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AHHOTAUNMA

BgedeHue. CnvHanbHaA MblweyHan atpogua (CMA) — pepKkoe HacnefcTBeHHOe MHBanMAau3upylolee 3abonesaHue
1 Hanbonee yacTas HacnefCcTBEHHaA MpuuMHa cMmepTeit MnapeHueB. CBoeBpeMeHHasA KOMI/eKCHaA amarHoctrka CMA
Mo3BONIAET NNaHMPOBaTb TEPaneBTUYECKYI0 TAKTUKY M COXPaHATb KayecTBO M3HM naumeHToB. OgHOM M3 3apady 3Toi
paboTbl ABMACA 0630p aKTyamnbHbIX JaHHbIX IMTEpPaTypbl HAa TEMY 3TMOMATOreHe3a, KAMHUYECKOW KapTUHbI, BanuaHOM
AMArHOCTUKM U COBPEMEHHOM 3QPEKTUBHON TaKTUKKM BefeHnsa CMA.

Lenb. OueHUTBL TaKTUKM BeAeHWA NaLumeHToB co CMA ¢ y4ETOM HEMPONCMXMATPUUECKON CUMMTOMATMKM, poaHanM3npoBathb
npobneMbl OpraHM3aLmnm 1 NpepsoKeHe MepoNpUATUIA, HaNPaBEeHHbIX Ha NOBbILLEHWE KauyecTBa OKa3aHUA MeaMLMHCKOM
MOMOLLM, Ha OCHOBaHWM MPaKTUYecKoro onbita CamMapcKoi 0651acTi 1 ¢ y4eTOM COBPEMEHHOMO COCTOAHUA NPo6bNEMbI.

Mamepuaner u Memodel. B pabote npoaHan13vpoBaHbl JaHHble apxuBa CamMapCcKoi 06NacTHOW KIMHUYECKOM GOMbHULbI
nmenn B. [1. CepenaBuHa, obpabotaHo 132 mctopum 6onesHu 77 naumeHToB ¢ AaTaMm Boinucku ¢ AHBapa 2008 r. no despanb
2022 r. ¢ gunarHosamu (o wmpy MerkaoyHapoOHOM KnaccuuKaumm bonesHen M npobneM, CBA3aHHbIX €O 340poBbeM, 10-ro
nepecmotpa (MKB-10)): G12.0 (netckaa CMA, | Tun [Bepanura-Topdmanal), G12.1 (opyrue HacneactseHHble CMA), G12.8 (apyrue
CMA u popcteeHHble cuHapombl) U G12.9 (CMA HeytouHeHHan). MpoBedeH aHanM3 pesynbTaToB KIMHUYECKWMX, NTabopaTopHbIX,
WHCTPYMEHTaMNbHbIX M HEMpONCMXONOrMYECKMX [MarHOCTUYECKUX METOHOB B COMOCTABMIEHMM C TaKTUKOW TeparneBTUYECKOoro
BeJeHWA 3TX NaumMeHToB. [inA cTaTucTnyeckon 06paboTky JaHHbIX NPUMEHANCL MeToabl AECKPUMTUBHOW CTaTUCTUKM.

