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BBIITHCHOI YNUKPH3 13 HCTOPHW BOJIE3HN Ns 7322025

O naupenTa: Kaamunn Hpocoan Anapeesny

Haxoanmres sa aeqennin ¢ 28.01.2025 no 11.02.2025

Ocrosnoii amarnos: G710 - [lporpeccupviomwan Muenias anerpoibna Imepn-lpeiidyea (LWNA -
AYTOCOMHO-TOMHHAHTHRIN THN HACHCAORANMA ),

Conyreraywumne saboaesanun: 1491 - Hapywenne pHTMA. Ccepiua (OQWHOYHAR, AApHAN. TPYNINOEIR
HATREAYAOMKORAA  SkeTpacueTonna). Tpansuropyan  AB Gookaga | | cremenn (e sakcHMansHOH
npoeiRnTEILHOCTEI0 PO 0 232 sel y pefienka ¢ aavnnonarien. 1341 - lpeaane mistpadsitoro kanana |
CT. © YMCPCHHON peryprutaumei v pebéuxa ¢ savanonoroeid. M41.4 - Mpidzocroponiinil vefiporeHHin

TPYAONORCHIYHLIA ckoamor 11 et MIL6 - Dsminycno-sapychinie yeraiosku cron; R16.8 - Bropusmnie
Hapyvenna noxoark; M24.35 - Crufatessmne veranonsn romewch, CriBarenbHeie yETaHOBKH -Geaep.

CrufareasHo-NpoHaianisie  KOHTPAKTYPW  AoKTeswix  cverasos;  Edd -~ ¥arepeiman © Gelikopo- -

FHEPrETHYCCKAR HEAGCTATONHOCTR, EBS.B - neaocratounocTe suramuea D

Aanoin NpH OCTYILICHNN:  Ha HEPVIIEHHE  DOXMEN, YTOAIACMOCTD, .-'ll-"l[.HJpMﬂltHH JOKTERBIX H

FONCHOCTONHEX CYVCTAROA

Anamues saboaepanua: Anamnesis vitne. Pefeuowr ot § Sepexennocti (3 sea. adopTa. MANLYUIE, H NCEOMKE

aT ApyTord OTia FI0POREL JBC CECTRL OT TOTO WHE OTLHA 3N0pOBRL), I'IFI'._'!‘H.!R:!BLL!EJ-'I Ha Eb'l.'!iiﬁ' FIPTE'PH:I.I'IMIEJITI

FHOEPTEHIN | crenenm, anemiy | cTeneun, APOHHUMCCRDMO n.'a.'t.'ll.-r'll-lllll.‘.lﬂl":ﬂ[ll-!l'l':l. I‘D,'lhl B CpoRe iR Hedeh,

myrém Kecapieus (pance Kecapeao - orchoiika maanenrst). Poannca ¢ vaccoil 1ens - 3424 r, anunsoi 53 ea.

Ouenka no wxane Anrap 7/8 Gavton. 'pyanoe sekapyaneanue 10 1.5 ner. Pannee passirne: POTOBY JEpHHT

€ 2 MECALIeR, CHANT C 6 MECALEE. XOANT CaMocToATe o ¢ | | MecaLes, ropopuT ¢ 14 mecnues.

HHC."IC,'].C'!'MHIII.ETL o HUPBHUO-MBIHIC T HBIM 'iill.‘ll.'l.JL'H.'IIHinl HE OTRCCINE Ha.

Anamnesis morbi: C 3 18T 0TMEHACTCH WIMEHEHHE MONOAKM, YACTHIC NAJCHHA, ATV IHCHHER [O0BeM 1o

ASCTHHIE. FHAUNMOTO CHIBKEHHA MBIEUHON CILTH He orviewacTen. B mae 20190 npoxoan ofeienonanue H

Aedenne B HHKH Tleamarpus © 2Harnos0s: NPOrpeccHpyOWEs  Maliey s AucTpoding,  nORCHO-

KOHCHHOCTHAR hopai.

