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CnuHanbHas MblIeYHAst aTPOGUS — TSKeNN0e reHeTHIecKoe 3a00J1eBaHue, CBA3aHHOE C HapyleHreM cuHTe3a 0eaka SMN u nere-
Hepanueii aabgha-MoTOHEPOHOB B cIUHHOM Mo3re. Pa3BuBarommecs HeiiporeHHblii KU(OCKOMO03 1 JedopManusi rpyIHON KIeTKH
Ha ()OHe CHMMETPUYHOIl MBIIEYHO! TMIIOTOHMH PE3KO OrPAHMYMBAIOT AKTHBHOCTH MAIMEHTOB, YCYIyOJISIOT Te4eHHE COMYTCTBY-
01IMX 3200/1eBaHuid.

eab nccaenosanus. Onpeaeautb KOMOPOMIHBIN (DOH Y JeTeii CO CIMHAIbHOM MblieuHoi aTpodueii II—III Tunos, npoxoauBmux
CTAHOHAPHOE JIEYeHUH 110 MOBO/LY MPHOOPETEHHbIX AedopMaluii KOCTell cKelleTa.

Marepuansi 4 MeToabl. [IpoBeseH peTpoCceKTHBHBIN aHAIM3 AaHHBIX 32 nepuoa ¢ 2017 mo 2021 r. Ha OCHOBAHUM MeIUIMHCKOMI
nokymeHTanuu 31 pedenka. B uccienyemyio rpynmy ot 10 nesouek u 21 manbunk; 16 aereit umesu 11 tum u 15 nereit — II1 Tun
CNMHAJIbHOI MbIIEeYHOi aTpoduu. OneHNBATH COMYTCTBYIONIYI0 MATOJIOTHIO, HEBPOJOTHIECKHUIl CTATYC, MOKA3aTe U reMOANHA-
MHKH, IaHHbIE 9X0KapaAuorpaguu, cnupomMeTpu, Ja00PaTOPHLIX HCCIEI0BAHMIA.

Pesynbrarel. B Hamem ucc/ie0BaHUN COMYTCTBYIONIAS MATOJOTHS ObLIa CBA3aHA ¢ HYTPUTHBHBIM ctatycoM (19% nauueHToB
¢ M30bITOYHO# Maccoii Tesa, 29% c HenOCTATOYHOI), 3a1epXKKOoii ncuxuyeckoro pa3sutus (3%), ractpoasodaraibHoil pedToKCHOI
oouesnbio (19%), 3adonesanusavu JIOP-opranos (16%), rias (19%), cepaua u jerkux (93%). IlpuMenenne HeMHBA3MBHOI BEHTH -
JISIAY JIETKUX [0 JKU3HEHHbIM MOKA3aHUAM TpeboBajioch 61% nereii, oTkanumBarens — 71%. 3aperncTpupoBaHbl OrpaHMYEHHS]
JIBUraTe/IbHbIX BO3MOKHOCTel Ha ocHoBanuu mkan HFMSE u GMFCS, aucdarus Ha ocnoBanun mkaisi EDACS. B onoxumuye-
CKOM aHa/In3e KPOBH BbISIBJIEH HU3KHii YPOBEHb KPEATHHHHA.

3akmouenne. [lanueHTam co CHHMHAJIBHOIN MblmeYHOU aTpodmeil TpedyeTcs MeXKIUCUUNIMHAPHBINA MOAXOX B IMATHOCTHKE,
JeyeHuu u peadumutamuu. [IpumMeHeHue 00beKTHBHBIX OLEHOYHBIX KA, HHCTPYMEHTAIbHBIX 1 J1A00PATOPHBIX METOJOB HCCJIE-
JIOBAHUS MO3BOJISAIOT MPOBOJUTh BCECTOPOHHUIA AHAIM3 MOTEHIHMANA JeTeill CO CNUHAJIBHOW MbIlIeYHoW aTpodueii, NoaOMPaTh
3¢ dexTHBHBIE, OPHEHTUPOBAHHDbIE HA CeMbl0 cxeMbl Tepanuu. OLEeHKa CHIBOPOTOYHOIO KpPeaTHHHHA B KayecTBe OHOMapkepa
TSKECTH J€HEePBAIMM MBIIII I2€T BO3MOKHOCTh MOHUTOPUPOBATH NPOTrPeCcCHPOBAHNE CIMHAJIBHOM MbINIEYHOI aTpodhuu U mpor-
HO3WPOBATh OTBET HA JICUEHHeE.

