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IIpuBoAMTCS CTATHCTHYECKHMIA AHAJIN3 MPOCIIEKTHBHOIO MCCJIeOBAHNUS, IPOBEJEHHOTO B OT/EJe MATOJOTHH CepAeYHO-COCYTUCTOM
cucrembl MockoBckoro HUU nenuarpuu u aerckoii xupypruu B 1994—2011 r., B KoTopoe ObLIH BKII0OYeHbI 342 00JIbHBIX MPO-
rpeccupyiouieii Mpime4Hoi aucrpodueii Tomenna/bekkepa. YcTaHOBIEHO, YTO MPEIHU30JOHOTEPANHUSA B HU3KUX 032X APOOHBIM
KYPCOM Y JAQHHOIi KaTeropuu 00JbHbIX JIA€T NMOJIOKUTEbHDII 3()(eKT B BHE yBeJHYEHHS NPOAOKUTEHHOCTH CAMOCTOSATEIbHOM

XOIbOBI.
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The paper gives a statistical analysis of a prospective study conducted at the Department of Cardiovascular System Pathology, Mos-
cow Research Institute of Pediatrics and Pediatric Surgery, in 1994 to 2011, which has enrolled 342 patients with Duchenne/Becker
progressive muscular dystrophy. Split-course therapy with low-dose prednisolone in this category of patients has been found to exert

a positive effect as longer walk unaided.
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Hporpeccnpylomaﬂ MbllIeyHast AucTpodus diomeH-
Ha/Bekkepa — reHeTUYEeCKU JeTCPMUHUPOBAHHOE
3aboJicBaHNE, OCHOBHBIM KIMHWYECKUM TIPOSIBICHUEM
KOTOPOTro CJIy>KUT HapacTalolasi MblllledyHasi ci1aboCTb.
D10 Hambosiee yacTo BcTpevatoasics: GopMa MUOAMC-
Tpoduu y nereit. bosesHb neGIOTUPYET B paHHEM JET-
cKoM Bo3pacTte. [ToTepst CITOCOGHOCTH K CAMOCTOSTEb-
HOI1 X0b0€ yallle Bcero mpoucxonut Kk 8—10 romam.
HMHurepec wuccienoBaresieii K KOPTUKOCTEPOMIHOM
Teparmy OOJIBHBIX MPOTPECCUPYIONIEH MBITIICYHON TH-
crpodpuu [dromenHHa/bekkepa mnosiBuwics B 70-x romax
MIPOIILIOTO BeKa, KOrjaa ObUIM TPOBENEHBI TIepBBIC KITH-
HWYECKHE WCTBITaHUS A(PGhEKTUBHOCTY MPETHU30JI0OHA
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JUTS1 KOPPEKLIMU MBILIEYHbIX PACCTPOWCTB Y 3TUX Malu-
eHTOB. [lepBoHaYaIbHO UCIOIB30BATUCH BHICOKUE 03I
MpeAHU30J0Ha — 10 SMT/KT B cyTKU [1]. Db dexr B Buae
YBEJIMYEHUST MBIIIEYHOW CUJIbI ObLT KPAaTKOBPEMEHHBIM
U HECTaOWJIbHBIM, a MoOouYHble 3(DGhEKTh KOPTUKOCTE-
pOUIOB 3HAYUTENIbHO BblipaxeHbl. [IpakTuyecku cpa-
3y OBLIO MPEIIOXKEHO YMEHBIIUTh A03y 10 1,5—2Mr/Kr
B CYTKM, YTO MPUBEJIO K YIYULIEHUIO PE3YJIbTATOB Jieue-
HUSI U NposioHTHpoBaHuio addexra [2]. B nanpHelilem
J103a TPEAHU30J0HA TIpeTepriesa NajabHeillee CHUXe-
Hue BIIOTh 10 0,65Mr/kr u gaxe 0,35Mr/Kr B CyTKH,
MPU 3TOM TOJIOXKUTENbHbIN 3(DGhEKT NelcTBUSI Ha Mbl-
1IeyHyo cuity coxpaHsuics [3]. B Hacrosiiee Bpemst mpu-
MEHEeHHEe MPEeJHU30JI0HA Y OOJIbHBIX MPOrpeccUpylolei
MblIlIeyHo# nuctpodueit JdromenHa/bekkepa pekoMeH-
JyeTcst 60JIbILIMHCTBOM HEBPOJIOTOB ISl KOPPEKIIUU MbI-
1IeYHOM €1aboCTH, OMHAKO 3TOT BOMPOC, a TAKXKE J03bl
U cXxeMa IIpueMa mnpernapara oCTaloTCsl OTKPBIThIMU [4].

