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Bsedenue. ncdepanHonaTin — 35T0 (EHOTHIHUYECKH TeTeporeHHasi rpynna Hac/eICTBEHHbLIX MbILICYHbIX AUCTPODHIL,
00YCJ/IOBJIEHHBIX MyTaLUsMU B rete aucdepanna (DYSF). 1eGloT B N0APOCTKOBOM BO3pacTe MPEUMYLLECTBEHHO Y (DU3HUECKH
Pa3BUTBIX MALMEHTOB B COUETAHHH C YACTO TOAOCTPHIM MOBbILLIEHHEM ChIBOPOTOYHOH KpeaTHH(OCHOKHHA3BI U OTEUHBIMH H3Me-
HEeHHSIMH MBILILL TPH MarHUTHO- pe3oHaHcHoi ToMorpaduu (MPT) yacto npuBoauT K arHoctuieckum omnbkam. [leao uccae-
dosanus: ONPEaCIUTL HaHOOoJIee THITHYHBIH MarHUTHO - pe3oHaHcHbIH (MP) natTepH nopa<eHust MblLIL TA30BOTO 11051 M HHK-
HHX KOHeuHocCTell y natnenToB ¢ aucepannonatusamu. Mamepuaaor u memoder. O6enenoBano 40 uesoBek, cpenn Kotopbix 20
NaUHeHTOB ¢ KJIMHUYECKOH KapTHHOH JucdepJIMHONATHI ¢ PaBHBIM COOTHOLLEHHEM (DEHOTHITOB MHUOLLH U NMOSICHO-KOHEUHOCT-
Holl Mblteunoit gucrpodueit (ITKMJL) u cpentum Bospactom — 35 (24; 44 ) ser. KommniekcHoe KIMHHKO-HHCTPYMEHTa/IbHOE
o06c/Ie/IoBaHHE BKJIIOYAJI0 HEBPOJIOIHYECKOE, 3JEKTPOHEHPOMHOrpaduueckoe U MOJIEKYJSIPHO-IFeHETHYEeCKOe HCC/1el0BaHue
(NGS). MaruutHo-pe3oHaHcHast ToMorpacusi MBI Ta30BOTO T0sica U HUKHHAX KOHeuHocTel TpoBefeHa 20 mnaineHTam
M 9KBUBAJICHTHOM 110 TMOJIy M BO3pacTy KOHTPOJILHOH rpynre. Pesyavmamor ucciedosaruii. Vicnosb3oBanue noJykoJsuye-
crBeHHbIXx MP-nokasareneii — orHocurenbHol nutencuBHoct curnana — D (D=T1 mpimer (STIR) /Tl(STIR) MOAKOKHO-
JKHPOBOTO €J1051) MO3BOJIHIIO CHPOPMYJIMPOBATL XapaKTEPHCTHKHU 0011ero THITHYHOTO MP-natTepHa BoBjieueH s MbILLILL TP JKC-
tepaunonatusix. HanGosiee yacto ormedanoch MoBbllIEHHE UHTEHCHBHOCTH OTHOcHTebHOro curHasna D, T1-BU B sanuei
rpyrnre Mol 6eiep U roJieHel, CBUIETEJbCTBYIOLIEE O XKUPOBOK MHQUILTpALMHK, Toraa Kak cHuxkenue Besinund D, STIR
Ha6JOANIOCh B MEPEHUX M MeHabHbIX MbllILAX Oelep, YTO OTpaKaslo HajlMuMe OoTeKa, MPEeIIeCTBYIOLIEro 3aMelleHnIo
JKMPOBOH TKaHblO JIaHHbIX MblLIL. 3akatouerue. Kpome obliero npeacraBsieHust 0 BOBJCUEHHH MbILILL TPH uchepanHonartusx,
11e/1ec006PA3O paceMaTpuBaTh «paHiuil», «THIHUHDBIA/3aBepuIeHHbIii» W «nosanuii» MP-nartepubl aucdepanHonaruii,
noBbIlIaloie (hPEeKTHBHOCTb AMArHOCTHKH JaHHOro 3aboJjeBanus. B muddepenunansioil anarnoctke denoruna Muoru
ot [TKMJI cienyer opueHTHPOBATLCS Ha coxpaHeHne HopMauibHblX Beanuud D, T1-BUY ot m. gluteus maximus v m. popliteus
Ha BCeX CTauusix 3a60/1eBaHuUs.

KaioueBble cioBa: nucdepuHonaTiu, nosicHo-KoHeuHocTHast MbliiieuHast iuctpodust R2, DYSF, muonatusi, MPT mbiiii, MP-
narTepH AuchepnHonaTui
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Introduction. Dyslerlinopathy is a phenotypically heterogeneous group of hereditary muscular dystrophies caused by muta-
tions in the dysferlin gene (DYSF). Debut in adolescence, predominantly in physically developed patients, combined with the
often subacute development of hypercreatine phosphatemia and edematous muscle changes in MRI often leads to diagnostic
errors. Purpose of the study: to determine the most typical MRI pattern of muscle damage of the pelvic girdle and lower limb
in patients with dysferlinopathy. Materials and methods. 40 people were examined, among which 20 patients with a clinical
picture of dysferlinopathy with an equal ratio of Miyoshi phenotypes and LGMD and an average age of 35 (24; 44) years.
Comprehensive clinical and instrumental examination included neurological, electroneuromyographic and molecular genetic
studies (NGS). Magnetic resonance imaging of the muscles of the pelvic girdle and lower limb was performed in 20 patients
and a control group equivalent in sex and age. Results. The use of semi-quantitative MRI indicators — relative signal inten-
sity — D (D=T1 muscle (STIR) / T1 (STIR) subcutaneous fat layer) made it possible to formulate the characteristics of a
common typical MRI pattern of muscle involvement in dysferlinopathy. An increase in the intensity of the relative signal D,
T1 in the rear muscle group of the thighs and lower legs, indicating fatty infiltration was observed most frequently, while
a decrease in D, STIR values was observed in the anterior and medial muscles of the thighs, reflecting the presence of edema
of the previous fatty degeneration of these muscles. Conclusion. In addition to the general idea of muscle involvement in dys-
ferlinopathy, it is advisable to consider the «early», «typical / completed» and «late» MRI patterns of dysferlinopathy that
increase the effectiveness of the diagnosis of this disease. In the differential diagnosis of the Miyoshi phenotype from LGMD,
one should focus on maintaining normal values of D, Tl from m. gluteus maximus and m. popliteus at all stages of the
disease.

Key words: dysferlinopathy, Limb-girdle muscular dystrophy R2, DYSF, myopathy, muscle MRI, MRI pattern of dysferlinopathy
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Beenenue. [luchepannonatin — 310 heHOTHNIHYE-
CKM reTeporeHHast rpyrnma Hac/eACTBEHHbIX MblLICUHbIX
AUCTPOUil, 00yCNOBJAEHHBIX MyTalMSIMH B I'eHe JHC-
tdepauna (DYSF). Hucdepaun — wuHTerpaTHBHBIN
MeMOpaHHbIH 0eJIOK LIHPOKO NPeICTaBJIeH B OpraHuame
yesioBeKa (B MOMEPeYHONoJIOCaTOl CKeJIETHOH MYyCKy-
JlaType, CepeuHON MbIllIlE, TOJOBHOM MO3Te, cejle3eH-
Ke, TOHKOH KHWlIKe, TMJjaleHTe, MoHouuTax) [l].
OtcyrerBue DYSF Wik ero HelocTaTOYHASE aKTHBHOCTh
MPUBOJST K HAPYLIEHUIO pernapalidy MeMOpaH Mbliliey-
HbIX BOJIOKOH U, KaK CJIeJICTBHE, UX JIECTPYKLIUH U rHOe-
JIM, YTO CONPOBOXKAACTCS MOBbILIEHUEM YPOBHS CbIBO-
POTOUHOMN KpeaTHH(POCHOKUHAZLI U TTOTEPEH MbIILIEUHOH
CWJIbl y TTALMEHTOB [2, 3].

BrbiesifiioT nsTh 0CHOBHBIX PeHOTHIOB IMchepInHO-
nartuit: aucrasbhyto muonatuio Muoun (Miyoshi myo-
pathy; OMIM #254310), nosicHO-KOHEYHOCTHYIO MHO-
nartuio (LGMD 2B; OMIM #253601); nucrasnbhyio
MHOTIATHIO MepeaHero Jjioxka rojend (DMAT; OMIM
#606768); MpoKCUMO-IUCTaIbHYIO (hopMy (TiepexoiHasi
thopma), a TakKe GECCUMITOMHYIO THITEpKpeaTHH(OC-
toknnazemuto. Ilpu 3TOM mnepBble JBa THMa BCTpe-
yaroTcst HauboJiee yacto [4—-6].
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MarnurHo-pesonancHast tomorpacust (MPT) siBaisier-
sl BBICOKOMH(OPMATHBHBIM METOJIOM JydeBOH JHarHo-
CTHKH, TI03BOJISIIOILMM JIETaJbHO TPOAHATU3UPOBATh
COCTOSIHME CKeJIeTHOH MyckynaTypol [7, 8]. Hecemorps
Ha onucaHue HauboJiee YacTo BOBJEKAEMbIX MbILLILL TIPH
JuchepMHONAaTHsX €MHOTO NPEICTABAEHHS O THITHYHOM
MP-narrepHe He ciesnaHo, MOCKOJIBKY HCC/eLyeMble
BLIGOPKH BCETJla reTeporeHHbl Mo BUY MyTalli, CTaaUH
3a00J/1€BaHUsT U OCOOEHHOCTSIM 00pasa »KU3HK MaldeH-
TOB. B yc/10BHsIX 3HAUMTENILHOTO (heHOTHITHUECKOTO TTOJIH -
MopuaMa (opMHpOBaHHE TIPEICTABIEHHH O THITHUHOM
MP-nartepre nopaxkenusi mbliiil 6eaep M roseHen
SIBJISIIOTCSl OIHUM M3 BAXKHBIX aCMEKTOB MOBbILLECHHS
3(HeKTUBHOCTH IMarHOCTHKH AUC(EPJIUHOMATHH.