Karoueevie caosa: demu, cnunanbHas mvlueunas ampogus, 0emcKuil 03pacm, KoMopouoHas namonoaus, deghopmayus Kocmeil cKeaema.

Ans untuposanus: Espenros B.B., PasHornsaosa E.A. KomopbuaHasi natonorvisi y aeTevi Co CrimHaibHo Mbile4How atpogueii Il-1ll Tunos
Ha (oHe npuobpeTeHHbIX AepopmaLmii KocTel ckeneTta. Poc BecTH nepuHarton v neamatp 2022; 67:(6): 58-62. DOI: 10.21508/1027-4065—
2022-67-6-58-62

Spinal muscular atrophy (SMA) is a severe genetic disease associated with impaired SMN protein synthesis and degeneration of alpha
motor neurons in the spinal cord. Developing neurogenic kyphoscoliosis and deformity of the chest against the background of symmet-
rical muscular hypotension sharply limit the activity of patients, worsening the concomitant diseases.

Purpose. The study aims at determining the comorbid background of children with type II—III spinal muscular atrophy who under-
went inpatient treatment for acquired skeletal bone deformities.

Material and methods. A retrospective analysis of the data was carried out for the period from 2017 to 2021 based on the medical
records of 31 children. The study group included 10 girls and 21 boys; 16 children were with type II and 15 — with type III spinal
muscular atrophy. The following were assessed: comorbidity, neurological status, hemodynamic parameters, echocardiography, spi-
rometry, laboratory research data.

Results. In our study, comorbidity was associated with nutritional status (19% of patients overweight, 29% underweight), mental
retardation (3%), gastroesophageal reflux disease (19%), diseases of the ENT organs (16%), eyes (19%), heart and lungs (93%).
For health reasons, 61% of children required the use of non-invasive ventilation, and 71% of insufflator-aspirators. Limited motor
abilities were registered based on the HFMSE and GMFCS scales, dysphagia based on the EDACS scale. A biochemical blood test
revealed a low level of creatinine.

Conclusion. Patients with spinal muscular atrophy require multidisciplinary care in diagnosis, treatment and rehabilitation. The use
of objective rating scales, instrumental and laboratory methods of examination allow for a comprehensive analysis of the potential
of children with spinal muscular atrophy, to select effective, family-oriented treatment regimens. Serum creatinine as a biomarker
for the severity of muscle denervation makes it possible to monitor the progression of spinal muscular atrophy and predict response
to treatment.

Key words: children, spinal muscular atrophy, childhood, comorbid pathology, skeletal deformity.
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CnnHaanas{ MBIIIeYHasT aTpodUsT — TKENIoe TeHe-
TUYEeCKOe 3abojieBaHUe, CBSI3AHHOE C HapylleHUEeM
cuHTe3a Oenka SMN (Oenka BbDKMBAa€MOCTM JBUTA-
TEJIbHBIX MOTOHEHPOHOB) M JlereHepalueil arbda-MoTo-
HeiipoHOB B cnimHHOM Mmo3sre [1]. PacripocrpaHeHHOCTH
MaTojioruy cocTapisieT 1 ciayyait Ha 11 ThIC. XKUBOPOXKIECH-
HbIx fetei [2]. K OCHOBHBIM MpOSIBJICHUSIM CITMHAJIBHOM
MBIIIIEYHON aTpO(UU OTHOCATCS CMMMETPUYHAsI TUITOTO-
HMSI MBI KOHEYHOCTEM, C1ab0CTh IbIXaTeTbHOM U OYITb-
OapHOiT MycKynaTypsl [3]. YacTeiMu opToreanIecKnMI
OCJIOKHEHUSIMA Ha 3TOM (POHE SIBJISTIOTCS HEeMpOTeHHBII
Kudockonmos3 u aechopMalvst TpyIHON KIIETKU, KOTOphIe
PE3KO OrpaHNYMBAIOT AKTUBHOCTD MAIIMEHTOB, YCYTYOJISIOT
TeYeHNe COITyTCTBYIOIIMX 3a00JieBaHmii [4, 5].