Hponesenupie ofcaenosanns:

K®K 20.05.2019r- 1442 Ex/a

HManenw "Limb-Girdle Muscular Dystrophy™- 6e3 NATOIOrHI

Mouek wactux wiyrauni- CAPN3, FKRP, ANOS, SGCA- Get natonorin

MPT s o1 2019¢- nopaa

Hioaewaran IMI: nposeaeno ueeacaosanue nepeaneil GonbwelepuoBoll MEIULL Clipasa, HKPOHUKHOI

MBIIILL CIERD, 3 TEPAILHOR FON0BKN YETMPEXIAAROI MEIIIL Sepa cnpasa. HMeoTea NpHINAKM TeKyILEro

npouecea B Re wrn;(pﬂuuu cnontanHoi aktuenoct T u [1OB (Sonbuie b ukponoskiai Mbiwie).
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| [yt
Tenaenums & aseancuqmo AB-

A aparaig, HeC R7-67 va. r Mun

FHCTHOMCHNE, Y MepeHas My Cos
Hermoanas Gaornan npasoit noskn .l vea,

npoBeacHng. Beprukninmne noaoskenne 0

30002025 Penrr eHOrpad s KucTed Pk ¢ asRTOM KoeTefl tpeaiiesnf
QopMa W CTPYRTYPA. KOCTEN e mvencna. BaansooTioeiin B eNeTapax. He Hapyien. CycTan e
IOBEPXHOCTH KourpyenTiid, Koctimii e b FLOL 1 (mopa f 0.2 1O, O (popsa 0+-1). Higexe
bapuera-Hopacua = 47% (B nopwe e wence 43 %) Zagmouchme: P-1amikle Baskryenoi dediopsiiim

NPORCHMILTBHBY S0 TI0E I;u IPCHHHES KOCTCH

30.01.2025 Pesrrresorpadies notromog i
(k FPYANOTO OT 2000 [TO3ED g TR Lt Ta
Qs MORCHIYHOND 0T e
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PABHOMCDHE, CTRVETIYDA e wapyvmena. Mesnosse
|a.'-:--'-|"-:.||||"| FPYIMGET TS0 IIOTROHOHIKD

con. Ha ypoene Th7.
] (O FOpMEL, BHCOTA WX
HEPARHOMCPHEL.  SARTHOMEHIE:

IHHK
Heanawnrennuan C-ofpainas ocepns

30.01.2025 DyvHKUMA BHEEIETD THXAHIHA
WE vage 73%, @A 72%, QDRI §2%. DB AKEN=04

AEMenoxa = 68 Yo, WEMrsiaoxa = 73 %
LN'-""!'-I-”--':- MOKIRATEAN j"\.'!'-\.':.."'l i il il ICOCTOBCPHOM_ OUSHES1E" MOLNCKEAT 1'\"-!L'r.‘1."'!1H1'|
CHHERCHDL |
Moo npeanotarate vaepeHnbic PCCTPHETHEHEIC HEMIIEHHE (hVHKLIHH BHCIRHS O ARXARNA,
04.02 2025 HencH OMETPHE THRCHHYHOEO O e

-1.0 BMC L1-L4 (2) = 28,68 BMD L2-

Hannwe wecaczoeanng: NMpotoron AP SPINE LI-L4 Z-score L 1-14
L4 (glem2) = 0,687 (orxaoneyne BMD senee - 15D o1 cpeaneit sospactiod wopaiw, nopsa = 0,738 r'ém2)
Zakmosenne: KOCTHAA MANCPATLHIR IITHOCTE HE CHIBKCHA N0 OTHOLICHING K JAHROMY XPOHOIOrHMECKOMY

poapacty no kpurepin BMD p no Z-sparepi.

04.02.2025 JleHcHTOMETPHA BEErD TE2
I 0.8 BMD (gfem2) = 0.849 Body

Mporokon TOTAL BODY Z-score total
3 23.6 Tissue (g) 4315 Fatig)=8

Habkbte HeCICIORANNE
4.4 % Fat region

compasition; BMC toal (g) = 1241.3 % Fal tissue =
377 Lean(g) = 25 938 AVG = 0.35
Saxnoseme: Crucenna obmedt MuHEPAALROH MAOTHIOCTH KOCTHOR TRAHN No Z-KpHTEPIIO HET,

04.02.2023 Dxoxapunor padus
*Ixokr npuinakon nopokor Cepiiun Me neiRaneHo, Knenaiw pirakra, [lonocri CEPALA HE PACHINpENL,

[A00AIRHAA  COKPATHICABHAA  COOCODHOCTE  JICROTD. i NPABOFD. REIVAOIKOR  VIORACTEOPHTEIBHAR.