Lleab nccaenoBanus: onpenesautb HauboJiee THITHY -
Hblil MP-nartepH nopaxeHusi Mblllill Ta30BOro Mosica
M HHAKHUX KOHEUHOCTEH y NalMeHToB ¢ AucdeparHona-
THSIMM.

Matepuansl u Metoabl. O6cnenosaHo 40 uesopexk,
B ToM ucie 20 nauueHToB ¢ KJIMHHUECKUMHU NPOsIBJIe-
HUSIMH  MchepJMHONaTHil, cpean KOTopbiX 13 My»-
yuH — 65 (40; 84)% u 7 xenuwwmn — 35 (15; 59)%.
CpenHuii Bo3pacT nalueHToB Ha MOMEHT 00C/IeI0BaHUS
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cocraysia (Me) 35 (24; 44) ner. KontpoJbHyto rpymnmy
cocraBusin 20 310poBbIX 106poBoJbLEB: 11 My»KunH —
55 (31; 76)% u 9 xenwmn — 45 (23; 68)%, cpeanuii
Bo3pact (Me) kotopbix coctaBui 31 (21; 40) sier.

JlabopamopHro-uncmpymenmanvHole uccaedo-
sanus. Ob6c/enoBaHie NalMeHTOB BKIIOYAJI0 KJIHHHU-
KO-Te€HeaJJlOrHUeCKUi aHa/Iu3, HeBpoJlorHueckoe obeie-
JIOBaHHe M J1abopaToOpHO-UHCTPYMEHTAbHble MeTOJIbl
JIMAarHOCTHKH (YpOBEHb aKTMBHOCTH ChIBOPOTOUHOH
K®K, JIUII, 9HMI /M, IKT'). MonexynsipHo-reHe-
THYecKoe uccnenoBanue o6pasuos JIHK nposeneno
C TIOMOIILIBIO TIOJIHO9K30MHOTO ceKBeHupoBanus (NGS)
na miargopme IlluminaHiSeq 2000 ¢ nocnenytouym
MOATBEPXKACHUEM Pe3yJbTaTOB CeKBEHHPOBAHHEM
no Csurepy.

MaeHummno-pe30HaAHCHAA MoMmozpapus moluiy
ma306020 nosca u HUNCHUX Konednocmeti. MP-cka-
HHUPOBAHHE OCYLIECTBJSIM Ha BbicokonosbHOM (1,5 Tit)
MP-tomorpacge (PHILIPS INGENIA) ¢ npumeHeHnem
TIOBEPXHOCTHOM KaTylikd. B niporokos Bouwm T1, T2,
STIR wumIty/ibCHBIE TOC/IENOBATENILHOCTH B TPeX CTaH-
JIAPTHBIX B3aUMHO NePHeHIUKYASPHbIX TJOCKOCTSX, TOJ-
muHa cpesa — 10 MM, KoauuectBo cpesos — 30/50
(B 3aBHCHMOCTH OT pocTa mnairenTa). CKaHHpOBaHHE
BBITIOJIHSIIOCH OT MepeiHeli, BepXHel OCTH MOAB3IOLIHON
KOCTH JI0 HIKHeH Tpetu rosieHelt. T1 B3BelieHHbIe 13006-
paxKeHHsl B aKCHaJbHOH M KOPOHAJBHOM IJIOCKOCTSIX:
TR — 600 mc, TE — 10 mc. T2-B3BetueHHble H300pazke-
Hust B akcuasbHol muockoetd: TR — 500 me, TE —
80 mc. STIR-B3BelleHHbIE U300PAKEHHUST B aKCHAJIBHOM
W caruttajbHoi miockoctsax: TR — 4000 mc, TE —
70 mc. CreneHb >KHPOBOK HH(UIBTPALIMH MBbILLILL OTpeJie-
JISLTA TTOJTYKOJIMUECTBEHHO HA OCHOBE CpaBHEHHSI TI0Ka3a-
TeJisl OTHOCUTENbHOH HMHTEHCHMBHOCTH cHrHajta — D
(D=T1 wmbiwup/Tl  NOAKOXKHO-KMPOBOTO  CJI0S)
1 uenosbays mwkany E. Mercuri [9]. CermenTatiyst MbIiiL
Oenep W roJieHel BbINOJHSIACH B PyYHOM pexKHME
¢ nomotpio nporpammHoro obecrieuenusi ITK-SNAP
3.8.0[10].

Bce uccsienoBannsi npoBoAMIIMCH T0C/€ MOANTHCAHMS
nauMeHTamu J1006pOBOJLHOIO  HH(MOPMHPOBAHHOIO
coriacusi.

Cmamucmuueckuii anaau3. KosnuecTBeHHble
pe3yJsibTaThl UCCIEN0BAHUS MTPECTAB/EHbI B BUIE CPEJl-
Hero snauenus (M) nan meamannl (Me) ¢ 95% nosepu-
TeJIbHbIM HHTEPBAJIOM (pacCUMTaHHbIH MeToJ| OyTCTpana
uian Kionnepa—ITupcoHa) B cOOTBETCTBUH ¢ HOpMAaJlb-
HOCTBIO pacripesesienust. CraTucTuyeckasi 3HaYMMOCTb
pasJyIMuMil oLleHHBaJACh € MOMOLLbIO KpuTepust MaHHa—
YuTHu. Xapakrep nopax<eHusl MbILILL ClpaBa W CjeBa
CTaTHUCTMYECKH 3HAUYUMO He OTJIHYaJICs, T103TOMY
CpaBHeHHe C KOHTPOJIbHOH TPYMIoi MPOBOAMJIOCH MPH
oObeIMHEHUH [T0Ka3aTeJsiel OT MbILIL 06€UX CTOPOH.

Pesyabratel u ux o6cyxnenue. Cpennuii Bo3pact
ne6loTa CHMITOMOB TMPUXOIMJICS HAa MOJIPOCTKOBBIH
nepuos u cocraBui 18 (15; 26) siet. [Tpenectsyioniuit
Je0toTy 3a00J1eBaAHUS IEPUOJLY BCEX MMALIUEHTOB Xapak-
TepU30BaJiCs HOPMaJIbHbIM (DU3UUECKUM PA3BUTHEM.

@enorun Muolii, XapaKTepHU3YIOILUHACA MePBUUHOU
M30JIMPOBAHHON €J1a00CTbI0 B JMUCTAJBHBIX OTAE/NAX
HH2KHMX KOHEUHOCTeH (3aTpylHeHHEe XOIMTb M CTOSITh
Ha HocKax ) BhisiBaeH y 10/20 — 50 (27; 73)% nauuen-
ToB. CpeaHHil BO3pacT MalUHUEHTOB ¢ (PEHOTHIIOM
Muouwmn — (M) 30 (22; 46) Jsiet, cpean KOTOPbIX Bce
NauueHThl  COXpaHWJu  amOyJaTOpHBIH  cTaTyc
Ha MoMeHT obcsienoBanus. @enorun [TKMJI, xapakre-
PUBYIOLLMIACS MPEUMYLLECTBEHHOH Ca00CTbIO MbILILL
NPOKCHMaJIbHBIX OTEJ0B Oellep W Ta3oBOro Tosica
(3aTpyaHeHue MpH nojrbeMe U3 MyGOKOTro MpUCelaHus,
noxoaka Tpenenen6ypra) yeranossen takxe y 10/20
nauuenToB. CpeHuil BO3pacT NandeHToB ¢ PeHOTHITIOM
TTKM]I coctasun (M) 37 (25; 45) net, npu s1om 2/10
NalUeHTOB MCIOJb30BAMN HHBaMMAHOE Kpecio — 20
(2,5; 55)%. IlaumenTbl ABYX MCC/IEIyeMbIX TPYIII
10 BO3PACTy He pas/jiMuajnch Mexxay co0ol (KpuTepHit
Manna—¥Yuruu, 2=-0,71; p=0,47). Ha momeHnT kiu-
HUKO-MHCTPYMEHTAJIbHOTO HCCJIE0BAHUST MAlMEeHTOB
JUIMTEJIbHOCTL 3aboJieBanust coctaBuia (Me) 9,5 (5,5;
13) net; noist naumentos ¢ [IKMJL penorunom — (Me)
10 (5; 11) ner; ¢ dpenorunom Muoun — (Me) 12 (7;
17) ner. Ilo ayuresibHOCTH 3aGoJieBaHUs TPYIIbl He
passnuyanuch  (kputepuit  Manna-¥YutHu, 2=0;
p=0,98). 1151 607b1MHCTBA GOJBHBIX XapaKTepeH JUC-
TaJbHO-MPOKCUMANbHBINH Mepudepruueckuil TeTpana-
pes, 6oJiee BbIpaXKeHHbIH B HUZKHHX KOHEUHOCTSIX.

