ObLIO pacleHeHO KaK MHMEKIIUsS Moye-
BBIBOASIIIIMX TTyTeld. BoimeauTtenbHas QyHKIIMS TTOUeK
ObL1a coxpaHeHa y Bcex neTeid. Ilpu ucciaegoBaHuu
MOUM y 8 meTeit 2-1i TpyIIbl ObLIX BBISIBJIEHBI TPUOBI
pona Candida.

buocnopun HaszHavanu mo 1 go3e 2 pasa B IeHb
(metsiMm 2-ii rpynmbl 3 pa3a B IeHb) Ha IMPOTSKEHUU
7—20 nHeW B 3aBUCUMOCTU OT KJIMHUYECKOTO COCTO-
SIHUSI HOBOPOXKIEHHOTO, Pe3yJIbTAaTOB UCCIIeI0BaHUS
MUKPOGIOPHl KUIEYHUKA, TPOAOKUTETIBHOCTH U
MHTEHCUBHOCTU Kypca aHTUOMOTMKOTEeparnuu U Xa-
pakTepa KOpMJICHUS.

Hetu (67%), ponuBILKecs y MaTepeil ¢ TSKEIbIM
aKyIIepCKO-TMHEKOJOTMYeCKUM aHaMHE30M, Iepe-
HeClINMe TSKeaylo acuKcUio Ha (DoHe XPOHUYECKOM
BHYTPUYTPOOHO! TMIIOKCUM U MHGMEKIIUU, UMEBIINE
HapylIeHUsI CO CTOPOHBI XKeJyJI0YHO-KUIIEUHOTO
TpakTa (pBOTa, B3AYyTHE XUBOTA, IUCOMO3 KUIIICUYHUKA
U [Ip.), HAXOAWIMCh Ha KOPMJICHUU JICUEOHBIMU MO-
JIOUHBIMU cMecsiIMU, 33% HOBOPOXKICHHBIX MOTyYaIn
MaTepuHcKoe Mosioko. CileayeT OTMETMTb, YTO TpHU
JIeYeHUW JeTeil, KOTOpble HaXOAWJIUCh Ha TPYIHOM
BCKapMJIMBaHWU, HU B OJIHOM cllyyae CpOK MpUMeHe-
HUsI OMOCITIOpUHA He TIpeBbIa 14 nHei.

B pesynbrare KOMIUIEKCHOTO JIeUeHUS y JeTeil TMK-
BUAVPOBAIUCH MPOSIBJICHUSI UHTOKCUKALIMM, TpeKpa-
TUJIaCh PBOTA, HOPMAJIU30BAJICS CTYJ1, yCTAaHABIMBAIAChH
OyarornpusiTHasi AMHaAMUKaA MacChl TeJia (CM. TabJIuILy).

HEOHATOJIOIrns

IMokazaTenu kosnyecTBa JEHKOLUTOB U JIEHKOLIMTAP-
Has1 (popMyJia TOCTUIIM BO3PACTHBIX KOJIeOaHU Y BCeX
neteii 3-i rpynnbl Ha 7—14-ii nenb, y °/, nereit 2-i
rpynibl Ha 20-1 neHb, a y aeTeii 1-i rpymiibl 10 KOHIAa
HabmoneHuit (21-it geHb) TobKO Y 37%. Cpok mpu-
MEHEHUSI aHTUOMOTUKOB Yy IeTeit 2-11 TPyl COCTaBUI
7—20 nHeii, y nereii 1-it rpyrnnel — 14—30 nHei.

PesynbTaThl uccienoBaHus MUKPOMIOPHI TOJICTOMN
KUIIKY Y eTeil 2-i1 u 3-1i IpyIn CBUAETEIbCTBYIOT O
TOM, YTO JIO Hayaja JedyeHUs] OMOCIIOPUHOM Y BCexX
HOBOPOXK/IEHHBIX ObLINA BBISIBICHBI CYIIECTBEHHBIC
U3MEHEHMSI. XapaKTepHON 4epToil IMaTOJOrMYeCKUX
HapylIeHUil B cOCTaBe MUKPOOHOTO CIIEKTpa OBLIO
3HAYUTEIbHOE YBEJIMUYEHUE OOILIEro KOJIUYECTBA MU-
KPOOPTraHU3MOB 3a CUET a’pOOHBIX TPYMNI — TIpe-
CTaBUTEJIE YCIOBHO-IATOTEHHBIX OaKTepUil — 3H-
TepobakTepuil, CTapUIOKOKKOB, IICEBAOMOHAA U
JIPOXKKEeNnogo0oHbIX TpuboB Buna Candida. XoTsi u3-
BECTHO, YTO B HOPME Y HOBOPOXAEHHBIX 10 90% Bcero
MUKPOOUOLIEHO3a TOJCTOW KMILIKK JOJIKHA COCTaB-
JISTh Oudumodaopa.