Pesynemamei. Coyuodemoepaguyeckue daHHble. Ha deBpanb 2022 r. 3apermctpupoBaHo 58 naumeHToB (cpeaHuii
Bo3pact — 38,4 (41,3) rofa), u3 Hux 32 (55,2%) YenoBeka — nMLA HEHCKOro nona, B ToM uucne 21 pebeHoK (cpeaHui
Bo3pact — 12,3 (7,4) ropa, 14 (24,1%) nesouek), ¢ auarHosamu no MKB-10: G12.0 (n = 7; 12,0%; Tonbko aetn), G12.1
(metn: n = 14; 24,1%; B3pocnble: n = 29; 50,0%), G12.8 (n = 6; 10,3%; Tonbko B3pocnbie), G12.9 (n = 2; 3,4%; TonbKo
B3poc/ble). KnuHu4ecKue daHHble. MoTopHbIe HapyLLEHWA OT IEFKOro NPOKCMMalbHOM0 HUMKHEro napanapesa (n = 13; 22,4%)
[0 BblpareHHoro TeTpanapesa (n = 7; 12,0%). iccnemoBaHue NcuMXMYecKoro cTaTyca orpaHUumMBanoch OLEHKOM COCTOAHMA
CO3HaHWA W NPOAYKTUBHOCTM KoHTaKTa. [JaHHeie 0 mepanuu. [Jo 2021 r. B pervioHe noBoamnack CUMNTOMaTUYecKan Tepanuma
CMA, c mapta 2021 r. HycuHepceH nonyyanu 8 gete (13,8% ot o6bLuer Boibopkm) B Bospacte 7,3 (8,8) roga, pucamnnam —
TakKe 8 peten (13,8%) B Bo3pacte 9,5 (6,9) ropa; poautenu ewe 3-x getei (5,2%) BospacTtom 7,5 (2,4) ropa oTKasanucb
oT npueMa npenapartos. M3 uucna B3pocnbix nauuentoB (n = 37; 63,8%; 35,3 (23,6) ropa) ¢ nopteepaéHHonm CMA 5q
(n=10; 17,2%, 35,3 (19,0) roga) HycuHepceH nonyyan 1 nauwmeHT, ocTanbHble 9 B3pocnbix (15,5%) He nonyyanu Tepanuio,
3 (5,2%) pobuBanuchb npaBa (Ha MOMEHT NOBEJEHUA aHanK3a) Nonyyatb npenaparbl.

3aknioyeHue. AHanu3 [aHHbIX BbIABUN OeduUuMT paHHer guarHocTMku CMA (Bce omarHo3bl mocTaBneHbl NaupeHTam
C Y'e BbIPaXKeHHOM CUMMTOMATUKOM), OLEHKU aPdEKTVBHBIX U KOTHUTMBHBIX HapyLIEHWI, MOHWUTOPUHra 3PAdEKTUBHOCTM
neyeHus (0TCyTCTBME BaNMOM3MPOBAHHBIX LKA OLIEHKM MOTOPHBIX HaBbIKOB), @ TaKHKe MOKa3all HU3KYK JOCTYMHOCTb Tepanum
[L1A B3pOC/IbIX NALMEHTOB, 4YTO TpebyeT peopraHv3aLmm B permoHe nomoLuy nauyeHtam co CMA ¢ yueToM BbIABNEHHbIX GaKTOPOB.
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ABSTRACT

INTRODUCTION: Spinal muscular atrophy (SMA) is a rare hereditary disabling disease and the most common hereditary
cause of infant deaths. The timely comprehensive diagnosis of SMA permits to plan therapeutic tactics and preserve the
quality of patients’ life. One of the objectives of the given work is a review of the actual literature data on etiopathogenesis,
clinical presentation, valid diagnosis and modern effective tactics of SMA management.

AIM: To evaluate the management tactics of patients with SMA taking into account neuropsychiatric symptoms, to
analyze problems of proposal and organization of measures aimed at improvement of the quality of medical care, on the
basis of the practical experience of the Samara region and with consideration of the current state of the problem.

MATERIALS AND METHODS: In the work, the data of the archive of Seredavin Samara Regional Clinical Hospital were
analyzed, 132 medical histories of 77 patients were processed with discharge dates from January 2008 to February 2022 with
the following diagnoses (according to the code of the International Classification of Diseases and Health Related Problem, 10t
revision (ICD-10)): G12.0 (spinal muscular atrophy, type | [Werdnig—Hoffmann disease], G12.1 (other hereditary SMA), G12.8
(other SMA and related syndromes) and G12.9 (unspecified SMA). The analysis of the results of clinical, laboratory, instrumental
and neuropsychiatric diagnostic methods was performed in comparison with the tactics of therapeutic management of these
patients. For statistical processing of the data, methods of descriptive statistics were used.

RESULTS: Socio-demographic data. As of February 2022, 58 patients were registered (mean age 38.4 (41.3) years, of
them 32 (55.2%) were individuals of female gender including 21 children (mean age 12.3 (7.4) years, 14 (24.1%) girls), with the
following diagnoses according to ICD-10: G12.0 (n=7; 12.0%; only children), G12.1 (children: n= 14; 24.1%; adults: n = 29; 50.0%),
G12.8 (n = 6; 10.3%; only adults), G12.9 (n = 2; 3.4%; only adults). Clinical data. Motor disorders from a mild proximal lower
paraparesis (n = 13; 22.4%) to pronounced tetraparesis (n = 7; 12.0%). The study of mental status was limited to evaluation of the
state of consciousness and effectiveness of contact. Data on therapy. Until 2021, symptomatic therapy of SMA was conducted
in the region, since March 2021, 8 children (13.8% of the total sample) aged 7.3 (8.8) years received nusinersen, another 8
children (13.8%) aged 9.5 (6.9) years received risdiplam; parents of 3 more children (5.2%) refused taking drugs. Of adult patients
(n = 37; 63.8%; 35.3 (23.6) years) with confirmed SMA 5q (n = 10; 17.2%, 35.3 (19.0) years), 1 patient received nusinersen, the
rest 9 patients (15.5%) did not receive therapy, 3 (5.2%) were achieving the right to receive drugs (at the moment of the analysis).