PaHHee BoBIieueHME B TIPOIIECC MEXPeOEpHOIT MyCKYyJTa-
TYpPBI TIPX OTHOCUTETLHO COXpaHHOM (DyHKIMN AradparMbl
MPUBOAUT K BEHTWJISIIIMOHHBIM HApYIIEHWSIM B JIETKMX
10 PECTPUKTUBHOMY THITY, a TaKKe OCJAbJeHUIO Kalllle-
BOTO TOJYKA W HApYIIEHWIO 3BaKyallid OpPOHXUAILHOTO
cekperta [1, 6]. Ha ¢doHe ylerouHoii matoyiorui U UCKpUB-
JIEHUST TIO3BOHOYHUKA CO3aI0TCS YCIIOBYS JIJIS TIeperpy3KU
MPaBOTO KEJTyI0YKa, TTOBBIIIEHUSI TaBIECHUS B MAJIOM KpyTe
KPOBOOOpAILEHNsT, CHIKEHUS (hpaKLIMy BhIOpOCa, peMo-
JIEMAPOBAHUS Ceplia U Pa3BUTHS TUIaTallMOHHOW Kapay-
omuonaTtuu [7, 8]. [loMruMo HapyilIeHUs] COKPATUTEIbHOM
(GyHKIMM MUOKapaa, y TAlMeHTOB C TeHETWYECKU ITOMI-
TBEeP>KIEHHOI CITMHAILHOI MBIIIIEYHOM aTpodueii TrnarHo-
CTUPYIOTCSI BpOXKIEHHBIE cepIedHble aHOManu [9].

CHuxeHne ypoBHs Oenka SMN Takke oTpaxkaercs
u Ha pabore reyeHu. C OTHOI CTOPOHBI, 3TO MOTYT OBITh
HapylieHus: MeTaboim3Ma KUPHBIX KHCJIOT, WCXOJ
KOTOPBIX — CTeaTorenaTo3, XX1UpoBasi IUCTpodus, [up-
po3 [10, 11]. C nmpyroii cTopoHbl — nedeKTbl oOMeHa
XeJie3a, TPUBOISIIME K HAKOTUIEHWIO €ro B TeraTo-
LIUTaX, JeTeHepaTUBHBIM W3MEHEHUSIM B TeYeHOY-
HOW TlapeHXuMe M nporpeccupyoiieMmy ¢huoposy [12].
CoOoi1 cuHTe3a Oenka Ha 5ToM (OHe MOXKET OTpas-
WUThCS HA CHCTEMe TeMOKOAryJIsiliid B BUIE yBeIWde-
HUS TPOTPOMOMHOBOTO BpeMeHU, aKTMBUPOBAHHOTO
YAaCTUYHOTO TPOMOOIIJIACTUHOBOTO BpEeMEHU, CHUXKeE-
Hus aktuBHocTH daktopa VII, dakropa Bumreopanna,
HapylieHus1 anre3uu TpoMOouurtoB. PaccrpoiicTBo
KacKaJoB peaklMil BHEITHETO W BHYTPEHHEro IyTei
CBEPTHIBAHUSI KPOBU CITOCOOCTBYET WHTpaoTIepallioOH-
HOMY KPOBOTEUYEHMIO, IPEHAKHOM WIJIM paHEBOM KPOBO-
oTepe B paHHEM TocjeornepalmoHHoM niepuone [13].
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Takum oOpa3om crMHajdbHasI MbIIIEYHasT aTpopust
HE OrpaHWYMBAaETCS T1aTOJOTHUE JBUTATEIbHBIX HEM-
pPOHOB B CIMHHOM Mo3re. ComaTuyeckue, HEBpPOJIOTH-
YyecKMe M OpTOIeINYeCKHe pacCTpONCTBA OMPENesIstoT
TSIKECTh COCTOSIHUSI TaKUX TallMeHTOB W JOTIOJHSIIOT
00IIYI0 KITMHUYECKYIO KapTUHY.

Ilenp wuccaenoBanusi: ONpeACIUTb  KOMOPOWIHBIN
¢oH y gereil CO CINMHAJILHON MBIIIEUYHON aTpoduei
II-III TWmoB, TPOXOAMBIIMX CTAallMOHAPHOE JEYEHUU
0 TIOBOTY MPUOOPETEHHBIX NehopMalinii KOCTel cKeeTa.

