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CapkoneHusi — COCTOSIHUE MPOTPECCUPYIOUIEN HYTPUTUBHON HEAOCTAaTOYHOCTH C YTPaTod MBI-
IIEYHON Macchl ¥ (DYHKITMU MBI B pe3yabrare 0ojiee BBICOKOW CKOPOCTH TP MBIIIEYHOTO
Oenka MO0 CpaBHEHHIO C €r0 CHHTE30M, Yallle PacCMaTpPUBAETCS KakK repuarpudeckas mpoodiema. B
COITIACHTEIBHBIX JOKYMEHTaX PabovuX TPYIII MO W3YUYECHHUIO CAapPKOTICHUH KPUTEPUH ITOCTAHOBKH JIU-
arHo3a CTPOTrO BBIBEPEHBI HCKIIOYUTENBHO JIJIS MallEeHTOB MOXKUIIOTO M CTapuecKoro Bo3pacra. Y
MalMEeHTOB 3TUX BO3PACTHBIX TPy, 0COOCHHO CTPaJAIONINX KOMOPOUTHOM MaTOJIOTHEH M O)KUPEHU-
€M, CapKOMIEHUIO CUUTAIOT MPEAUKTOPOM BBICOKOTO PHICKA JIETAILHOCTH M HEOIarompUATHBIX HCXO-
10B 3a00sieBaHMi. B 10HOIIECKOM BO3pacTe CapKOTEHHSI MOYKET Pa3BUBATHCA Y MAJIOMOOMIBHBIX Ta-
LIUEHTOB C JETCKUM liepebpanpHeiM mapanudom (ALII1) umeronum ypoBHEM MOTOPHOU aKTUBHOCTHU
IV-V GMFCS.

Leab. BBISIBUTH 4aCTOTY BCTpeUaeMoCTH capkoreHnu y nereit ¢ JILIL, kputepun ee muarHocTUKU
Ha OCHOBE M3y4YeHHUsI KOMIIOHEHTHOTO COCTaBa Tella METOIOM OMOWMITEJAaHCOMETPUHN W BIHSHHE TTH-
IIEBBIX cyOCcTpaToB (OJICHINPOBAHHOTO CTOJIA, YHTEPATBHOTO MUTAHUS Ha OCHOBE MOJIMMEpPHOI cMme-
CH, DHTEPAJIbHOTO MUTaHUs HAa OCHOBE MOJIY3JEMEHTHOW CMECH M CMECH JUIsl IeTeH paHHEero Bo3pac-
Ta) Ha COCTOSIHUE KUPOBOM MacChl U aKTUBHOM KJIETOYHOH Macchl.

MarepuaJjbl U1 MeTOAbI. OIICHEH HYTPUTHBHBIA CTATyC M NMPOBEICHA OMOWMIIETAHCOMETPHUS Y
809 nmereit ¢ AL Craructraeckas oopadotka IBM SPSS Statictics 26. Onrcanne KoJIM4eCTBEHHBIX
JAHHBIX MIpeJCcTaBleHbl B Buje Meauansl (Me) u kBaptuieit Q1 u Q3 B popmare Me (Q1-Q3). ['mmo-
Te3a 0 HOPMAJIBHOCTH paclpesaeneHus nposepsanack kpurepusmu lanupo-Yunka u Konmoroposa-
CwmupHoBa. C 11es1bI0 0OHAPYKEHUS Pa3IUYHil MEXIy BBIOOPKAMH HCIIOIb30Baics Kputepuit Kpa-
cKeJa- YoJutuca, JUIsl alloCTePHOPHBIX CPAaBHEHHUH MCITOIB30BalIach ompaBka boudepponmu.

Pesynbrarbl. HanOonee BolpakeHHBIE HAPYIIEHUS B KOMIIOHEHTHOM COCTaBE Tella BBISBIEHBI B
IpyIme moJpoCcTKOBOTO M IOHOIIECKOT0 Bo3pacTa. B aTux Bo3pacTHBIX Ipynmnax Hanbojee 4acTo BbI-
SIBIISIETCS ITpeo0Oialanne KUPOBOW MacChl HaJl aKTUBHOM KJIETOYHOH Maccoi. Ha ocHoBaHuu pasznu-
YUl B COOTHOIIEHUH JOJH KUPoBoi Macchl (%)KM) u aktuBHOU KiteTouHoit macchl (%AKM) y ne-
Teil ¢ HyTpuTHBHBIM aeduiuTom (HJL) BeimeneHo nBa kiractepa He OTINYAIONINXCS 110 BO3PACTHOMY
u renaepHomy coctaBy. B 1 kmactepe (10% ot Bceit BpIOOpKHM) mamueHTs umenu HJI mo maHHBIM
UMT 11,57 xr/m2 (AU 10,09- 12,86), (p<0,001), Hmke 5 nepueHTHIs, BO BTOpoM kiactepe UMT
obut 12,5 xr/mM2 (AU 11,08-13,98), uro coorBercTBYeT 1-3 meHTHiapHOMY Kopuaopy (p<0,002).
[Tnomans mog ROC-kpuBoii, cooTBeTcTBYIOIIEH B3auMOCBA3U %9AKM 1 HoMepoM KiacTepa, cocTa-
Bria 0,99440,002 (95% AU 0,993-0,999)(p<0,001). ITpu % AKM wmensinem 37% — netn Obutn C
MPOSIBJICHUSIMU CapKOTIEHUHU (4yBCTBHTEIBHOCTh 94,1% u cneunpuunocts merona 98,8%). Ilmo-
manb nog ROC-kpuBoi, coorBeTcTBytolieil B3aumocsa3n %KM u Homepom Kilactepa, COCTaBUIIA
0,968+0,015 (95% AU 0,938-0,998)(p<0,001). IIpu %KM >30,5 nporao3upyercsi BHICOKHH PUCK
MIPUHA/IIeKATh IEPBOMY KIIacTepy, K JETSIM C capKOTIeHHeH (4yBCTBUTENBHOCTD 96,3 % n criennuy-
HOCTh 91,2%).