CONCLUSION: The data analysis revealed deficit of early SMA diagnosis (at the moment of the diagnosis, all the patients
were already having pronounced symptoms), of assessment of affective and cognitive disorders, monitoring of treatment
effectiveness (absence of validated scales for motor skills assessment), and also showed low availability of treatment for adult
patients, which requires reorganization of care of patients with SMA in the region taking into account the revealed factors).

Keywords: spinal muscular atrophy; hereditary neuromuscular diseases; neuropsychiatric study; biomarkers; pathogenetic
treatment; nusinersen; risdiplam
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OPATHATIBHBIE MCCTIEAOBAHNA

CMUCOK COKPALLEHUK

ANAT — anaHuHamuHoTpaHchepasa

ACAT — acnaptatamuHoTpaHchepasa

BBMH — 6enoK BbIXMBaeMOCTH MOTOHepoHoB (aHrn.: survival of motor
neuron protein, SMN)

HHBJ — nepeyeHb HU3HEHHO HEOHXOAMMBIX U BarKHEMLIMX
NeKapCTBEeHHbIX NpenapaToB

KMPT — KonnyecTBeHHaA MarHUTHO-pPe30HaHCHaA ToMorpaguaA

KOK — kpeatnHdocdokmHasa

JIAI — nakTatgerngporeHasa

MKB-10 — MexayHapoaHas KnaccuduKaums 6bonesHed U npobnem,
CBA3aHHbIX CO 30poBbeM, 10-ro nepecMoTpa

MPT — MarHuTHo-pe3oHaHcHas ToMorpagus

H® — HelipodunameHTsl

P® — Poccuickan Oepepauna

CMA — cnuHanbHas MbllleyHan atpodus

CMA 59 — cnuHanbHaA Mbllle4Hana aTpodus, Bbi3BaHHaA MyTaLMUAMM
B reHe SMN1 Ha fnMHHOM nieye 5 XxpoMoCOMbI

Y3 — ynbTpa3sByKoBoe uccneoBaHue

3HMI" — anekTtpoHenpomMuorpadua

6MWT — 6-Minute Walk Test (LueCTUMUHYTHBIN TecT)

BBEJEHMUE

CnuHanbHble MblweyHble atpodum (CMA) — 310
reHeTUYECKU reTeporeHHan rpynna HacneACcTBEHHbIX 3a-
boneBaHWIM LiEHTPaNbHOM HEPBHOM CUCTEMBI, BbI3BaHHbIX
LereHepauuen 1 rubenbio MOTOHEPOHOB NepeHNUX poroB
CMMHHOr0 Mo3ra W [BuratesibHbIX Afep YepenHo-Mo3ro-
BbIX HepBOB. bonesHb xapaKkTepuayetca nomepel Momop-
HbIX HABLIKOB, NOCMeNneHHbIM Pa3BUMUeM CUMMEMPUYHBIX
8ANbIX napanuyel u ampoguel nonepedHonosocamol My-
CKynamypel, BK/YAA JbIXamesbHYI0, 27I0MOYHYI0 U cep-
deynyro [1]. CMA yvale nopakaer geTei, 4eM B3pOCHbIX,
M ABNAETCA CaMOWM YacTOM HacnefcTBEHHOM MPUYMHOM
CMepTesbHbIX MCX00B Yy MNnafeHues [2].