XapakTtepucTuka petei U MeToAbl UCCeaoBaHUS

PeTpocrieKTMBHBIN ~ aHaJIM3 JaHHBIX  MPOBOIWIA
Ha OCHOBaHUUW MEIULIMHCKON MoKyMeHTamu 31 pebeHka,
MOJTy4YaBIINX CTALIMOHAPHOE JIeYeHWE IO TTOBOLY TPH-
00OpeTeHHOIl opTomenuyeckoil matojoruu. WM3Bieue-
HUE apXWBHBIX MaTepUaJOB OCYIIECTBIISIM 3a TIEPHOJ
¢ 2017 mo 2021 r. Pa6ora BeimonHeHa B ®I'BY «<HMMUILL
TO wmm. axkamemmka [.A. MimmsapoBa» MwuHuUCTEpCTBa
3npaBooxpaHeHus Poccuiickoit Denepanmu. Kputepun
JUTSI MI3BJIEYEHUST JaHHBIX: Bo3pacT oT 6 1o 17 yeT; cru-
HasibHas1 MblteyHast arpodust [I—I11 Tumna; HeftporeHHbBIN
kudockoamos, aehopMalnsl TpyaIHONW KIIETKU, KOHTpaK-
TYPBI KPYITHBIX CYCTABOB HUKHUX KOHEUHOCTEI.

B wuccnenyemyio rpynmy Bomm 10 meBouek
u 21 manbumk. Il TN cnuHaIBEHOI MBIIIEUYHON aTpodun
o1y 16 (51%) nereit, 111 Tum — y 15 (49%). MenuaHa
BO3pacTa 1 MeXKBapTWIbHBIN nHTepBas [Q1; Q3] cocra-
Bwia 9 [8; 10] ner, cpemHsist Macca Tejia (CTaHIAPTHOE
otkiioHeHue — CO) — 31 (11) kr. Bospact, B KoTopom
MaHU(beCTUpoBaa CIUHAJIbHAS MBIIIEYHast aTpodus,
coctaBui 11 [5; 11] mec ¢ MoMeHTa poxkneHus. Y 12 (39%)
MaleHToB 3a00JieBaHNe HAYaJoCh C MBIIIEYHOM cl1abo-
ctu, y 13 (42%) — ¢ nmporpeccupyiomniero Kuockoimosa,
y 4 (13%) — c medopmalii CTOI, KOHTPAKTyp Ta3o0e-
JIPEHHBIX U KOJICHHBIX CYCTaBOB, a y 2 (6%) — ¢ codyeTaH-
HOI TIATOJIOTUH OCEBOTO CKeJIETa M HIPKHUX KOHEYHOCTE.

OLIEHUBAJIMChH CJIEIYIOIINE ACTIeKThl: HAJTMYUE COIYT-
CTBYIOILIEH TIATOJIOTUU; HEBPOJIOTUYECKMIA CTaTyc; IaH-
HbIe JTaOOPaTOPHBIX M MHCTPYMEHTATTBHBIX MCCIIEIOBAHUIA:
MapaMeTpbl TeMOAMHAMUKN — CpeTHee apTepruabHOe 1aB-
nenue (Allcp.), yactora cepaeuHbix cokpaieHuii (HCC);
JMaHHbIE 9XOKapauorpadun, CIMPOMETPUH, OOIIETO 1 G1O-
XUMHUYECKOTO aHAJIM30B KPOBU, KOATryJI0rpaMMEI.

CraTucTuueckyro o0pabOTKYy TOJYYEHHBIX JaHHBIX
OCYILECTBJISIIM C TIOMOIIbIO mporpammbl Stat Plus 7.
TTpu TOMYMHEHUY YUCTTOBBIX 3HAUEHU I KPUTEPUSIM Tayc-
coBckoro pacrpeneieHust (KommoropoBa—CwmupHoBa/
JIunnudopca) KoauyecTBeHHbIE TPU3HAKU OMUCHIBAIN
C TIOMOIIIBIO CPEAHET0 3HAYEeHMST M €r0 CTaHIAPTHOTO
oTkjIoHeHus1 (M=*m). B ciyyasix, Korma OlleHMBaeMble
MoKa3aTeJM He OTBevYaJu TapaMeTpaM HOPMAaJbHOTO
pacripeneieHusI, PacCUMUTHIBAIM MeIWaHy W MeXKBap-
TwibHbIN uHTepBan [Q1; Q3]. MccnenoBanue omodbpeHo
TUYECKUM KOMUTETOM YUPEXKIECHUS W TPOBOAMIOCH
B COOTBETCTBUM C DTUYECKUMU CTaHIApTaMU, U3JIOXKEeH-
HBIMU B XeJIbCUHKCKOH IeKJIapalinu.
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PesynbraTthbl