Moanekyasapno-eenemuueckoe uccaedosarue.
Y Bcex HcC/IeyeMbIX MallMEHTOB BbISIBJIEHbBI MyTalMH
B rere qucdepsurna (DYSF) B roMo3MroTHOM M Komma-
YHJI-T€TepPO3UroTHOM cocTosiiud (Tabuuua). Hanbosee
4acTo BhISIBJAsieMO MyTauuedl B rene DYSF Gblia
TG573/574AT (Val67Asp) B roOMO3UIOTHOM COCTOSIHHH,
SIBJISIIOLLASICST MAXKOPHOH Jyist PD 3a cuer BbIpaXKeHHOM
cerperauyu B ropHbIX naoJsitax Pecniy6inku Jlarecra.

Maenummno-pe3oHancHas momozpagdus moiuly,.
JL/151 KOsIM4eCcTBEHHON OLLEHKH BbIPaXKEHHOCTH KHPOBOH
MH(UABTPALMK MBI Yy NalMeHTOB ¢ (heHOTHNAMH
[TKMJI 1 Muoiin mpou3BouIOCH CPaBHEHHE BEJIHYNH
D, T1-BM c xapakTepuCTHMKaMH MBI KOHTPOJbHOH
rpynmbl. BbisiBieHo cTaTueTHYeCKH 3HAUMMOe 1peoliia-
nanve BesunH D, T1-BU y nauuentoB ¢ denotunom
[TKM]I B G0oJbLIMHCTBE MbILLL Oefiep 3a UCKJIoUeHHeM
m. gracilis, m. gluteus minimus, m. gluteus medius,
m. biceps femoris brevis. Beanuunbl D, T1-BU ot Beex
MBbILILL ToJIeHeH ObIM CTATUCTHUECKH 3HAUMMO OOJIblile
rokasateJsiell KOHTPOJIbHOU rpynbl (puc. 1, a, 6). Torna
KakK y nauueHToB ¢ eHoTHroM Muotiu GoJibliiee KoJu-
YeCTBO MbilLILL Gefiep CTATHCTHYECKH 3HAUMMO He OT/IHYa-
Jock 1o D, T1-BH oT Mbili KOHTPOJIBHOM pymbl ( pHUC.
1, 8, ¢): m. gracilis, m. gluteus minimus, m. gluteus
medius, m. gluteus maximus, m. biceps femoris bre-
vis, m. obturatorius internus. Cpemy MbIUIL TOJeHEH
TOJIBKO M. popliteus xapakTepu3oBascsi HOPMaJbHBIMU
sesinunHamu D, T1-BU npu denotune Muotim.

[Ipu cpaBuenuu D, T1-BU ot mbiwi 6enep y nauu-
enrtoB ¢ penorunom [TKM/I u Muouin sHaunmbix pas-
JIMUKE He HaWJIeHO MeXuy m. obturatorius internus,
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Tabnuia

BoisiBneHHble MyTaumnu B reve aucepauna (DYSF)

Table

Identified mutations in the dysferlin gene (DYSF)

BrisiBnennble mytaunu B rene DYSF

KOJ'II/I‘{QCTBO l'[aU.I/IeHTOB/(beHOTI/IHbI
M c.4282C>T; (p.GIn1428%)
4 M, 4 TIKMJ] ¢.b73-574 TG>AT (p. Val67Asp)
I M c.755C>T; (p.Thr252Met)
1 TIKM/T c.1116C>A; (p.Ser372Arg)
M c.4254dup; (p.lle419HisfsTer8)
1 TIKM/T c.494 1del; (p.Lys1648ArgisTer4)
1 TTKM/T c.1149+5G>C
IM ¢.6313G>A; (p.Ala2105Thr)
M c.4282C>T; (p.GIn1428Ter)
1 TIKM/T ¢.5b884C>T; (p. GIn1962*)
M c.6116G>A; (p.Arg2039GlIn)
2 [TKM] .4941delG; (p.Gly1647Is)

¢.4253C>G; (p. Prol418Arg)
¢.b73-574 TG>AT (p. Val67Asp)
¢.1900A>G; (p.Thr634Ala);
¢.4822delG; (p.Gly1608Glyfs)
¢.759G>C; (p.GIn253His)
c.1276+2T>C
c.1116 C>A; (p.Ser372Arg)
c.1149+5G>C
¢.4282C>T; (p.GIn1428Ter)
¢.4873C>T; (p.Arg1625Ter)
¢.5884C>T; p.(GIn1962*)
c.1692+8G>A
¢.1985-2A>C; ¢.316A>G; (p.Thr106Ala)

[MTpumeuanus: M — denorun Muouu; [TKMJL — nosicHo-KoHeUHOCTHBII (eHOTHIT.

m. gluteus minimus, m. sartorius, m. gracilis, m.
vastus medialis, m. vastus lateralis. Torna kak
MHTEHCHUBHOCTb CHTHAJla OT OCTaJIbHBIX MBI Oblia
CYIIECTBEHHO 00Jibllle Y MAlHEeHTOB C (EHOTUIIOM
[TKM]I. Benuuuna D, T1-BH ot 6oJblnHCTBA MBI
rojieHed CTaTUCTUYECKH 3HAUMMO HE pasJiiuajiach
y nauuentoB ¢ ¢enorunamMu [IKMJL u Muowmu
3a uckimouennem m. flexor digitorum longus, m. popli-
teus (puc. 2).

Takum oGpasom, npu [TKMJ[ deHortune cpeau
MbILLLL Oejlep BOBJIEKAETCS B MAaTOJOTHYECKUE TTPOLIECe
GoJiblilee KOJIMUYECTBO MbILIL, YeM TpH JUCTaIbLHOM
tenorune Muotmu. [Ipu o6oux deHoTHNnax HauMeHee
BOBJIEKAEMbIMH MBIIIIAMH M OCTalolUMHCS OoJiee
U dhepeHInpyeMbIMA Ha MO3AHUX CTajUsAX 3a00J1eBa-
HUA ABAsOTCa m. gluteus minimus, m. gluteus
medius, m. gracilis. J{ncranpuplit dpenorun Muouin
otanyaercss ot [IKMJI MeHblIel HHTEHCHBHOCTBHIO
NopaKeHust MbILIL Oelep U TA30BOTO Tosica, MPH 3TOM
3HAUUMbIMH B AuddepeHHaIbLHON  IHATHOCTUKE
¢ IIKMJI siBnsiercst m. gluteus maximus, D=0,34
(0,28; 0,36), He OTIHUANOLIMHCH [0 HHTEHCHBHOCTH
OTHOCHTEJILHOIO cUrHaja ot Hopmbl, D=0,29 (0,25;
0,30). Cpean Bcex MbllLL TOJIeHEH MPU MHOMATHH
Muoluu m. popliteus cTaTUCTHUECKH 3HAYUMO HE OTJIH -
4aJicsl 10 MHTEHCHUBHOCTH D OT KOHTPOJIbHBIX MBI,
B OTJMUMe OT mnaiueHtoB ¢ denotunom [TKMJIL.
1 nostomy HasMuue AUCTPOPUIECKUX U3MEHEHUH B M.
popliteus omnpezensier BepoATHOCTb pa3BUTHS (DEHOTH-
na [IKMJI. Takxke cienyer oTMETUTb, 4TO M. vastus
medialis, m. vastus lateralis ve sBasiiorcst udpepeH-
uuaabHbIMU 17151 peHotunos [TKMIL n Muotiu.

Beauuuna D, T1-BU B Gosbluell creneHu omnpene-
JIleTCsl BbIPaXKEHHOCTbIO KUPOBOH HHQUJIBTPALMH
MCC/IelyeMbIX MbILIL, MPH 3TOM HabJIHOJaeTcsi CTaTH-
CTHUECKM 3HAuMMasi KOppeJssiliHOHHAsi B3aHMOCB$I3b
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C MPOJOJLKHUTEIBHOCTBIO 3a00J/ieBaHus. Tak, 1/1s1 MbILLILL
Oenep HauboJsiee BBICOKOH CHJIOH KOPPEJNsiiMOHHON
B3aUMOCBSI3M XapaKTepU3oBaluCh m. semitendinosus
(r$=0,77; P=0,02), m. adductor magnus (r$=0,79;
P=0,02), uto mo03BOJIsSIET paccMaTpUBaTb JAHHbIE
MbILILBl B KAYECTBE 3TaJIOHA JIIsl OLEHKH POrpeccHpo-
Banus [TKMJIR2(2B). ¥ nauuentoB ¢ deHorunom
Muowy BbisiBJieHA KOPpeJsSILIHOHHAST B3aUMOCBSI3b
HauboJiee BbICOKOH CHJIbl MeXKIY D U JJIHTeNLHOCTbIO
3aboJsieBanusi st m. tensor fasciae latae (r$=0,83;
p=1,5><10‘5) u m. vastus lateralis (r°=0,86;
p=3,3x10"2).  KoppeJslUHOHHEIX B3aHMOCBs3eil
MeK/ly MHTEHCHBHOCTBIO CHIHasla M BbIPAXKEHHOCTbIO
JUCTPO(PHYECKUX H3MEHEHHI B MbILLILAX TOJIeHEH NpH
tdenorunax [ TKMJI u Muoiiu He BbIsiBJEHO.

Bennunna D, STIR B Gosbliieil cTeneHn xapakrepu-
3yeT HaJiuMe OTeKa B MCCJEIyeMbIX MbILILAX, UMEeT
KOppeJ/IsiLIMOHHbIE B3AUMOCBSI3U C1a00H MW YMEepPEHHOH
CWJIbL CO CTafMel XKUPOBO# lereHepatiuu o E. Mercuri
1 He UMeeT CTATUCTHUECKH 3HAUMMbIX CBSI3€H ¢ TPOJI0JI-
YKUTEJBbHOCTbIO 3a60JIeBaHusl, B OTJHUHE OT BeJnduH D,
T1-BU (puc. 3).