ImobanbHan pacnpoctpaHéHHocTb CMA coctaBnset
8,5-10,3 Ha 100 Tbic. HOBOPOXKOEHHDIX, YaCTOTa HOCUTESb-
ctea ot 1 Ha 35 go 1 Ha 60 [3]. PacnpocTpaHéHHocTs CMA
B Poccuitckon Oepepaumn (PO), B LieNoM, COOTBETCTBYET
rnobanbHo — 1 Ha 11000, yacTota HOCUTENLCTBA OKOJIO
1 Ha 47 [4]. OnybnMKoBaHHbLIX Hay4HbIX JaHHbIX 0 pacnpo-
cTpaHéHHocTn CMA B CamapcKoi obnactu Her.

Hanbonee yvacto passuBaiowasca CMA, Bbi3BaHHaA
myTaumamu B reHe SMNT Ha onvHHOM nnedve 5 XpoMoco-
Mbl (CMA 5q), Bo3HMKaeT 13-3a feduumTa benKa BbiKK-
BaeMocTu MoToHenpoHoB (BBMH; aHrn.: survival of motor
neuron protein, SMN) [5], KoTopbI BbINOAHAET pAL GYHK-
MR, CBA3AHHBIX C MpoLeccaMu 3MOPMOHANLHOr0 Hempo-
reHe3a U CO3peBaHUA U TPaHCMOpTa MaTpUYHbIX PUBOHY-
KNEMHOBbLIX KUCMOT B aKCOHANbHbIX 06/1acTAX HEMpOHOB.
CywectByeT Takke reH-gy6nép SMNZ2, pacnonoeHHbIN
Ha TOM Ke y4acTKe uyTb ONMKe K 06MacTu LEeHTpOMepbl.
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CHOP-INTEND — The Children’s Hospital of Philadelphia Infant Test of
Neuromuscular Disorders (tect getckoit 6onbHuLbl Ounagensgum ana
OLIEHKM ABUraTesbHbIX GYHKLMIA NpY HEPBHO-MbILLIEYHbIX 3a60/1eBaHUAX
Y HOBOPOXAEHHBIX)

HFMSE — the Hammersmith Functional Motor Scale Expanded (paciumpen-
HaA GYHKLMOHaNbHaA LWKaia XaMMepCMUT /19 OLLeHKM MOTOPHBIX GYHKLMIA)
HINE — the Hammersmith infant neurological examination (wkana He-
BPOJIOrMYECKOro 0CMOTPa MaJeHLeB)

MFM — Motor Function Measure (Lukana u3amepeHus MOTOPHOM YHKLMM)
MLPA — Multiplex Ligation-dependent Probe Amplification (MynbTu-
MNeKcHaA NUrasHan peakLmaA ¢ nocneayioLLler aMmnanpuraumen)

NGS — Next generation sequencing (cekBeHVpOBaHuWe crieaytoLLero no-
KoneHus)

RULM — Revised Upper Limb Module (nepecMoTpeHHbI Mofynb OLEHKM
OBUraTesbHbIX GYHKLMIA BEPXHUX KOHEYHOCTEN)

the Wee-FIM — Functional Independence Measure for Children (wkana
(YHKLIMOHANbHOM CaMOCTOATENBHOCTM [eTel)

TIMP — the Test of Infant Motor Performance Screening ltems (tecT co-
CTOAHWUA MOTOPUKM Y MNafieHLeB)

WISC-V — Wechsler Intelligence Scale for Children (neTckas Lukana Bexkcnepa)

OH oTnnyaetcA oT SMN] ogHUM HYKNeOTUAOM, KOTOPbIV
npeobpasyeT 7 3K30H B 3HXAHCEP CMNANCUHT, YTO NPUBO-
OWT K CHUMEHMIO CMHTE3a nofnHopasMepHoro BBMH 6onee
yeM B gecATb pa3 [6]. CMA TakxKe MoMeT BO3HMKaTb U3-3a
HapyLueHui Bo B3ammogencTeumn bBMH ¢ nonmnentugamm
Aapa 1 nnasmbl Knetku [7]. Mytauum, npusogawime kK CMA,
HacnenylTcA B 0CHOBHOM ayTOCOMHO-PELIECCMBHO, HO YacTb
M3 HUX UMEET ayTOCOMHO-A0MUHAHTHBIN U X-CLeNneHHbI
TMN Hacnefosanua [8]. MNpu Haubonee yacTo BCTpevato-
wenca npuumHe CMA — mytaumm reHa SMNT — Hannune
naxe 6onbLLIOro KonnyecTBa Konui reHa SMNZ He rapaH-
TUpYeT NPOM3BOACTBA AOHKHOMO0 ypoBHA BBMH, HO MMeHHO
OHO CnocobcTBYeT ero BbIKMBaHUIO UM [AET BO3MOMKHOCTb
npoBefeHnA CneLMdUYHON reHHON Tepanuu.