B Hamem wccienoBaHWUM COTYTCTBYOIIAST TIATOIOTHST
ObUTa CBSI3aHA C HYTPUTUBHBIM cTaTycoM y 6 (19%) marm-
€HTOB ¢ M30BITOYHOI Maccoii Tema n'y 9 (29%) — ¢ nedu-
LIATOM; C 3amepXXKoil mcuxudeckoro passutust B 1 (3%)
ciydae, ¢ racTpoa3odaraabHoOi pedIroKCHOM 00Ie3HBIO Y 6
(19%) natmenTos, ¢ 3aboneBanussMu JIOP-opraHoB — y 5
(16%), rmaz — y 6 (19%), cepnua u gerkux — y 29 (93%).
IMpuMeHeHMe pecTMpaTOpHOI MOAAEPKKY (HEMHBa3UBHAS
BEHTWJISLIMS JIETKUX) TIO XKU3HEHHBIM TTOKa3aHUSIM Tpe6o-
Baioch y 19 (61%) neteit, orkanumiBatenss — y 22 (7%).

Ha ocnoBanum mkanst MRC (Medical Research
Council Weakness Scale) y OOJbHBIX CO CITMHAJIBLHOM
MBIIIEYHOM aTpodueil BhIsIBIeHA BhIpakeHHAsT Mporpec-
CUpYIOIasi MbIIIeYHast cJIaboCTh, B HUKHMX KOHEYHO-
CTSIX — B OOJIBIIIEN CTEIIEHU, YeM B BEpXHUX. 3apeTUCTPU -
pOBaHBl OrpaHWYEHUs] IBUTATEbLHBIX BO3MOXKHOCTEM
Ha OCHOBAaHWW PaCIIMPEHHOMN IIKaJbl OOJBHUIIBI XaM-
Mepcmur HFMSE (Hammersmith Function MotorScale
Expanded) n mkanst GMFCS (Gross Motor Function
Classification System). [Tpuuem 19% manmeHTOB He CIO-
COOHBI OBUTH yIepXXWBaTh TOJIOBY, a 61% He MOTJIN CUAETh
U TiepeABUTaThcs 6e3 TocTopoHHei momomwu. Y 16%
nanueHToB Ha ocHoBaHuu 1mKansl EDACS (Eating and
Drinking Ability Classification System) auarHoctrpoBaHa
nucharus [14—16] (ta6m. 1).

CpeaHee apTepuajibHOE JaBJI€HUE, W3MEpPEHHOE
y TTAlIMEHTOB TTPY TIOCTYTUIEHUH B CTAIlMOHAp, PABHSIJIOCH
80£10 MM PT.CT. ¥ COOTBETCTBOBAJIO BO3PACTHOI HOPME.
Ha snektpokapmuorpaMme B TTOKO€ PETMCTPUPOBAICS