Mexny D, T1-BM u BblpakeHHOCTbIO KHPOBOH
MHMUALTPALIMK MBI BbIsIBJ€HA KOppeJsiMoHHast
B3aUMOCBSI3b BBICOKOI CHJIbI (75=0,87; p=2,7x1079).
Torna kaxk KoppesisiLMOHHAsT CBSI3b CTAJMH KHPOBOMH
unduabrpanuu o E. Mercuri u D, STIR xapakrepuso-
Baslach YMEPEHHON CUJIOH.

[Ipu cpaBhenun Besmunn D, STIR y nauuentos
¢ penorunamu [TKMJI u Muolii ¢ KOHTPOJILHOH IpyTi-
No# Obl/IM BbISIBJIEHbBI CTATHCTHUECKH 3HAYUMbIE Pa3Jiu-
Umsi B HaUMeHee IUCTPOPUUECKH U3MEeHEHHbBIX MbILLIAX:
m. biceps femoris, m. semitendinosus, m. gluteus
minimus et medius, m. obturatorius internus, m.
tensor fasciae latae. Bemiunnbl D, STIR y naunenTon
¢ penorunamu [TKMJL u Muoltiin GblIH CTaTUCTHUECKH
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 [TKMJT

B KoutpoJibHast rpynna

m. tensor fasciae latae

mm. adductor magnus
m. obturatorius externus

m. adductor longus
m. semitendinosus

m. semimembranosus
m. biceps femoris long
m. vastus lateralis

m. vastus intermedius
m. vastus medialis

m. rectus femoris

m. obturatorius internus

m. sartorius
m. adductor brevis
O m. gluteus minimus
O m. gracilis
m. gluteus maximus
O m. gluteus medius

B [TKM/I

B KoHrposbHast rpynmna

m. gastrocnemius (cap. mediale)

m. soleus

m. gastrocnemius (cap. laterale)

m. peroneus longus
m. flexor hallucis longus
m. tibialis posterior

m. flexor digitorum long

m. extensor digitorum long

m. tibialis anterior

O m. biceps femoris brev m. popliteus
0 0,2 0,4 0,6 0,8 1,0 0 0,25 0,50 0,75 1,00 1,25 1,50
D, T1-BU D, T1-BH1
a
Hl Muonatus Muoin Hl Muonatust Muouu
. KoHtposbHas rpymnmna . KoHTposbHad rpymnmna
m. adductor brevis . .
. m. gastrocnemius (cap. mediale)
m. tensor fascia lata
m. obturatorius externus
m. soleus
O m. obturatorius internus
mm. adductor mugnus m. gastrocnemius (cap. laterale )
m. adductor longus
m. vastus lateralis m. peroneus longus
m. semimembranosus
m. biceps femoris long m. tibialis anterior
m. vastus medialis
m. semitendinosus m. flexor hullucis longus
m. sartorius
O m. gracilis m. tibialis posterior
O m. glutaus minimus
m. vastus intermedius m. extensor digitorum long
m. rectus femoris )
O m. biceps femoris brev O m. popliteus
O m. glutaus maximus 1 dioit |
O m. glutaus medius . fiexor digitorum fong
0 0,25 0,50 0,75 1,00 0 0,25 0,50 0,75 1,00
8 D, T1-BH 2 D, T1-BA

Puc. 1. [1atTepH nopaxenus MbliiiiL 6esiep v rojieHei y nauuentoB ¢ henotunamu [TKMJI (a, 6) u Muotu (8, é).
UephbiM 11BeTom otMedenbl D, T1-BU mbiiing naipeHToB ¢ qucdeprHonaTiel; cepbiM — KOHTPOJbHON MPYMIbL; MoJast
OKPY2KHOCTb — CTATHCTHUYECKH He 3HAUUMble Pa3yiuysl
Fig. 1. The pattern of muscle damage of the hips and legs in patients with phenotypes of LGMD (a, 6) and Miyoshi
(8, ¢). D, Tl of the muscles of patients with dysferlinopathy are marked in black; gray — control group; a hollow circle
is a statistically non-significant difference

3HAYUMO MeHbllIe KOHTPOJILHBIX MbIIIIEUHbBIX PYIII, UYTO
oTpaXkaeT Kak 6oJsiee BbIpayKEHHbIE BOCHAJUTENbHbIE
H3MEHEHHUs], TaK U OTEK, CBsI3aHHLIH C BEHO3HOH JHC-
HUPKYyJIsiliel, 0o0yCJOBJIEHHON HapyllleHueM (yHKIIUH
mbiui. Mexny co6oit noarpynnbst [TKM/I 1 Muouiu He
OTJIMYAJIMCD [10 HHTEHCUBHOCTH OTHOCHUTEJIBHOIO CUrHAa-
ga STIR. ITo untencusHoctH oTHOCcUTeNbHOrO STIR
CHIHAJIa MBILIIBI TIPABOH W JIEBOM CTOPOH HE OTJIMYa-
Jch Mexxy coboil (puc. 4).

OnHolt U3 kioueBbIX AUt depeHIHaIbHO-UarHO-
CTHUYECKHX XapaKTEPHUCTHK MbIILIEUHO - IICTPODHUECKOTO
npouecca sIBJAsieTCs  CTEMeHb ACHMMETPUYHOCTH

BOBJIEUEHHSI MBIl B MaTOJOrHUecKUi mporuece. Tak,
MPH OlleHKE BbIPAKEHHOCTH XKUPOBOH MH(UIBTPALIUH
no wkase E. Mercuri (B mopdukauuu: 1—1 cr.; 2a—2
CcT.; 263 ¢1.; 3—4 cr.; 4—5 CT.) CTaTUCTHUECKH 3HAYH -
MbIX Pa3/JIUUH He BbISBJIEHO, 38 UCKJIIOUEHHEM TEHJIEH-
MKH K GoJiee BBIPAXKEHHOMY TOpPaXKEHUIO M. Soleus
B BeJlylllei (paBoii) KoHeuHocTed (Kpurepui ManHa—
Yutau, p>0,05). OTcyTcTBHE CTATHCTHUECKH 3HAUM-
MbIX Pa3JIMUMI MTPH CPABHEHUH HHTEHCHBHOCTH OTHOCH -
TesbHoro curtaia T1-BU or uccienyeMbix Mbliiig
6esiep U roJieHel MPOTUBONOJIOKHbBIX CTOPOH MO3BOJISIET
MOATBEPAHTL CUMMETPUUYHBIA XapakTep MOPaKeHHH.
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mm [IKMJI2B
B Muouin

O m. gluteus minimus
O m. tensor fasciae latae
m. obturatorius externus
mm. adductor magnus

m. adductor longus

m. semimembranosus

m. semitendinosus
m. biceps femoris long
O  m. vastus lateralis

j———
m. vastus intermedius Jr———

O m.vastus medialis

m. rectus femoris

O m. obturatorius internus
O m. sartorius

m. adductor brevis

m. gluteus medius

O m. gracilis

=
- —
-
o ——

m. gluteus maximus
O m. biceps femoris brev

0 0,2 0,4 0,6 0,8 1,0

D, T1-BH

mm [IKMJI2B
B Muoun

m. gastrocnemius (cap. mediale)

m. soleus
m. flexor hallucis longus

m. peroneus longus

m. gastrocnemius (cap. laterale )

m. tibialis posterior

m. extensor digitorum long
m. tibialis anterior

@® . flexor digitorum long

@ m. popliteus

0 02 04 06 08 1,0 12
D, T1-BH

Puc. 2. CpaBHeHue crenenu >kUpoBoi HHPUABTPaLKK MbiliLL Geep no Besuuute D, T1-BU y nauuentos ¢ enorunom
[TKMJI 1 Mo, Yepnbim 11Betom otMeuenbl Besinuntbl D, T1-BU y nauunentos ¢ denorunom [TKMJL, cepbim — ¢ deHo-
THIIOM MHUOLLIN; 10J1as1 OKPYKHOCTb — CTATUCTHUECKH He Pas/iMyartolllecs NoKasaTesH; 3aliTPUXOBAHHAS OKPYKHOCTb —
CTaTUCTHYECKH 3HaUMMBble padnuuust. [ lyHKTHPHO# JIMHHEN OTMeueHa BEepXHsisl FPaHULA HOPMbI MbILLLL FPYTITbl KOHTPOJIS
Fig. 2. Comparison of the degree of fatty infiltration of the thigh muscles in terms of D, T1 in patients with the LGMD
and Miyoshi phenotype. The black values indicate D, T1 in patients with the LGMD phenotype, gray — with the
Miyoshi phenotype; the hollow circle is statistically non-significant indicators; the shaded circle represents statistically
significant difference. The dashed line marks the upper limit of the muscle norm of the control group

Cramns no E. Mercuri

rs=0,87; p=2,7x10-9

0 02 04 06 08 1.0 1.2 14
D, T1-BAU
a

Craaus no E. Mercuri
w
1

r5=0,48; p=7,4x10-8

_2 T T T T T T T T T
-04 0 04 08 1,2 1,6 20 2,4 2,8

D, STI
P , STIR

Puc. 3. KoppensinponHas B3aHMOCBA3b CTaluK :KUPOBO# UHPUAbTpauuu o E. Mercuri (2002) co 3Hauenusimu D, T1-
BU B m. tensor fasciae latae (a) u D, STIR (6)

Fig. 3. The correlation between the stage of fatty degeneration according to E. Mercuri (2002) and the values of D, T1
in m. tensor fasciae latae (a) and D, STIR (6)

Kpome TOro, craTucTHueckd 3HAUMMbIX Pa3JMuHi He
BBISIBJIEHO M CpeIH MOArpymnmn ¢ geHotunamMmu Muoru
u [TKMJL.