Jnactonnieckas yHkLg He Hapywena. DalbuxepIn B NOA0CTH JCEOMD KeaVA0HKD
Pacqernnie nokararean: Jleanii meayaouer - TN 6,90 (nopsa 5-8), s 03N, T3CTIK 7. 1M (Hopua
5-8), Zsc 0.92), KLk 4. 1nm (nopaa 36-47) Zse 0.38), KCJT 259 (nopsa 21-33), Zse 0.14). KO
88 2ma. KCO 24 4sa, YO 63 Baa, BB 72.5% (no Teixronnmy nopya Goaee 60%), 65.9% (no Crsncomy
nopma Botee 55%), Macca muckapaa 9220 (nopya 20 111) MMM 73,802 (Hopma aol13), .'!':"Er-“'hl'l.:l"
(ropya 38.2), MOTe 0.32mm (ropwa ao 0,421 Hparwii senyaoues: KL e 13.3un (Hopaa 8-16), Zse -0.92)
TAPSE 17.6ms  (nopua Goanwe 16). Zs¢ 18.3-23.6). Gasaibrmi amast. 30.2wu (Hopsa 2B.5-45 Ei
MescaenyaoiKoRas feperopokn: maTakTia. Jenoe npeacepane: MB pesinm = 1 Tum (ropsa 17-170 nﬁ.,;m
20 1mn, ¥ I8 i_rili-u-m a0 34). [paroe npeacepane: Odwes 17.5uq, Vi 14 (Hopmi o 32), Meknpeacepanas
AEDE] O, HTakTHA, Aopra; Kopent aopran M-pesiny 26, 1w (Hopya 20-31), lNMotok & IHI\‘\- Ao
1, 7tk/kew Jlgrounan aprephn: Craoa B-pewnv 22 1am (Zsc 0.4) MuTpaibimii x.l.‘ll.mll' CTBOPKM TL;HNH::

§
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Yeravonkn crom; M245 - Crofateasivie yemanosks roaench.
ATEABHO-NPOHAINOHILIE. KOHTPEKTYPhl TOKTERRX cycTapos; Mald -
WORCHHY NI crovinos [l cr, R26.8 - Bropuiunie HApYLISHIA MOX0IKN

« PRCTHARKN npeannesi, oo A H 3 -

o 510 L DEQSS MmO nepeaieH | Taadel NoRepiHOCTH ERCITHERHD
(hitps:/ www.ctureduchenne.org/care/siretehing) ; iy B ;

Koneyabrauna disnotepancara -

bacceiin

Penrrenorpading rpyanoro s NoscHHHHOM OTACTOR IOMROHENMHIKR (IPAMAA NPOSKIHE KD ¢ MAKTHMLTRHOTN
KOPPERLNER]) Meped 6 Mec ¢ OUeHKOH B A8HAMIKS

TexHnueckHe cpeicTan peadiaeranmm -
- Kopcer noaymectroii durcawmm (8-049-13) - - o

= I{np\:er GYHELUHONATLHO- KOPPHIHPY ICHIHA © Onopol Ha 149 o TOREOM 1018 ALERANMA T [RCHCTPYRIHA ©
OTKPRITEHIM WHROTOM) © IaMeHol 10 Mepe (PUIHOIGIHYECKITD  POCK] pelensy W l!'!'-‘iél!‘.‘!ll‘l-li' o
DYHKUHOHATBHOTO CoCToAINA (8-(9-23) (npH NapacTaHIE SR Fppimmie 2 tpaiy s n

fonee)
- Annapar Ha FOACHOCTONHB CYETaR 2 WT  NOAESHIIE MRKCHMR ILHOH KOPPEKIHN, ¢ OFPAHRUCHHICM

LU QiRHpy owel BRI HA eTony (BEIRIHOH DAWMAN0E), €

[ONOMIBEHHON G CTHDAHHA, € JOIIHNTEN
¢H1u:::mw:ﬁ qepel rojdeHoeTONMEI CcyvoTaR © JaMEHOR N0 Mepe IO HHECROTO . POCT pefenka Wan

HIMEHEHHA €ro HYIKUHOHATBHOND COSTONHI (B=00-37 9 FLhi -THx)

- TyTop Ha BCHY PAE} 7 T ¢ aMenti o sepe HUINIONHHECKOrD POCTR PEOCHED HAM HAMCHCHHA &FD
Y HEUHOHATEHOID COCTORHIA (8-09-48)

- TyTop Ha J0KTe0H cyeTa J 1T C 2 i o A
hVHEUHOHAABHOTD COCTORIHA (B-09-46)

- TyTop Ha (ONEHOCTOMHLEIH CYCTAR (HA HUML W H

NG IO HHSCROTD POCTR [‘ll."!-‘l.'ii'.-i',l FUTH HTMEE SR 2T

4 AnenHoi oTARX) 2 T B OAOKEHHE MAKCHMANLHOH
KOpPEKLIH, C OFPalHICHHEN NOIOWACHHOTD crufanmua, © aoneannTensHoil gurcnprromei 'f_“—-"'“—m“ﬁ h
crony  (ExianHol  Gamvadok). ©  uKcanMeR  Hepe FONCHOCTONHMIL CYCTAR € JaMEHOH N0 MEpe
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