OPUINHAJIbBHbBIE CTATbU

CUHYCOBBII puTM, a cpenHee 3HaueHne YCC cocraBuiio
104+17 yn/mun. Ilo maHHBIM 3XoKapauorpaguu Mpu-
3HAKOB BPOXIEHHBIX TTOPOKOB HE BBISIBJICHO, pPa3Mephbl
KaMep cepllia U COCYIOB HAaXOIWJINCh B TMpeiesiaX BO3-
pPacTHOI HOPMBI, COKpaTUTeTbHAsA (DYHKIIMST MHOKapIa
Obuta He HapylieHa (ta6a. 2). [lpu anHanuze GyHKIUU
BHEIITHETO JBIXaHUS Y AeTEN CO CITMHAIBHON MBIIIEYHOM
atpodueil 3aperucTpUpOBaHbl BhIpaKEHHBIE PECTPUK-
TUBHBIE MTOpaKeHUsI JIeTKUX (CM. TabJ1. 2).
I'ematonornueckre uccaenOoBaHNs He BBISIBUIM OTKIIO-
HEHMIT OT BO3pacTHO HOPMBI. Bce TMmokasatenm Haxomu-
JIMCH B TIpeieiax pedepeHCHOTo MUara3oHa, a UX CpeaHue
3HAYEHUST COCTABMIIN: JIEMKOLUTHI (6,7%1,9)-10°/11, remaro-
kput 39 [38; 40] %, spurpoumrtst 4,6 [4,3; 4,8]-10'2/1, remo-
io6uH 130£8 1/, TpomGoumTel (295+£71)-10°/n. B Guo-
XMMWYECKOM aHajiM3e KPOBU BBISIBJIEH HU3KUI YPOBEHb
KpeaTMHWHA, KOTOPBI ObLT MeHbIe HWXKHEW TpaHWIIbI
(pU3HOIOTMUECcKOil HOPMBI, TOTIAa KaK OCTaJbHBIE TTOKAa3a-
TEJIM COOTBETCTBOBAIM pehepeHCHBIM 3HaueHUsIM. OTKII0-
HEeHU B KOaryJorpaMMe He 3aperucTpupoBaHo (Taoit. 3).

OOcyxaeHue

BrIsiBIeHHBIE OTKJIOHEHUS B MUIIIEBOM cTaTtyce y 48%
MaIMEeHTOB COTJIACYIOTCS ¢ JAHHBIMU TOCTYITHOMN JIATE-
patypbl. KOHTpakTypbl  BMCOYHO-HUKHEYETIOCTHBIX
CyCTaBOB, MOpaXXeHNe MOTOHEUPOHOB, MHHEPBUPYIOIINX
OyJIBOApHYIO MYCKYJIATypy, IIPUBOIAT K HapyLICHUIO
JKeBaHMsI, aTpoduu si3bika, aucdaruu. JlezopraHusamus
aKTa TIp¥eMa TUIIW, yTpaTa CIOCOOHOCTH CaMOCTOSI-
TEJBHO YIEPXKUBATh TOJIOBY YBEIMYMUBAIOT BPEMsI KOPM-
JIEHUSI, CITy>KaT MPUYUHON HemoedaHusl U CITOCOOCTBYIOT

Tabauya 1. I1oKa3zaTen HEBPOJIOTHIECKOTO CTATYCA 00C/IeIyeMbIX manueHToB (n=31)
Table 1. Indicators of the neurological status of the subjects (n=31)

M MRC),
b:wu;::;l,;c[“é?;(QSI ) INIxana HFMSE, IlIkara EDACS, n (%) IlIkara GMFCS, n (%)
mennana [Q1; Q3]
Pyku Horun 11 111 11 11 v \4
2[2; 3] 1[1;2] 3[2;6] 26 (84) 3 (10) 2 (6) 2(7) 10 (32) 13 (42) 6 (19)
Tabauya 2. Tloka3zareu CIUPOMETPHH U IX0OKapauorpaduu oocaeayembix nauuentos (n=31)
Table 2. Indicators of spirometry and echocardiography
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Tabauya 3. JlanHbIe TaGOPATOPHBIX UCCJIEIOBAHMIA Y 00C/IeayeMbIX nanuenTon (n#=31)

Table 3. Laboratory data
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pPa3BUTHIO OETKOBO-2HEPreTUUEeCKOM HEIOCTaTOUHOCTHU
[16—18]. B To e Bpems aTpodust MBI, OTpaHUYECH-
Hasl IBUTaTeJIbHAs aKTUBHOCTb MAllMEHTOB, U30BITOYHOE
KOpMJIEHME TIpM MEHbIIe 3HepreTUYecKoil MmoTpedHO-
CTH CO3JAIOT YCJIOBUS IJIsT oxkupeHus [2, 17].