Tpocuueckuit crartyc mbiu Geaep y NalMeHTOB
¢ ¢enornnamu [IKMJI u Muomu craTucTHuecKH
3HAYUMO He paanuyaJics Mexkay coooit. Torna Kak cpeau
MBbILLULL TOJIEHEN TTPH MUONAaTHH MHOILIM CTaTHCTHYECKH
3HAUMMO MeHee BbiIpaxkeHbl atpoduu m. popliteus, m.
peroneus longus, m. extensor digitorum longus
(kputepuit Manna—Yuruu, p<0,05), uem y nauueHToB
¢ enorunom [TKM/I.

[Ipu cpaBHeHHUM TpoHUUECKHX M3MEHEHHH MbILLILL
Oesiep y nauuentoB ¢ genorunamu [TKMJL u Muotin
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C KOHTPOJILHOW TPYIMIOH, BbISIBJIEHA KOMITEHCATOPHAS
runeprpotdust m. gluteus maximus, m. obturatorius
externus, m. sartorius, m. gacilis npu 060ux HeHOTH-
nax. Kpome toro, npu Muonatuu Mwuoin craTucTuye-
CKM 3HAYUMO ObLIM THTIEPTPOPUPOBAHHBIMU M. tensor
Jfasciae latae, m. biceps femoris brevis. Ilpu o6oux
(beHoTunax HauboJsiee 4acTo MoaBeprajcs arpopuu m.
rectus femoris, a npu penorune [TKMJI taxkke xapak-
TepusoBajach runorpocueil m. semimembranosus.

[Ipu cpaBHeHHM TPOGHUUECKOTO CTaTyca MbIILL roJe-
Hell nauyeHToB ¢ Muonatueid Muoiwu, [TKMJT 1 KoHT-
POJILHOH TPYNMOH BbIsIBJIEHA CTATHCTHUECKH 3HAYMMAS
runeprpodusi m. popliteus, m. extensor digitorum
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mm [IKMJ] 2B
B KouTpoJibHas rpynna

mm. adductor magnus

m. biceps femoris long

m. adductor brevis

m. gracilis

m. vastus medialis
@® m. semitendinosus

m. obturatorius externus
m. glutaus maximus

m. vastus lateralis

m. adductor longus

m. semimembranosus

m. vastus intermedius

m. rectus femoris

@ m. biceps femoris brev
m. sartorius

@ m. obturatorius internus
@ m. tensor fasciaa latae
@ m. glutaus medius

mm [IKM/I2B
B KoHtpouibHast rpyrina

m. tibialis posterior

m. soleus

m. extensor digitorum long

m. flexor digitorum long

m. peroneus longus

m. gastrocnemius (cap. laterale )
m. flexor hullucis longus

m. tibialis anterior

m. gastrocnemius (cap. mediale)

@ m. glutaus minimus m. popliteus
T T T 1 T T T T 1
0 1 2 3 0 1 2 3 4
D, STIR D, STIR
a 0*
El Muonatust Muoriu Hl Muonatust Muoiin
B KoutpouibHast rpymnna B KoHtposibHast rpymmna
m. vastus medialis o )
mm. adductor magnus m. tibialis posterior
m. vastus lateralis L )
m. vastus intermedius m. tibialis anterior
m. sartorius
m. biceps femoris brev m. extensor digitorum long
m. biceps femoris long
m. semimembranosus m. soleus
m. adductor brevis
m. adductor longus m. peroneus longus
m. rectus femoris .
m. ghutaus maximus m. gastrocnemius (cap. laterale )
m. rectus femoris .
@ m. gracilis m. popliteus
@ m. tensor fasciaa latae .
m. obturatorius externus m. flexor digitorum longus
m. obturatorius internus .
® 1 semitendinosus m. flexor hullucis longus
@ m. glutaus medius . .
@ m. glutaus minimus m. gastrocnemius (cap. mediale)
0.0 0.5 1.0 1.5 2.0 2.5 0 1 2 3 4
D, STIR D, STIR

8

3*

Puc. 4. BoipaxkeHHoCTh oTeKa Ml Geiep U rofieHelt y natnenToB ¢ genorunamu [TKMJI (a, 6) u Muowu (s, e).
Yepubim 1erom otMedeHbl D, STIR mbliii nauueHToB ¢ iucdepHHONaTHAMH; CePbIM — XapaKTePUCTHKH MbILLLL KOHT-
POJILHOM TPYIITIbI; 3ALITPUXOBAHHAST OKPY’KHOCTb — CTaTHCTHUYeCKH 3HaunMble otauuusi D, STIR b 6enep;

* gesimunnbl D, STIR Bcex MblliIL rojieHe# CTaTUCTHUECKH 3HAUMMO OTJIMYAJMCh OT HOPMBI (0, &)

Fig. 4. The severity of the hips and lower limb muscle swelling in patients with phenotypes of LGMD (a, 6) and
Miyoshi (s, ¢). D, STIR muscles of patients with dysferlinopathy are marked in black; gray — the characteristics of the

muscles of the control group; the shaded circle — statis

tically significant differences D, STIR of the muscles of the

thighs; * D, STIR values of all the muscles of the lower limb were statistically significantly different from the norm (6, e)

longus, Npu 3HAYMTEJILHO BbIPAKEHHOH aTpoduu m1.
soleus, m. gastrocnemius (cap. medialae et latera-
lae), m. tibialis anterior y naupeHToB ¢ 060UMH (heHO-
tunamu. CyieayeT oTMeTHTb, uTo npu peHotune [TKM/I,
B OT/nYMe oT Muoild, HabJMoaNCh 3HAYUMblE aTpo-
¢un B m. flexor hallucis longus, m. tibialis posterior
M0 CPaBHEHUIO ¢ KOHTPOJILHOH TPyNmo# (puc. 5).
MP-nammepnsL nopasicenusi ma3o8020 noAca
U HUNCHUX KOHe4HOCmel npu pasaudhslx cma-

ousax moliue4Ho-oucmpoguueckozo npovecca
Jucgpepaunonamuii. HauGosiee paiHoHaAJbHBIM
SIBJIIETCS]  BbIIEJEHHEe «DAHHEro», <«THIIHYHOIO»
(3aBepiueHHoro) 1 «nogaHero» MP-natrepHoB nopa-
JKEHHsT MBILILL TPH AucdeparHonatusx. s yrouHneHus
XapakTepucTHK «paHHero MP-naTrepHa» cienyer
BbIIEJIUTL MbIILILBI, MEPBOHAYANLHO BOBJEKAIOIIMECS
B MbllLIeYHO-AUCTpOruecKuii npotiece (puc. 6). Torna
KaK «THUMUYHbIA» MP-nartepH paunoHaibHO BbIIEISATh
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H [IKM/I 2B
B KourpoJibHast rpynna

[ - gluteus maximus - ———

mm. adductor magnus

m. vastus lateralis
m. vastus intermedius
@® . vastus medialis

m. obturatorius externus -_'

m. semimembranosus

m. adductor longus

m. adductor brevis

m. obturatorius internus
m. biceps femoris longus
@® m.rectus femoris
m. semitendinosus
m. biceps femoris brevis
m. tensor fasciae latae
m. sartorius

40 60

S, cm?

m [IKM/1 2B
B KourpoJibHasi rpynna

@ m. soleus
@ m. gastrocnemius (cap. mediale)
@ m. gastrocnemius (cap. laterale )
@ m. tibialis anterior
m. peroneus longus
@ m. tibialis posterior
@ m. flexor hallucis longus

m. extensor digitorum longus

m. flexor digitorum longus

@ m. gastrocnemius (cap. laterale )

Bl Muonarust Muoln
. KoHTpoJibHast rpyrnna

| m. gluteus maximus

mm. adductor magnus
m. vastus lateralis

| m. vastus intermedius
()

| m. obturatorius externus

m. vastus medialis

m. adductor longus

m. semimembranosus

m. adductor brevis

m. obturatorius internus
m. biceps femoris longuns
@® m. rectus femoris

m. semitendinosus

m. tensor fasciae latae

“""wum!

m. biceps femoris brevis

m. sartorius
m. gracilis
T T T T

0 20 40 60 80
S, em?
9]
Bl Muonatust Muoiin
B KourpoJibHas rpynna
@ m. soleus

@ m. gastrocnemius (cap. mediale)

@ m. tibialis anterior
m. peroneus longus

m. popliteus

m. tibialis posterior

m. extensor digitorum longus

m. flexor hallucis longus

m. flexor digitorum longus

30 30

8 e

Puc. 5. Tpoduueckuii cratyc mbiiiit 6e1ep u rosieHeit npu pernorunax [TKMJL u Muouu. [Tnomians nonepeyHoro ceue-
nus (S, em?) Ml 6e1ep (a, 8) v roieHedi (6, @), UepHBIM LBETOM TOKa3aHbl 3HAUCHHsT S MBIy NALHEHTOB C JIHC-
Cl:)epJTI/IHOHaTI/IﬂMI/I, CepbIM — S KOHTpOJIbHOﬁI rpynribl; OKpY2KHOCTbIO OTMEUEHbI MbIIIbI, CTATUCTUYECKH 3HAYUMO T'HITO0-
TpOfprOBaHHbIe 0o CpaBHEHUIO C HOPpMAaJIbHbIMHU 3HAYEHUSIMU ] BbIIEJICHbI KpaCHbIM IBETOM — CTAaTUCTHYECKH 3HAYUMO
THNepTPOPHPOBAHHBIE MBIIILIBI
Fig. 5. Trophic status of the thigh and lower limb muscles with phenotypes of LGMD and Miyoshi. Cross-sectional
area (S, cm?) of the thighs muscles (a, 6) and lower limb (6, ), black values of S muscles in patients with
dysferlinopathy, gray — S of the control group; the circle marks the statistically significant hypotrophy; highlighted in
red — statistically significant hypertrophy

Ha OCHOBeE OTpefieieHlst HauboJiee 4acTo BOBJAEKAEMbIX
mbit (puc. 7). «Ilogmuuit» MP-nattepn caenyert
XapaKTepu3oBaTh Mo HauboJiee JJIUTENbHO COXPAHSIO-
MmMcest 6e3 nopax<eHust Mbiiam (puc. 8).