B 80-x romax XX Beka ObUIO 0OOpallleHO BHUMa-
HUE HaMOpaXeHUEe CepleYHO-COCYAUCTON CUCTEMBI
y OOJIbHBIX MPOTPECCUPYIOIIEH MBIIIEYHON JTUCTPO-
¢ueit TomenHa/bekkepa. DTo Mpou30IILIO TTOC/E TOTO,
Kak Ha IepBO€ MECTO B CTPYKTYpe CMEPTHOCTU Mallu-
€HTOB BBIIIIM KapIuaibHble TPUYWHEI. B mambHelimem
ObLJIO [TOKa3aHO TMEPBUYHOE MOpaXeHue CcepaeyHoin
MBILILBI BCJENCTBUE OTCYTCTBUSI Oejika AUCTpoduHa,
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TIPUBOIAIIEE K PA3BUTHIO KAPIUOMUOTIATUH Y 3TUX OOJTb-
HBIX.

Cpenu cxeM C HU3KMMU J03aMU TPETHU30JI0Ha Ha-
nOOJIbIIIee PACIIPOCTPAaHEHWE TIOYYUIIN CXEMBI C Ipo0-
HbIM TIpUeMOM (uepe3 JeHb U T.1.). B ocHOBHOM pac-
cMarpuBaiotrest 103bl oT 0,5 10 0,75Mr Ha I Kr macchl
Tesa B CYyTKU. Hu3Kue mo3bl TO3BOJISIOT TOCTHYD Ooee
MPOJIOHTMPOBaHHOTO 3¢ deKTa u n3dexaTh OCTOXHEHU
KOPTUKOCTEpOUAHON Tepanuu. B uneane Heobxomumo
IUTSI KAKIOTO TIallMeHTa IMOm0MpaTh WHIWBUIYATBHYIO
CXeMy W o3y TperiapaTa, TUTPYS ee IO YPOBHIO aKTHB-
HOCTH (DePMEHTOB ILIMTOJIM3a — KpeaTMHKWHA3bI, aja-
HWHaAMUHOTpaHcdepasbl 1 acmapTaTaMUHOTpaHCdepasbl
(VX aKTMBHOCTb JOJDKHA CHWXKAThCS TP Ha3HAUYCHUU
npenapata). OQHAKO Ha MPaKTUKE B HACTOSIIEE BpeMs
TMOOWTBCS peas3alliy TaKOTo ITox0opa Tepallii BechMa
CJIOXHO.