BbipakeHHBITT HeporeHHbIN KU(OCKOIMO03 y Malu-
€HTOB CO CITMHAJILHOI MBIIIEYHOU aTpodueit 9yacTo oKa-
3bIBACT BTOPUYHOE BO3MIEWMCTBUE HA KETYIOYHO-KHUIIIEeU-
HBII TPAKT, CIIOCOOCTBYSI MOBBIILIEHUIO BHYTPUOPIOIITHOTO
naBjieHUs1, QOPMUPOBAHUIO TPHIKU TTUILEBOIHOTO OTBEP-
ctusi auadparMbl, pacTSLKEHUWIO TUINEBOAHOTO ChUH-
KTepa M pa3BUTUIO TracTpolsodarealbHON pedIOKCHOM
oone3nu. Pedmmokc-330parut Ha poHe OyIp0apHOI HEIO-
CTaTOYHOCTY MOXET MIPUBOIUTD K aCIUpPAIiU, aTeJIeKTazy
JIETKUX Y pelIMIUBUPYIOIIUM TTHeBMOHMSM [19]. B cop-
MHMPOBAaHHOI HaMM BBIOOPKe racTtpoa3odareaibHas ped-
JIIOKCHast 00Jie3Hb AuarHocThpoBaHa y 19% OGONBHEIX,
3a00J1€BaHKE TIPOSIBIISLIOCH a0JIOMMHAIBLHBIMU OOJISIMU,
B3IYTHUEM, M3XOTOU, OTPBIKKOW M TUIOXO MOMIABAIOCh
MeIrKaMeHTO3HOH Tepanuu [19].

Jlerounast maToyiorust CIyXXUT OCHOBHOM MPUYMHOMN
CMEPTHOCTHU TIallMEHTOB CO CIMHAJIbHOW MBIIIEYHOMN
arpodwueii. Ha doHe mporpeccupyiolieii c1abocTy Mex-
pebGepHOIt MyCKYJIaTyphl CO3AI0TCS YCIIOBUS JIUTsSI pa3BU-
THUSI TapalloKCaJIbHOTO NbIXxaHUs. MeHee ToaBepKeHHast
MaToJIOrMYeckoMy Tipolieccy auadparma CTaHOBUTCS
OCHOBHOM MHCHUPATOPHOU MBILILEH, MPU 3TOM PE3KO
CHUKAEeTCsl bIXaTeJIbHBII 00beM, a B TiepcrieKTuBe Ghop-
MUpPYETCSI KOJOKOJIooOpa3Hasi jaedopMaliiv  TPpyAHOM
kiaetku [16, 20]. PesynbraThl Hallero uccjieaoBaHUU
10 YaCTOTe MPUMEHEHMSI HEMHBA3MBHOM MCKYCCTBEHHOM
BeHTWISIIUK JieTkux (y 61% mamueHToB), MHCyhdIIs-
Top-acrnpatopoB (y 71% malmMeHTOB) TOITBEPXKIAIOT
TSIKECTh PeCTMpaTOpHON HEOCTaTOYHOCTU U COIOCTa-
BUMBI ¢ TAHHBIMU JIUTEpaTyphI [1, 6].

AHamM3 MEIUIIMHCKON JOKYMEHTAlluW TIO3BOJIMII
BBISIBUTb CMHYCOBYIO Taxukapauio y 93% nereii co cru-
HaJIbHOW MBIIIEYHON aTpodueii, pu 3TOM BPOXIEH-
HBIX WM TIPUOOPETEHHBIX CTPYKTYPHBIX W3MEHEHUI
Mo axoKapauorpacduu 3aperucTpupoBaHo He Obu1o [21].
BeposiTHO, 3TO CBsI3aHO ¢ TEeHETUYECKU O0YCIOBICHHBIM
HapylIeHUEM pacrpeneseHUsI IIUTOCKEIETHBIX KOMIIO-
HEHTOB B KapIMOMHUOLIMTE U ACMHXPOHUU MBIIIEYHBIX
BOJIOKOH, BJIMSIHMEM BEreTaTUBHOW HEPBHON CUCTEMBbI
Ha pUTM, UCXOIHOI TMITOBOJEMUEH; OHAKO CTATUCTU-
yeckasi MOIITHOCTh MCC/IEOBAaHUSI Majla U HE TTO3BOJISIET
MOATBEPAUTD TY WJIK UHYIO Turnoresy [22].