[1pu HaYa/ILHBIX U3MEHEHUSAX B MbILIAX OTMEUaJIHCh
e/IMHUYHBIE YYaCTKH YKUPOBOH HHMUILTPALMH, COOT-
BetcTBOBaBIlHe 1—2a c1. o E. Mercuri. Cpean Mblii
Taza uHTeHcuBHOCTL MP-curnana na T1-BH npeumy-
1LleCTBEHHO MOBKILLIANACh OT m. obturatorius externus
et internus (2a CT.) U MeHee BbIPa’KeHHO OT GOJIbLINX
AroAMuHbIX MbiL (1 cr.). B MenuanbHbIX W 3aaHHX
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rpynnax mbiiii 6enep (m. adductor magnus et lon-
gus, m. semimembranosus, m. semitendinosus, m.
biceps femoris longus) HaOGMOAANNUCH €IMHUYHbIE YUa-
CTKH JKHPOBOW JereHepallnu, 6GoJjiee BbIpaKEHHbIE
B JIIMHHBIX OTBOASALIMX MbIIIAX (2a cT.). Cpeay MbIILL
rosieHedl uuTeHcuBHocTh MP-curnana va T1-BH 6blna
[PEUMYLLLECTBEHHO MOBbILLIEHA OT M. gastrocnemius
caput mediale v m. soleus (2a cr.).

MurtencuBHocts MP-curnana ot mbiliiL Ta3a, 6eiep
M rojieHelt Oblia HeopHOpoaHO mnoBbilieHa Ha STIR
3a CuUeT yMepeHHbIX OTeuHbIX M3MeHeHWH. Ha ypoBHe



Ne 1 (11)2020 JIVUEBASI JIMATHOCTHUKA W TEPATIHSI

Puc. 6. «Panuuit» MP-natrepn [TKMIR1(2B) (nauuent L. 21 rox, aurenbHocTs 3a6odeBanus 2 roja). HavyanbHble
JCTpoduUecKHe U3MeHeHus B m. gluteus maximus, m. obturatorius externus v m. obturatorius internus — 1—2a cr.
(a). HayanbHble muctpocuueckne uamenenust B m. adductor longus, m. adductor magnus, m. semimembranosus, m.
semitendinosus caput longum m. bicipitis femoris — 1 ct. (0). YMepeHHble TUCTPohHUECKHe H3MEHEHUsT B 1. gastroc-
nemius (caput mediale) m. soleus — 2a cr. HauanbHble uameHenus B m. gastrocnemius (caput laterale) — 1 c1. (8).

YMepeHHbIe OTeUHble H3MeHEHHs B MbIlIIAX Oeiep U rosieHeii (e, d, e); rabuTyc HIKHUX KOHeUHOCTeH (J1, 3)

Fig. 6. «Early» MRI pattern of LGMDR2 (patient Sh. 21 years, disease duration of 2 years). Initial dystrophic
changes in m. gluteus maximus, m. obturatorius externus and m. obturatorius internus — 1-—2a stage (a). Initial
dystrophic changes in m. adductor longus, m. adductor magnus, m. semimembranosus, m. semitendinosus m.
biceps femoris cap. longum — 1 stage (6). Moderate dystrophic changes in m. gastrocnemius (caput mediale) m.
soleus — 2a stage. Initial changes to m. gastrocnemius (caput laterale) — 1 stage (8). Moderate edematous
changes in the muscles of the thighs and legs (e, 0, e); the habitus of the lower limb (ac, 3)

Puc. 7. «Tunununbiii» MP-narrepH nopaxenus Mot mpu [TKMJT R2(2B) (naupment M. 25 siet, aaurenbHocTh 3a60osieBaHUs
12 net). BeipaskeHHble ucTpodrueckie n3MeHeHus B m. gluteus maximus, m. obturatorius externus v m. obturatorius
internus — 3, 4 ct. (a). [IpenumyiiecTBeHHOE NMOpaXKeHHe MEIMAILHON U 3aiHel Tpynm Mbliil 6enep (mm. adductors, m.

semimembranosus, m. semitendinosus m. biceps femoris cap. longum) — 26—3 ct. (6). [IperumyliiecTBEHHOE TIOpaKeHHe

3aJiHel U HAapY»KHOH IPYTIN MBILLILL roJieHel (m. gastrocnemii cap. mediale et laterale, m. soleus, m. peroneus longus) —

3 cT. (8). YMepeHHble OTeuHble H3MEHEHHsT B MBILIIAX Ta3a, Oe/iep 1 rosiened (e, d, e); rabuTyc HIKHUX KoHeuHocTeH (o1, 3)

Fig. 7. «Typical» MRI pattern of muscle damage in LGMDRZ (patient I. 25 years, disease duration 12 years).

Pronounced dystrophic changes in m. gluteus maximus, m. obturatorius externus and m. obturatorius internus —
3, 4 stage (a). The predominant lesion of the medial and posterior thigh muscle groups (mm. adductors, m. semi-
membranosus, m. semitendinosus m. biceps femoris cap. longum) — 26-3 stage (6). Predominant lesion of the

posterior and external muscle groups of the lower limb (m. gastrocnemii cap. mediale et laterale, m. soleus, m. per-
oneus longus) 3 stage (8). Moderate edematous changes in the muscles of the pelvis, hips and lower legs (e, 0, e);

the habit of the lower limb (o, 3)
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Puc. 8. KoneuHblit 3Tan auctpoduuecknx HaMmeHeHui («mnosnanni» MP-naTttepH) npu aucdeparHonatii y namuenra X.,
45 net, ¢ iuTesibHOCTBIO 3a6oJieBanus 20 jieT. JKupoBasi MHPUIBTpaLMst BCEX MBILIL Tasa 4 CT. (a); XKupoBasi HHQHUJIBLT-
panysi Bcex Ml 6enep — 4 CT. (eIMHUYHbIe MbIllIeUHble BOJIOKHA M. gracilis) (6); »KupoBasi HH(HUILTPAIUS BCEX
MBI ToJieHel — 3—4 CT. (8); yMepeHHble OTeuHble H3MEHeHHsT B MbIlIlAX Tasa, Gejiep 1 roJieteii (e, d, e); rabutyc
HUKHUX KOHEUHoCTeH (o, 3)

Fig. 8. The final stage of dystrophic changes («late» MRI pattern) with dysferlinopathy in patient H. 45 years old, with
a disease duration of 20 years. Fatty infiltration of all muscles of the pelvis 4 stage (a); fatty infiltration of all thigh muscles —
4 stage (single muscle fibers in m. gracilis) (6); fatty infiltration of all lower limb muscles — 3—4 stage (8); moderate ede-
matous changes in the muscles of the pelvis, hips and lower limb (e, d, e); the habitus of the lower limb (a1, 3)

Taza 6oJiee BbIpaKeHHbIH OTEK BHISIBJSICS B M. obtu-
ratorius externus et internus, a Takxe B m. tensor
fasciae latae. Cpeny MblLL Gefiep OTeUHbIe U3MEHEHHUS
OTMeYaJIuCh MPAKTHYECKH BO BCEX TPyMIax, 3a HCKJIO-
ueHneMm m. semimembranosus. Ha ypoBHe roseHeii
YMepEeHHO BblpayKeHHblE OTeUHble U3MeHEHHs! BbIsIBJIS-
Jick B m. gastrocnemius caput mediale, m. soleus
u m. tibialis posterior, MeHee BbIpaXKe€HHbIH OTeK
onpenensiics B m. tibialis anterior (cMm. puc. 6).

Takum o6pa3om, paHHHUI MATTepH BKOYaeT B cebs
6eccUMNTOMHOE BOBJEUeHHE MbllllL Oeaep (3aaHue
Tpynmbl MbILIL Oeep, Kak MpaBuJIo, yKe UMEIOT TpH-
3HAKM KMPOBOH HH(HUIBTPALIMH ), TOTIA KaK JereHepa-
TUBHO He U3MEHEHHbIE MbIIIILIbI XaPAKTEPU3YIOTCS yMe-
PEHHO BbIpayKeHHbIM 0TeKOM. [0 KIMHHUECKHM Xapak-
TEPUCTHKAM TPEICTABJIEHHbIH MallMEHT COOTBETCTBYET
tenoruny Muouu (cM. puc. 6).