IMocne okoHYaHUsT Kypca Tepanuy OTMeUYeHa BbI-
paXeHHasi TeHACHIIMSI K OOHOBJIEHUIO HOPMaJIbHOTO
OuoleHO3a KuIlleuHUKa. HopMmanuzauus koaudyecTBa
oudunodakrepuii (> lg 8 KOE/min) ormeuena y 81%
neteii, makrobaunmn (Ig 7—8 KOE/mn) y 94,6%. Tlo-
SIBJICHUE TMOJHOLEHHOW KUIIEUHOW TMaJOYKU C HOpP-
MaJIbHOM (pepMEHTAaTUBHOI AaKTUBHOCTBIO 3aperu-
CTpUpPOBaHO y 81% HOBOPOXIEHHBIX, a COAEPKaHUE
E. coli nocTUrio HOpMBI UM NPUOIU3UIOCH K HEl Y
86,6%. Ha 3TOM (hoHE TPOM3OILIO PEe3KOe CHIKE-
HME YaCTOTHI BBISIBJIGHUSI U KOJMYECTBA WJIA TOJTHAs
SJMMUHALMS YCJIOBHO-TATOIeHHBIX TpeICTaBUTENeiH
pona Enterobacteriaceae, miTaMMoB OakTepuii Ps. ae-
ruginosa, cTaUI0KOKKOB, rpuboB poaa Candida. Hu
y ogHoro pedeHka (u3 10 mereit) mocie JeyeHus: O1o-
CITIOPMHOM He OblIa BbIsSIBJIeHa CUHETHOIHasI TTaJlouKa.
IIpu aToMm y 7 geteit 1ucOro3 ObLT 0OYCIOBIEH UMEH-
Ho OakTepusiMu Ps. aeruginosa.

Takum obOpa3om, TNpUMEHEHHUe Ipernapata Ouo-
CIIOPUH Y JIeTeil ¢ 3a00eBaHUSIMU, HE BbI3BAHHBIMU
OakTepUalbHOW WHGMEKIMe, BeaeT K JUKBUIALIUU

Hopmann3zanus KTMHAYECKOTo COCTOSIHUSA JeTeil pu NpuMeHeHH! OHocmopuHa

CpOK HOpMaJIU3alluu KJIMHUYECKUX TTOKa3aTeei
IIOCJIC Havajla IPUMEHCHU A 6I/IOCHOpI/IHa

KonuuecTBo nereit (B %, yCJIOBHO),
y KOTOPBIX HOPMAJIM30BATUCH KITMHUYECKHUE TTOKa3aTeIn

1-s rpymma 2-s1 TpyIIa 3-4 rpynmna
3-11 1eHb — — 20
7-1i IeHb 16,4 18,2 40
14-ii neHb 18,3 68,4 80
20-i1 neHb 42,7 78.9 100
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KJIMHUYECKUX MPOSIBJICHUIN NucOro3a KUIIEYHUKA U
HOpMaJu3aluy MUKpobuolieHo3a. [1pu 6akrTepuaib-
HOU WHGbEKIUN KIMHUYECKUE CUMIITOMbI OOJIe3HU
ncuesnu K 20-my aHio y 78,9% nereit mpotus 42,7%
y JeTeil, He MOJIy4aBLIMX OMOCTOpMH. Pe3yiabTaThbl
UCCIENOBAHUN CBUIETEIBCTBYIOT O PETYJIUPYIOIIEH
MUKPOOMOILIEHO3 KUIIIEYHUKA aKTUBHOCTHU TIperapara,
KOTOpasl MPUBOAUT K OOHOBJICHUIO HOPMOMJIOPHl —
oudunobdakTepuit, TaKTOOAKTEPUA, KAIIIEUHBIX T1aJI0-
YeK M YTHETeHUIO MIPeICTaBUTEIe | ITMPOKOTO CIIEKTpa

YCJIOBHO-TIATOT€HHBIX MUKPOOpPraHu3mMoB. [1o6ouHbIe
SIBJICHUST TIPU MIPUMEHEHUU OMOCTIOPUHA WU €ro He-
MepPEeHOCUMOCTHU HE OTMEUEHbBI HU B OJJHOM CJIyyae.

Ha ocHoBaHuU MOJYyYEHHBIX KIMHUKO-OAKTEpU-
OJIOTUYECKUX NTaHHBIX MOXHO PEKOMEHIIOBaTh Tpe-
rnapar OMOCTIOPUH JIJIsl UCTOJIb30BAHUSI TIPU JICUEHUU
HOBOPOXJIEHHbIX ¢ UH(PEKLIMOHHON U HEMH(DEKIINOH-
HOW MepUHATaIbHON MATOJOTMEN C LEAbIO HOPpMAJIU-
3alUU MUKPOOMOLIEHO3a KUIIIEUHUKA.