XAPAKTEPUCTUKA JTETEN 1 METOJbI
NCCIEJOBAHUA

B npocniekTvBHOE  McclenoBaHUE, MPOBEIEHHOE
B OTJeJIe TATOJIOTUM CEePACYHO-COCYIUCTON CUCTEMBI
Mockosckoro HUW nenuatpuy U AeTCKON XUPYpruu
B Teuenue 17 et (1994—2011), BkimoueHbl 342 GOIbHBIX
nporpeccupylonieii MpliliedHoi aucrpodueii JdromieH-
Ha/bekkepa. Kputepusmu BKIIOYEHUST B UCCIIEIOBAHNE
OBLTM: TUIMYHBIC KIMHUYECKUE TTPU3HAKUA MBIIICUHOMN
nuctpobun [rounieHHa/bekkepa, TNEPBUYHO-MbIILIEY-
HbIIl XapakTep MOpaxKeHUsI MO pe3ybraTaM HaKOXHO
U/WJIM UTOJIbYATON dJieKTpoMuorpaduu U MoBbILIEHUE
AKTMBHOCTHU ITUTOJIMTUICCKUX (hepPMEHTOB KpPOBHU (Kpea-
TUHKWHA3bl, aJJaHUHAMMHO-U acrapTaraMuMHOTpaHche-
pasbl).

BonbHeble, y kotopbix npoBoauiack JHK-nuarHoctrka
1 BBISIBJIEHA MyTallMs reHa AucTpoduHa (n=68), cocTaBuim
AHAIM3MPYEMYIO BBIOOPKY J€Tell CeHETUYECKU IOATBEP-
KIEHHBIM TUArHO30M MPOTPECCUPYIONIEH MbIIIEUHON AU-
crpoduu romenna/bekkepa. JmuTenbHOCTh KaTaMHECTH-
yeckoro HabmozneHust coctaBwia orS mo 17yner. K2011 ¢
B aHAJIM3UPYeMOI1 BEIOOPKE 16 OOTBbHBIX yMepITH, 38 — XKUBHI,
HO yTpaTUJI CIIOCOOHOCTD K CAMOCTOSITE/IbHOM X0b0e, 14 —
SKUBBI U CTTOCOOHBI K CAMOCTOSITESTbHOM XOIb0e.

Cratuctuueckasi oo6paboTka MpoBeleHa C UCIOJb30-
BaHUEM MPOrpaMMbl CTATUCTUYECKON 00pabOTKU JaHHBIX
«Statistica 8.0». Mcrob30Bajiu MeTONBI HElTapaMeTpuie-
ckoro aHanu3a: Tect ManHa — YutHu (Mann — Whitney
U-test) u onpeneseH e OTHOCUTEIbHBIX YacTOT MPU3HA-
KOB (g) C OLIEHKOI rpaHuil Ux 95% NOBEpUTETBHBIX WH-
TepBaioB (CI 95%). Pazmmaus Mexmy TpynmaMi CIATaIn
JIOCTOBEPHBIMU MTPU BEPOSITHOCTH ajibda-omnodku p<0,05.

PE3VJIBTATBI U OBCYXK/JIEHUE

Craructnyeckuii anaau3 Ne 1 mpoBoawics B IpyIine
yMmepuirx 0obHbIX. 3a iepuon ¢ 1994 mo 2011 r. B aHanu-

3UpyeMoii BEIOOpKe yMepi 16 6ombHbIX (dactota 0,24).
VYMepiue 60TbHBIE OBITH Pa3NesIeHbI Ha IBE TPYIIITHL: TT0-
JIyJaBIllie JICUEHUE TPETHU30JIOHOM U HE MOJTyJIaBIIMe
JledeHue TMpenHU30J0HOM (0e3 yTOUHEeHUsI KOHKPETHOM
CXeMBbI Y JUIMTEIBHOCTH TIpHMeMa TIperapara). B rpyrmme
YMEPILUX, MPUHUMABIIUX NpeaHn30J0H (10 neteit), Bo3-
pacT MmpeKpanieHusT CaMOCTOSITEIEHON XOMBbOBI COCTABUII
9,10, 8, 11,9, 10, 9, 9, 11, 11 ner. B rpynne ymepuiux,
He TIOJTyJaBIIUX JIeYeHUE TPEeTHU30JI0HOM (6 mereit),
BO3pacT MPEeKpaIeHNs CAMOCTOSITEITLHOM XOMbOBI cOCTa-
Bun7,8,8,7,9, 10 ner.