«Tunnuublil nau 3aBepuienHblii» MP-nartepH xapak-
Tepu3oBaJcst Kuposoil uuduastpamueit or 30 10 80%
AHaJIOTHYHBLIX MbllleuHbIX rpynn (26—3 c1.). Cpenu
MBILILL Ta3a MHTeHcHBHOCTH MP-curnana taxkke mnpe-
MMYLLECTBEHHO MOBbILLIAJACL OT m. obturatorius exter-
nus et internus (26 c1.), MeHee BbIpayKeHHbIE H3MeHe-
HUST BBISIBJASLINCH B m. gluteus maximus (2a cr.). Ha
ypoBHe Oenep HaOJIOAANOCH TPEUMYIIECTBEHHOE
BOBJICUEHHE 3a/IHEH U NPUBOJIALIEH TPy MbliL (2a—26
CT.) TIPH OTHOCHTEJILHO JIETKOM TIOpaXKEHHH TiepenHer
rpynnbl Ml 6enep (1—2a). Ha ypoBhe roseneit
B O0JIbllIei CTerneHn MHTeHCHBHOCTL MP-curHasa noBbi-
mwanack Ha T1-BU ot m. gastrocnemius (cap. mediale
et laterale), m. soleus, m. peroneus longus (3 ct.).

OteuHble H3MeHEHUsI BBISBJSIIOTCS B MeHee Mopa-
JKEHHBIX MbILI1AX Ta3a, 6e1ep U roneHert. [To knuHuue-
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CKOH KapTHHE TPHUBEJIEHHBI TPUMEP COOTBETCTBYET
thenoruny Muoiu (cm. puc. 7).

[Tosnnuit maTTepH xapakTepu3oBaJicsi BOBJeUEHHEM
MpaKTHUECKH BCEX MBI Ta3a, Oellep U TojieHel
¢ kupoBoil uHpuIbTpaueil 6osee 80% nuowanu
MBIILILL, PY 3TOM MaKCUMaJIbHO HEU3MEHEHHBIMU 0CTa-
Basuch mm. glutei, m. gacilis. Cpeny MbIlILL FOJIeHEH
11032Ke BCEro BOBJIEKAJIUCh m. popliteus w m. extensor
digitorum longus (cm. puc. 8). AHaMHeCTHUeCKHe
M KJIMHHUYECKHE JIaHHble COOTBETCTBYIOT (PEHOTHITY
[TKMJ1 y naumenra, npeictaBjieHHOro Ha puc. 8.

B cooTBeTcTBUM C BBIPAXKEHHOCTbIO KUPOBOU
UHUILTPALMK, olleHUBaeMol o tikane E. Mercuri,
Ha puc. 9 mpejicTaBjieH CXeMaTHUECKUH yCpeJIHEHHbIH
MP-nartepH nauueHToB ¢ qucepauHONaTUAMH.

OyHoil U3 WIaBHBIX MPAKTHUECKUX 3ajau HCC/eIoBa-
HUst Uchep/MHONATUE SABJISETCS COBEPLISHCTBOBaHHE
M TOMOJIHEHHE HMMEIOIMXCSl CBEIeHUH, MO3BOJISIIOLINX
CBOEBPEMEHHO JMarHOCTHPOBATH (DEHOTHIHYECKH reTe-
POTeHHBIH CreKTp, 06YCJOBJEHHBIH MyTaLUSIMH B reHe
DYSF. CpoeBpeMmeHHasi JMarHOCTHKa, I03BOJIsIIOLIAS
U30eKaTh psiia OLUMOOUHBIX TePANeBTHICCKUX ACHCTBHH,
MMeeT CYIIeCTBEHHOE 3HAueHWe /sl COXPaHEeHWsl Kak
MOKHO 6oJiee TTPOOIKUTENBHOTO aMGyIaTOPHOTO CTa-
Tyca TalMeHTOB ¢ JucdepanHonatusiMi. B uactHocTH,
OTCYTCTBHE CBOEBPEMEHHOH KOPPEKIMH (HhHU3HUECKOH
Harpy3ku MPUBOJUT K YCKOPEHWIO TPOTPEeCCHPOBaHUSA
qucdepautonatuii [ 11] v MoXKeT NPUBOUTH K 3MH30/1aM
octporo pabpomuonusda [12]. Yacreim sBssiercs
Ha3HaueHHUe JIJIUTEIbHOM HMMYHOCYTTPECCHBHOI Teparnu
MPH OMIHOOYHOM JIMATHOCTHKE BOCIMAJUTEIbHBIX MHOTIA-
THH, UTO TaKxKe HeOJaronpusiTHO BJIMSIET HA TeUeHHUe
aucdepartonatuii [13, 14]. B cBsisu ¢ 3THM BbICOKOH
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Puc. 9. Cxema ycpennerHoro MP-nattepHa BbIpaXKeHHOCTH X KUPOBOH HHMUIILTPALIMM MbILILL TPH JAXCHEPIHHONATHSAX
(crapuu o E. Mercuri). Mbliiiibl cpeiHeit TpeTh Gepa (a), MbILLbl CPeHEl TPeTH roJieHu (0)
Fig. 9. Scheme of the averaged MRI pattern of the distribution of varying degrees of fatty muscle infiltration in dysfer-
linopathy. Muscles of the middle third of the thigh (@), muscles of the middle third of the lower leg (6)

3HAYUMOCTbIO JUIsl paHHel THarHOCTUKH iucgepuHona-
THH obJialaeT MarHWTHO-pe30HaHCHas ToMorpadusi
MBILLLL TA30BOTO 10sica ¥ HHXKHUX KOHeuHocTekl [4, 15].

B xoyie MyJBTHIIEHTPOBBIX HCCJIENOBAHUI BbISIBJIEHO,
UTO CPEM MBbIIL, Ta30BOr0O Tosica HauGoJiee 4acto
BOBJICKANUCh 1. tensor fasciae latae (95%), m. glute-
us minumis (90,8%) w m. obturatorius externus
(86%). B wmbilax Gemep HauGosee MoparkeHHbIMH
00bIUHO AABsIIOTCA M. semimembranosus (95,4%), m.
semitendinosus (90,2%), m. biceps femoris cap. lon-
gum (93,5%) n m. gluteus maximis (94,1%). Cpeau
MBILLILL TOJIeHeH HaunboJiee 4acTo BoBJeKaloTest 1. soleus
(99,45%), caput medialae (99,45%) u caput laterale
m. gastrocnemii (94,7%) [5, 16]. Onnaxo B KauHUue-
CKOM TMpaKTHKe BecbMa 3aTPYJHHUTENLHO PACIO3HABATh
MP-nartepn nucdepanHonaTuii, onupasch Ha MMeElO-
I1IMeCsl YaCTOTHbIE CBEJIEHHs] BOBJIEUEHHs] MBbILIL, YTO
00YCJIOBJIEHO HE TOJILKO (DEeHOTUITHUYECKOH reTeporeH-
HOCTbIO, HO W CTajuell mnpolecca, WHIMBHIyaJbHLIMHU
0COGEHHOCTSIMH JIBUraTeIbHON aKTUBHOCTH M COLHAJIb-
HO-ObITOBBIMU YCJIOBHSIMU YKU3HU MAILMEHTA.

B nannom wucenenoBanun ananu3z MP-xapakrepu-
CTHK MalUMeHTOB C AUC(hEpPJHHONATUSIMU TO3BOJMII
BbIJIEJIUTh OCOOEHHOCTH, CBOHCTBeHHble HauboJee
yacto BcTpedaeMmbiM deHotunam [TKMJL n Muotiu,
a TaKKe JI/1s Pa3JIMUHbBIX CTeNeHel BbIPayKeHHOCTH MHO-
nucrpodudeckoro mpouecca. Torna kak paHee Oblio
YCTAHOBJIEHO OTCYTCTBHE PA3JIMUMil B UaCTOTE BOBJIEUE-
HUSI MBI y naindeHToB ¢ denorunamu [TKMJL
1 Muotn [16]. Kpome Toro, B nccieayemoil BbiGopKe
MOATBEPKJIEH M3BECTHBIH (heHOMEH OTCYTCTBHSI 3aBH-
CUMOCTH MEKJy BHOM MyTaluu B rene DYSF u deno-
tunom. OcobeHHO YacTo 3To HAOMI0AeTCsl Ha PUMEpe
maxkopHo# it PO wmyraumu B rene DYSF —
TG573/574AT (Val67Asp), npeacraBieHHoil B roMo-
3UIOTHOM COCTOSIHUH [17].

Panee 6bU10 MOKAa3aHO HaJIMuMe B3aHMOCBSI3H MEXKILY
MBbILLIEUHOM CJIaGOCThIO H 2KHPOBOH MH(UJIBTpALEH, oLle-

nuaemotkt nocpeacrsom T1-BU [ 16, 18]. B nanHo# pato-
Te MPOBeJIeH aHa/ U3 BeJHYHH OTHOCHTEJLHOrO CHrHaJa
D, T1, uTo M03BOJIM/IO BBIAENUTL HAUMEHEE MOPaXKEHHbIE
MbllIbl Kak npu denotune [TKMJI, tak 1 Muotm.
B wacrnocru, m. gluteus minimus, m. gluteus medius,
m. gracilis MOTyT CIyKUTb H(pdepeHIInaTbHBIMU MbILI-
aMH Ha TIO3HUX CTaIUAX AucheparHonaTusx, Koraa
GOJILLIIMHCTBO MBIILILL MOJHOCTbIO HH(HJIBTPUPOBAHO
JKMPOBOH TKaHBIO, UTO IOTIOJIHSIET CBEIEHUS TIPE/IBLTYIIIHX
ucenenopanui [5, 19-22]. Kpome Toro, Hopmasbhble
Besiunbbl D, T1 m. gluteus maximus w m. popliteus
npu TunuuHoM MP-natTtepHe aucdepauHonaruii Ha paH-
HEH CTaJMK U MPH PA3BEPHYTOH KJIMHMUECKOH KapTHHE
MOTYT CJYKUTh JihhepeHIIHalbHbIM MPU3HAKOM (DeHo-
thna Muolti, nmeroliiero 60J1ee 61aronpuATHOE TEUEHHE
1 OOJIBbLLYIO MPOJIOJKUTEIbHOCTL aMOyJIaTOPHOTO CTaTyca
[23]. Caenyer oTMeTHTL (DAKT JIOCTATOUHO BbIPAYKEHHOM
BapraleqbHOCTH BOBJIEUEHHS MBI B HCCIELyeMOH
rpynne, B YAacTHOCTH TOJbKO OKoJo 70% mNaumeHTos
MMeJIH THITHYHOE MTPEUMYLIIECTBEHHOE TTopaKeHHe 3aHeH
TPYIIbI MBI Gef1ep.