B Hameit paboTe HEBpPOJIOTUUECKHUI CTaTyC Taiv-
€HTOB COOTBETCTBOBAJI KJIACCMYECKOMY OINHCAHUIO
3a00J1eBaHMSI U XapaKTepu3oBajcs aTpodueil rmomnepey-
HOITIOJIOCATON MYCKYJaTyphl MPOKCUMAJIbHBIX OTIEIOB
KOHEYHOCTE, CHUMMETPUYHBIM BSUIBIM TapajiInuoMm,
CHIXKEHUEM WJIM OTCYTCTBHEM CYXOXMJIbHBIX pediek-
coB. bosbMHCTBO neTeit He CIOCOOHBI ObLIM CaMo-
CTOSITEJIbHO CHUIIETh, YAEPKUBATh TOJIOBY, MEPEeBOpaAUM-
BaTbCsl M TEpelBUTAThCs 0€3 TMOCTOPOHHEH TTOMOIIIH.
BoBiieueHHOCTh B TATOJOTMYECKUN TPOLECC MOTO-
HEWPOHOB Ha Pa3HBIX YPOBHSX TMOJATBEPXKIAETCS BbISIB-
JieHHoW mucarueit 'y 16% O6ONbHBIX, HapylIeHHEM
3peHust y 19% [1]. WUccnenoBanne TOATBEPANUIIO BO3-
MOXHOCTh 3a€PXKUA TICUXOMOTOPHOTO pa3BUTHS Y 3%
IeTell CO CIIMHAJbHOW MBIIIEYHOUW aTpodueil, Torma
KaK KOTHUTUBHBIE HapyIllIeHUsI HE 3aperucTpUpPOBaHBI,
YTO COTJIaCyeTCsl C MHEHHUEM JIPYTUX aBTOPOB 00 oOyyae-
MOCTH 3THUX NaueHToB [21].

BoisiBIeHHbIE HU3KME YPOBHU KpeaTMHMHA CIy-
XaT TIoKaszaTesieM pPaclpOCTPaAaHEHHOCTH TaTOJIOTHYE-
CKOTO TIpoliecca MpU CIIUHAJIbHON MBIIIEYHOI aTpoduu,
XapaKTepu3ylT aKTUBHOCTb MeTaboM3Ma B MUOLIMTAX,
KOCBEHHO OTpaXkaloT 00BbEM MBIIIIEYHOM MaCChl U COTIO-
CTaBUMbI C JaHHBIMM, orybaukoBaHHbBIMU R.R. Alves
un coaBT. (2020) [23] — 18—44 mxmonab/n. Ha ocHoBa-
Hum pabot M. Freigang u coast. (2021) [24], M.G. Pino
u coasT. (2021) [25] ypoBeHb KpeaTUHMHA B CHIBOPOTKE
KpPOBHM TIPEIJIOKEHO MCIOJb30BaTh B KayecTBe OMoMap-
Kepa Mporpeccupymollieii AeHepBallu U aTpouu cke-
JIETHOM MYCKYJIATypbl TP HEWPOMBIIIIEYHBIX 3a00JIeBa-
Husx [23-25].

BbiBOoAbI

» [laupeHTaM CcO CNMHAJIBHON MBIIIEYHON aTpo-
¢ueit TpedyeTcss MeXIUCUMITMHAPHBIN MTOX0/1a B AUar-
HOCTUKE, JICUCHUU U peaduIuTaIuH.

» [IpuMeHeHUe OOBEKTHBHBIX OLIEHOYHBIX IIIKa,
WHCTPYMEHTAJIbHBIX U JIaOOPAaTOPHBIX METONIOB MCCe-
NIOBaHUS TO3BOJISIET MPOBOAUTH BCECTOPOHHMI aHaIU3
MOoTEeHIMaAa AETE CO CHUHAJIBHOW MBIIIEYHOU aTpo-
¢ueit, nomdupath 3(hGEeKTUBHBIE, OPUEHTUPOBAHHbBIC
Ha CEMbIO CXeMbI Teparnu.

» OueHkKa ypoBHSI KpeaTUHHWHA B CHIBOPOTKE KPOBU
B KauyecTBe OMOMapkepa TsXKECTH JAeHepBalliM MBbIIIIL
JaeT BO3MOXHOCTh MOHUTOPUPOBATh TTPOTPECCUPOBAHUE
CMMHAJIBHOW MBIIIEYHONW aTpouu M TIPOTHO3MPOBATH
OTBET Ha JIeueHue.
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