IMocrymuna 18.06.08

MoneKmepHaﬂ M THCTOXMMUYECKAS TMATHOCTUKA MbIIIEYHOM ZIP]CTpO(l)I/ll/l IllO[[leHl-[a n BeKKepa

Duchenne and Becker muscular dystrophy: a molecular and immunohistochemical approach
A.A. Freund, R.H. Scola, R.C. Arndt, P.J. Lorenzoni, C.K. Kay, L.C. Werneck

Arq Neuropsiquiatr 2007; 65: 1: 73—76

IIporpeccupyiommue MbimedHble nuctpodun JiomenHa n bekkepa pa3BUBaOTCS M3-3a TEHETUYECKU OETEPMUHU-
POBaHHOI MOJHON MM YaCTUYHOM HEIOCTATOYHOCTH IIUTOCKEIETHOro 6e1Ka — NucTpodrHa, pacnoiokeHHOro Ha
BHYTPEHHEH MOBEPXHOCTU 000JI0UKHM BCEX MBIIIIEUHBIX BOJIOKOH. ['€H MOC/IeIHEeTO pacioIoKeH Ha XpOMOCOME X, a ero
MYTallMi MOTYT MPEACTaBIISATh COO0I KPYITHBIE eIeIINU, YACTUIHBIC TYTJIMKAIIMKA U TOYKOBBIE MyTalluu. BapuaHT
Jl1o1lIleHHa pa3BUBAETCsI MPU rpy0oit AMChHYHKIIMN OesIKa, CBI3aHHOM C MyTaIlMSIMU CO «CIIBUTOM PaMKU» TPAHCKPUII-
uu. [1pu 6one3Hn bekkepa «caBUT paMKW» OTCYTCTBYET, U (DYHKIIMSI Oejika Y4aCTUYHO coxpaHsieTcsi. B octajibHOM
XapakTep MyTallui ¢ KIMHUIECKUMHM MPOSIBICHUSIMU AUCTpOoUHOTIATUHN He Koppeaupyet. [IpeacraBieHHast pabora
Opa3WILCKHX UCCIIEI0BATEICH MOCBSIIEHA OLIEHKE YaCTOTHI IeJIeInii TeHa nrucTpoduHa B rpyrire 106 HepoacTBEHHBIX
OOJIbHBIX C KIMHUYECKUMU, MUOTPpaUIECKUMU U OMOXMMHUYECKUMU MPpU3HAKaMu AUCTpoduHonaTuu. st yrouHe-
HUS IMarHo3a BceM 00JbHBIM mpoBoauics aHanmu3 JIHK neiikonnToB 1 MpuMepHO MTOJIOBUHE U3 HUX — TMCTOXUMMU-
YECKOe BbISIBIeHUE AUCTpodrHa B MblliedHOM buonTate. JJHK aHanu3upoBagach METOIOM MOJIMMEPA3HOM 1IEMTHOM
peakiyu o 20 9K30HaM TeHa AUCTpodrHa. XOTs Obl OHA Iejelus onpeaeisiach y 71,7% 60abHbBIX (HanboJiee 4acTo
B peruoHe ¢ 42-10 mo 60-i1 5K30H — TaK Ha3bIBAEMBIN «/h0t-spot 3’ -perroH»). Y OCTalbHBIX OOJIBHBIX B pE3yabTaTe
nuddepeHIIMaTbHOM TMarHOCTUKY BbISIBJEHBI KaK clIydau AMCTPOMOUHONATUH, TaK U APYTHMe HEPBHO-MBIIIIEYHbIE 3a-
OoJsieBaHMSI (CTIMHAIbHAS MUOATPODUS, CTPYKTYPHbIE MUOIIATUM, CAPKOTJIMKAHOTIATUU U JIP.). ABTOPHI 3aKJIIOYAOT,
4YTO IIPU HEBO3MOXKHOCTH 00JIee TTOJIHOTO (1, KOHEYHO, 00JIee TOPOroro) MOJIeKyIIpHOro aHaIM3a reHa JUCTpopruHa
(HampuMep, ¢ TOMOIIBIO MOJIUMEPA3HOM LIEMHON PeaKIIMu B pexKuMe peabHOTro BpeMeH ) MOp(MoJoTnyecKuii aHaIu3
MBIIIIEYHOTO OMOTITaTA SIBJISIETCS «30JI0ThIM CTAHIAPTOM» AUATHOCTUKHU TTPOTPECCUPYIOIIUX MBIIIIEUHBIX TUCTPODUIA.

Pedepent B.C. Cyxopykos
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