O1reHeHBI BapyuaHThI MUTAHUS IeTel U3 ByX KiacTepoB. KOMIOHEHTHBIN cocTaB Tena JeTeii 6e3 sBie-
HUH AucQaruy, MUTAIOMUXCS TPOTEPTHIM CTOJIOM, ObUT OJIM30K K HOPME, ¢ €AHHUYHBIMHA OTKJIOHCHUSIMH.
B rpymme gereit monydaronmx SHTEpaTbHOE MUTAHUE TIONIMMEPHBIMEI CMECSIMA HanOOJBIIHE BapHalliu
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KOMITIOHEHTHOTO COCTaBa Tejla, HO B CPEIHEM I10 TPYMIIC NPOLEHTHOE COOTHOIICHUE KUPOBOM Macchl U
AKTUBHOM KJIETOYHOW Macchl MMEJI0 HeOoubIne OTKIOHeHUs. Hanboree Tsokenblii Hy TpUTHBHBIN Jedu-
LT ¥ yTpaTa MBIILIEYHOH MacChl BbISIBJICHA B TPyIIIe AeTel crapiie 3-X JIeT, MOTydarommx GopMysibl s
HCKYCCTBEHHOI'O BCKapMJIMBaHUS JeTei 10 rofa (BbIOOp pomuTesneil), ¢ HU3KUM CofepKaHueM Oelika U
HU3KOHM KaJIOPUHHOCTBIO. [1aieHTh! ¢ BBIPaKeHHBIM HYTPUTHBHBIM JI€(DUILIUTOM, IIOTy4arole TUTaHue
CIELHAIN3UPOBAHHBIMU CMECSMU Ul SHTEPAJIbHOTO NUTAHMS HA OCHOBE NIyOOKO I'MAPOJIM30BAaHHOIO
Oenka ¢ 3aMEHO YacTH KUPOBOTO KOMIIOHEHTA Ha CPEeIHEIEIIOYeUHbIe TPHIIUIEPH/IbI JEMOHCTPHUPOBA-
JI CHWO)KEHHE MPOLICHTA aKTUBHOM KJIETOYHOM MaccChl, HO 0€3 sIBHOTO NPeo0IaaaHus >KUPOBOH Ha/l aKTHB-
HO KJICTOYHOW MaccOW. YUWTBIBAs, UYTO HA30TaCTPaJIbHBINA 30H] YCTaHABIMBACTCS NPH BBIPAKCHHBIX SIB-
JIeHUsIX Auc(aruy, ¥ KaK IpaBUiIoO 3TO JETH C BBIPAKEHHBIM HYTPUTHUBHBIM A€(HULNTOM, B 3TON IpyIIe
nmeet 3HagnMoe (p=0,001) ommane B MpOIIEHTHOH [1071e KUPOBOM MACCHI, C TPeodIalaHieM ee y AeTei
C 30HI0BBIM CIIOCO0 MUTAHMA U TEHAEHIMA K yTpare aKTUBHON KJIETOYHOW MacChl
BriBoasl. Yactora capronenun y nereit ¢ LT 10%. Kpurepun nnarHocTHKN capKONEHUU METO-
noM BU: coueranme %KM >30,5 n%AKM <37%. Ilpeaukropamu capkoneHuu ssisores [V —V
ypoBeHb o GMFCS, moapocTKoBBI U IOHOIIECKUH Bo3pacT, Hu3kuid UMT, aedunur O6enkoBoil u
JHEPreTHYeCcKOl CoCTaBIIsIoNIeH B parnone. Kopmienne cToMrupoBaHHBIX JIeTeH, UMEIOIINX MaJIbHY-
TPUIHIO, CMECSIMH Ha OCHOBE ITyOOKOTHAPOIM30BAHHOTO O€JIKa CO CPpEeAHELEeNOYeYHBIMU TPUTIIHIIC-
pUAaMU C aIeKBaTHBIM PacyeToOM KaJOPUHHOCTH NpeAypexkaaeT pasBuTie capkoneHuu. Heodxonu-
MO IPaBUIBHO MTOAOMPATh MUIIEBON CyOCTpaT B COOTBETCTBUU C BO3PACTOM M HYTPUTHUBHBIM CTaTy-
COM.
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