ComnocTtapiieHUE IBYX TPYII yMEPIIUX OOJIbHBIX (I10-
JIYJ9aBIIVX U He TTONyYaBIINX JICUeHUE TTPETHU30IOHOM)
BBISIBIJIO JIOCTOBEPHBIC PA3JIMIMS BO3pacTa IpeKpalie-
HUSI caMocTosiTeJibHON xombobl (p=0,0109). JlaHHbIi
ToKa3aTesb Y yMepIIMX OOJBHBIX, TIOTYyJaBIINX JeUCHUE
MpeAHN30JI0HOM, ObLT 60JIbIIIe U cocTaBm 9,7+1,06 roma
(cpemHee 3HaUCHUE W CTPAHIAPTHOE OTKIIOHEHHE TT0 BBI-
6opke). He monyyasiue neyeHre mpe1HU30JI0HOM 00JIb-
HBIe TIPEKPaTWIA CaMOCTOSITEIFHO XOIWTH B BO3pacTe
8,0%0,89 rona.

BospacTt HacTyIuleHUsI JIETATBHOTO WCXOMa B TPYIIIIE
¢ TipenHu30I0HOTepanueit  coctaBun  21,10+2,13 rona,
B rpymne 6e3 jieueHusi npeaHusonoHoM — 18,831 1,17 rona.
CorrocTaBiicHUEe BO3PacTOB HACTYIUICHUST CMEPTH METO-
JIOM HemapamMeTpuyecKoil crtaTUcTuku (MaHHa—YWUTHM
U-TecT) Mmokasajlo OTCYTCTBUE JOCTOBEPHBIX DPa3IUyuit
(p=0,057). OpnHako TOJdy4YeHHbIe 1IMGPHI TTO3BOJISIIOT
TIPEIIIOTOXUTE, YTO TIPU OOJTBIIIEM 00beMe BHIOOPKH pas3-
JIUYUST MOTYT OBITh TOCTOBEPHBIMMU.

Cratucrtiyeckuii aHanmu3 Ne2 TIpoBoAuWJICA Ccpenu
CaMOCTOSITENTbHO XOomsmmx aereit 6—9 yet. W3 anamm-
3UpPYeMOil BRIOOPKU OBLTM OTOOpPAHBI CIEMYIOIINE TPYII-
el 1-51 Tpymma — 32 GOJBHBIX B Bo3pacTe OT 6 1o 9 e,
HE YTPaTHBIINX CITOCOOHOCTh K CAMOCTOSITCIBHON XOMIb-
6e, TOJyYaBIIUX JIEYCHUE KOPTUKOCTepouaaMu (TIpes-
HU30JI0H B TabjeTKax) B TeueHue 24 mec. [IpenHuzonoH
Ha3HayvaJjICsl MO ABYM pa3jM4YHbIM cxeMaMm: 17 OOJIbHBIX
npuHUMaiu ero B 1o3e 0,55 Mr Ha 1 Kr Macchl Tesia B CyT-
KM yepe3 aeHb (3 Mec — mpueM mpenapara, 3 Mec — Ie-
pepBIB U Tak B TeueHue 24 Mec); 15 OOJbHBIX — B /103€
0,75mMr Ha 1 KT Maccel Tena B cyTku (Kaxmoe 1, 3, 5,7, 9-e
YHCJIO Mecsilia B TeueHue 24 Mec).

Bo 2-10 rpynmy Bouun 14 caMOCTOSITEIbHO XOSIIIUX
OOJBHBIX B Bo3pacTe 6—9 JIeT, KOTOphIe JISYCHUST KopTe-
KOCTEpOUIaMHK He TIOTyJaJIn.