Kpowme toro, Bennuuna D, T1-BW xapakrepusyiores
3HAYMMOK KOPPEJSIIMOHHON B3aUMOCBSI3bIO C MPOJIOJI-
YKUTeNbHOCTbIO 3abosieBanus. Cpean Mblilil Oeep
HaMM BbllesieHbl m. semitendinosus, m. semitendi-
nosus, m. adductor magnus, umelolle HanboJee
BBICOKYIO CHJTy KOPPEJISIIMOHHON B3aUMOCBSI3H C MPO-
JIOJKUTEbHOCTBIO 3a60seBatus. Takum o6pas3om, AaH-
Hbl€ MbILILBI MO?KHO PACCMaTPUBATh B KauecTBe 3Taso-
Ha IS OLIEHKH €CTECTBEHHOTO MPOrPecCHpOoBaHUS
MblleYHOH ucTpoduu npu penorune [TKMJL HeszaBu-
CHMO OT HMEIOIIMXCS y MallMeHTOB HHIUBHILya/bHBIX
0coGEHHOCTEH, OKa3bIBAIOIIMX BJIMSHUE HA MHTEHCHB-
HOCTb TMPOTPeCcCHpoBaHUs IUCTPO(HUECKOro Mpoliecca
B pas3/IMUHbIX MbllIeuHbIX rpynnax. s ¢eHotuna
Muomn nogo6HBIMU MBILILAMM SIBJSIIOTCS M. fensor
Jfasciae latae v m. vastus lateralis.
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KoppessiuoHHbIX B3aUMOCBSI3€H MKy OTHOCH-
TeJIbHOW UHTeHCUBHOCThIO curHana D, T1-BU u Bbipa-
JKEHHOCTBIO JIMCTPOUUECKUX H3MEHEHMH B MbILILAX
rosieHeil npu deHorunax [TIKMJL u Mutiu He BbisiBJie-
HO. BeposTHO, 3T0 00YC/IOBJIEHO COYETAHUEM JIMCTPO-
(hMUecKoro v BOCMAJIUTENLHOTO MPOLIECCOB B BOBJIEKAe -
MbIX MBbILLILAX, YTO MOATBEPKIAETCS HAJUUHEM KOoppe-
JIIUMOHHBIX B3aWMOCBs3ed cja0b0k WM YMepeHHOH
CUJIbI MEXJLy CTajiieil KUpoBOH MHuAbTpaluu no E.
Mercuri u Bennunnamu D, STIR. 1pu sTomM 3HaunMbIxX
CBA3eH C MPOJOJIKUTENLHOCTBIO 3a00/1€BaHHUs, B OTJIH-
ure ot Besmuun D, T1-BU, ne BoisiBseno [24, 25].
Crenyer OTMETHTb, 4YTO A 000MX (DEHOTHIOB ObLIO
XapakTepHO MOBbIlLIEHHe OTeKa (CHH:KEeHHe BesMYHuHe
D, STIR) B HaumeHnee nuCTPOPUUECKH H3MEHEHHBIX
mbiiax 6enep. B naueit Boibopke okosio 80 % natu-
€HTOB C HayaJbHbIMH M yMEPEHHBbIMH MpPH3HAKAMH
YKUPOBOH MH(UIIBTPALIUKM HMEJIH OTEK MEPEIHUX U MeJIH -
aJibHBIX Tpynnbl Mbllil Oenep. OTeK MpejlecTByeT
YKUPOBOH HH(MUILTPALMH HAa BCeX CTausix 3aboJieBa-
HHUSI, TI0 9TOMY MPU3HAKY MOXKHO TMpPEABHIETL Mocse-
Jytolllee BoBJjieueHHe Mbliill [24, 26—28]. B mbiax
roJIcHel MOBBLILICHHe OTeka HabJogaercs B Gosee
MopaxKeHHbIX MbILLLAX, YTO, BEPOSITHO, OTPAXKAET HAJIU -
yhe OTeKa, CBSI3AHHOTO C BEHO3HOH JAMCLMPKYJISILHEH,
oOycJIOBJICHHOU HapylieHueM (QyHKIMH Mbiiil. Ha
paHHHUX cTajusIX 3a60JeBaHNs BeCbMa 3aTPYIHHTENBHO
mddepenMpoBaTh aucepadHoONaTHH ¢ BOCMaJHU-
TeJIbHBIMH MHOTIATHSMH W JIPYTHMH 3a00JI€BAHUSIMH,
CompoBOXKAaOIIMMHCS oTeKoM Mbilill [29]. Onnako
npu aucdepsanHonaTusix orek 6osiee aud@y3Hblil, yem
y TMaUuMeHTOB C BOCHAJUTENbHBIMH MHOMATHIMMU,
M MMeeT MepbeBUHbIH UM NTHUCTBIA XapaKTep.

B Xone ananuza Tpocduueckoro cratyca Mbllill MPH
tdenorunax Muomn u [TKMJL 6blid BbisSIBJIEHbI He
TOJIBKO aTpo(uM, HO ananTtaldoHHble H3MEHEHHs
B BHJIe TMNEPTPOMHH OTACMbHBIX MbIlILL. B uactHocTH,
OTHOCHTEJIbHASA TurepTpodus m. gluteus maximus, m.
obturatorius externus, m. sartorius, m. gacilis

BbIsiBJIeHa NPH 000MX (PeHOTHNaxX MpPH CpaBHEHHH
C KOHTPOJIBHOH TpYyMNnoi, MpU 3TOM OTJIMUHTE/bHBIM
npusHakoM deroruna Muoln siBjsieTCs TakKe runep-
Tpousi m. tensor fasciae latae, m. biceps femoris
brevis. ArpocruecknM H3MeHeHHsIM TIpU 060HX (heHO-
THMax HaubGoJiee 4acTo NMoJABepraJcs m. rectus femoris,
a st penoruna [TKM]I eute u m. semimembranosus.
B cBsi3u ¢ Gosiee paHHUM MOpayKeHHEM MOBEPXHOCTHOM
TPyINIibl MbiliL roieHel npu denotune [TIKMJL, B otiu-
ure oT Muolu, HabuofaoTes 6osee 3HAYUMbIE aTPO-
tuu B m. flexor hallucis longus, m. tibialis posterior.

B konuenuuu auddepeHnansbHOR AHATHOCTUKH
C JPyrHMH JUCTANbHBIMH MBILIEYHBIMH AUCTPODUIMH
(ANOS, LDB3, MYHTY u 1p.) cyliecTBeHHOE 3HAYEHKE
MMeeT MoATBeprKieHHe (PaKTa OTHOCUTEJNbHO CHMMET-
PUUHOTO BOBJIEUEHHS] B MbILIEUHO-AUCTPOPHUYECKH
npouecc KOHeUHOCTel Mpu AucheparHOnaTHsIX.

Kpome Bbinesnenuss obuero ycpeaHeHHoro MP-
natTepHa, Jyist noBblieHust sppexTuHocTH MP-1uar-
HOCTHKHM B padoTe TpeCcTaB/ieHbl < pAHHUNH», «THIHY-
HBIA» U <ITO3JHMH» NATTEPHBI.

3akiatouenune. Takum 00pa3oMm, MOJYKOJHUECTBEH-
Hblil aHain3 MP-xapakTepucTik :KUPOBOKH MHPUILTPA-
MM U OTeKa MbILIL TPH TUCHEPIUHONATHSIX MTO3BOJHII
BbII/IMTb THITMUHBIA OOLLKH NaTTePH NPEUMYLLIeCTBEH -
HOTO BOBJICUEHHSI 3a/IHUX P MblLLLL Gefiep U rosieHei
C OTEKOM MepeiHUX U MeIHaJIbHbIX TPy MblllLL 6esep.
[Ipn 3TOM MHUHMMaNbBHBIH XapakTep AUCTPOPHUECKHX
M3MEHEHUH 10 MO3AHUX CcTaaui 3aboJseBaHust HAOJIO-
nancst B m. gluteus maximus, et minimus, m. gracilis
1 m. popliteus. Boinenenue «paHHero», < TMIIMUHOTO»
1 «nognHero» MP-naTttepHoB aucdepanHonaTuit
MOBbIILIAET YYBCTBUTEJBHOCTh JIMArHOCTUKH U 3dek-
TUBHOCTb OLIEHKH JIMHAMUKH 3a00J1€BaHMUSI.

BJiarogaApHOCTH.
Boipascaem baaeodapHocme 3agedyioueil 1abopa-
mopuetl «GeneticO» (e. Mocksa) E. A. [lomepanye-
80Ll U ee COMPYOHUKAM.
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