Cpenu GonbHbIX 1-ff rpynnbl (#=32) K OKOHYaHUIO
CpoOKa JICUCHUsI XOMUITN CAaMOCTOSTEIBHO 26 eTeid, yTpa-
TUJIN CIIOCOOHOCTh K X0abbe 6 mauueHToB. Cpeau 60J1b-
HbIX 2- rpynnbl (n=14) Ha MOMEHT OKOHYaHUS CPOKa
HabOmoneHus (24 Mec) XOaUIu CaMOCTOSTENIbHO 5 00Jb-
HBIX, yTPATWJIUA CITOCOOHOCTD K XOIb0€E 9 OOJIbHBIX.

Hetu 1-i1 rpynrbl, MojyyaBlive B Te4eHUe 2 JIeT Te-
panuio TIPeTHU30JIOHOM, K MOMEHTY IIpeKpalleHUsI
JICYCHUSI COXPAHSIM CaMOCTOSITCJIBHYIO CITOCOOHOCTD
XOIIUTH TOCTOBEPHO MOJIbIIIE, YeM JETH TaKOTO Xe BO3pa-
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cra 2-# rpyrmnsl 6e3 Tepanuu MpeaHU30JI0HOM (COOTBET-
creenno ¢,=0,81 C1 95% 0,68 ... 0,95 n ¢,=0,36 C1 95%
0,11...0,61).

Craructnyeckuii ananu3 Ne 3 mpoBoawics 1151 U3yue-
HMSI BO3pacTa MOTepr CTIOCOOHOCTH K CaMOCTOSITEIILHOM
xoab0e (B rpynmnax XXuBbIX U YMEPILMX). B rpyrine )XuBbix
K HAaCTOSIIIIEMY MOMEHTY IIeTei, TTOJTyIaBIINX ITPETHU30-
JoH (n=16), BO3pacT TpeKpalleHUs] CaMOCTOSITETbHOMI
xonab0wl coctabw 11, 11, 11, 12, 11, 11, 12, 11, 11, 12, 11,
9, 11, 10, 10, 11 set. B rpynne He nosyyaBIIUX MPEIHU-
30JI0H (n=22) BO3pacT MpeKpalleHUs CaMOCTOSITeIbHOM
xoab0b1 coctasun 10, 8, 8, 8, 10,8,8,9,9,8,8,9,9,9, 7,
7,9,7,9,10, 8, 8 ner.

O1ieHEeH BO3pacT TMPEKpaIeHUsT CaMOCTOSITEIEHON
XOAbOBI Y XKMBBIX U YMEPILUX OOJbHBIX (n=54), KOTOpbIE
ObLIM pa3efieHbl Ha ABe Tpymbl: 1-s rpynmna (n=28) Hu-
KoTIa He TIoJTyJaia JiedeHUe TPETHN30JIOHOM, 2-51 TPYTI-
ma (n=26) moyydaja KOrma-nbo Teparnuio MpeaIHu30-
JIOHOM TT0 KaKOW-JIMO0 cxeMe. BBISIBICHBI JOCTOBEPHBIC
pasmuus  (p=0,00000001386) Bo3pacta mpeKpalieHus
CaMOCTOSITeJIbHOM  XOAbObl, KOTOpbI B 1-il Tpymre
C IpemHU30JI0HOTepanueir coctaBun  10,46+1,07 rona
(cpemHee 3HaUEHWE U CTPAHIAPTHOE OTKIIOHEHUE TTO BBI-
0opKe) u ObUT JOCTOBEPHO OOJIbllIe, YeM BO 2-ii TpyriIe
GosibHBIX, — 8,39%0,96 roga.

Cratuctnyeckuii anamm3 Ne 4 olieHUBaI 4acTOTy pas-
BUTHS KapIUOMUOTIATUM Y OOJTBHBIX B aHAIM3UPYEeMOM
BBIOOpPKe. Cpeny yMepIux O0JBHBIX OTHOCUTETbHAS Ja-
CTOTa Pa3BUTHUST KAPIUOMHUOIIATHHN C CEPACIHOMN HEeIOCTa-
TOYHOCTBIO KaK IIPUYMHA JIETATLHOTO MCXOMIa COCTABIIIA!
B TPYMIIE YMEPIINX, IMOJYJYaBIIUX JICUCHUE ITPESITHU30-
JIOHOM (T10 KaKoit-Inbo cxeme B TeueHue xu3Hu), 0,40;
B TPYIIIE YMEpIIUX, HeE ITONyYaBIIUX IPETHU30JIOHOTE-
parmmio, 0,67. JoBepuTelbHbIE MHTEPBaJbl YKa3aHHBIX
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NMCUXOHEBPOJIOINs

YaCTOT He ObUTN OMpeAesieHbl B CBSI3U C OTCYTCTBUEM YC-
JIOBMIA TSI UIX TIOZICYETA BCJIEACTBHE MAJIOro oobeMa 3TOi
BBIOOPKMU.

Cpeau 60JIbHBIX, MOTEPSIBIIUX CITOCOOHOCTb K CaMO-
CTOSITENIBHOM XOAb0Oe, OTHOCUTEIbHAS YacTOTa Pa3BUTHS
KapIMOMMOIIATUM B TPYIIIE TMOJTYYaBIIMX TPEIHU30JIOH
coctasuia 0,75 (0,54... 0,96), B rpynIie He MOTyYaBIIUX
npeanusojonorepanuio — 0,27 (0,09... 0,46). Tem ca-
MBIM JIOCTOBEPHO Yallle KapAMOMUOTATUS OblJia BHISIBIIC-
Ha B rpymIe GOJbHBIX, MOJYJYaBIIMX JeUeHUe TTPeIHN30-
JIoHOM. [TbITasich OOBSICHUTD PE3yJIBTaThl MPOBEACHHOTO
aHaJli3a, MBI COMOCTABMJIM WX C JAHHBIMU CTaTUCTHYE-
ckux aHamm3oB Ne2 u Ne 3, rme moka3aHo, 4TO OOJIbHBIC
C TIPETHU30JIOHOTEPAITME JTOCTOBEPHO MOJbBIIE COXpa-
HSIIOT CIMOCOOHOCTH K Xoab0e. 1o Halemy mpenmosioxe-
HUIO, UMEHHO JIUTEIBHO TEPCUCTUpYIOIIasT (HU3nde-
CKasl Harpy3Ka B BUJI€ CAMOCTOSITEJTbHOM XOIbObI CO30aeT
MPEATIOCHIIKY I KIMHUMYECKUX TPOSIBJICHUI Kapauo-
MMOTIATHH y TaHHOM KaTeropuy O0TbHBIX.
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BospacT mnpekpallleHUsT CaMOCTOSITETbHOUM XOIBOBI
YMEPIINUX O0JTbHBIX, MOTYYaBIINX JIeYeHHE TTPEIHU30JI0-
HOM, OBIJT TOCTOBEPHO OOJIBIIIE ITO0 CPABHEHUIO C HE TTOITY-
YaBIIMMU JaHHBIN BUJ JIeYeHHUs AeTbMHM. Tepamus mpen-
HHM30JIOHOM JIOCTOBEPHO CIIOCOOCTBOBAJIa COXPaHEHUIO
CITOCOOHOCTH CaMOCTOSITETbHOM XOAbOBI Ha MPOTSKEHUH
6oJiee IUTUTETPHOTO BPEMEHU.

TakuM 00pa3oM, TPeTHU30JOHOTEpanusl B HU3KUX
J103aX JIPOOHBIM KYPCOM Y OOJBHBIX MPOTpecCUupylonieit
MbIllIeyHo# nuctpodueii diomeHHa/bekkepa naet roJjo-
SKUTETbHBIN 3G (KT B BUIE YBEIMIESHUS TTPOIOJIKUTEb-
HOCTH TIepHOJa CAaMOCTOSITETbHOM XOIHOKI.
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