B 3aBucuMocTM 0T TOro, KOraa BO3HMKAlOT perpecc
MOTOPHbIX HaBbIKOB W Mape3bl, BbIGENAIT NAMb Kiu-
Huyeckux munod CMA 5q: oT HyneBoro fo 4YeTBEPTOrO.
Mo paHHbIM pAga uccnepgosaHuin, CMA 3Tux TMNOB He co-
MPOBO¥AAETCA BbIPaXeHHbIMW HEMPONCUXMATPUYECKUMM
npoABneHWAMM 60Ne3HU, B YACTHOCTM, KOTHUTUBHBIMU
1 addeKTUBHLIMU HapyleHnamu [9-11]. B To e Bpems
apyrue paboTbl ¢ NoApo6HBIM MCCNe0BaHUEM MCUXUYeE-
CKUX QYHKLMIA NO3BONUAW BbIABUTH ONpefeneHHble 0Co-
6eHHOCTM y naumenToB co CMA, Takue Kak, HanpuMep,
CHUMKEHME 3PUTENIBHOMO M CTYX0BOr0 BHUMAHWUA U UCMOJ-
HUTENbHBIX QYHKUMI Yy naumeHToB co CMA | tuna [12, 13].
Cpeawv Opyrux naMeHeHU B NCUXMYECKOM cdepe y naum-
eHToB co CMA oTMeuyaloT cybbeKTUBHYI0 YCTanocTb B paM-
Kax NCUXacTeHUW, MPUCYTCTBUE KOTOPOM Koppenupyet
C YPOBHEM aKTUBHOCTM [14]. MiccnejoBaHMe KOFHUTUBHBIX
yHKUMM y B3pocnbix nauueHToB co CMA Il u Il Tunos
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BbIABUJIO CHUMEHWE WHTenneKkTa y naumentoB co CMA
[l Tna, a y naumeHToB |l TMINa — CHWUKeHMe NoKa3aTenen
paboyeit NaMATU U BHUMAHUA MO OTHOLUEHWIO K GYHKLUU
KoHTponA [15]. U3yyeHne npocTpaHCTBEHHO-YNCIIOBLIX ac-
coumaumi y getein co CMA npoaeMoHCTpMpoBano oTamMunaA
Mo CPaBHEHMIO CO 3[10pOBbIMKU AeTbMU [16]. B 6onbluei
4acTV NpUBELEHHBIX Bbille paboT 0TMeYeH Hedocmamok
OGHHbIX 0 BOB/IEYEHUU NCUXUYECKoU cdepsl npu pa3eu-
muu CMA, npu 3ToM 8pema ucciedoBaHUA NCUXUYECKUX
¢yHKYul 8 daHHLIX pabomax bbino oe2paHu4eHHsIM. Kpome
TOro, CBA3b YPOBHEN 6MONOrMYECKUX MapKepoB C Hapy-
LUEHWAMM KOTHUTUBHBIX QYHKLUMIA npu CMA Hef1ocTaTouHO
“3y4yeHa, YTo, MO HalleMy MHeHuio, TpebyeT npoBeaeHuA
[anbHEeWLIMX MCCnefoBaHUN KOTHUTUBHBIX 3HO0DEHOTU-
nos CMA. [laHHble uccnepoBaHuA nomoryt auddepeH-
LMpoBaTb BapuaHTbl TeYeHUA 3aboneBaHWA M MoAXoAbl
K TaKTUKe BEAEHUA NaLMEeHTOB.

[nA oueHKn OBuraTesbHbIX HapyLIEHWW Y NaLMeHTOoB
co CMA pekoMeHAylT MCMONb30BaTh PasfiNyHbIE LUKafb
B 3aBMCMMOCTY OT BO3pacTa U MHAMBMAYaNnbHOro GpeHoTUna
(aurn.: the Hammersmith infant neurological examination,
HINE; the Children’s Hospital of Philadelphia Infant Test of
Neuromuscular Disorders, CHOP-INTEND; Motor Function
Measure, MFM; the Hammersmith Functional Motor Scale
Expanded, HFMSE; é-Minute Walk Test, 6MWT; Revised Upper
Limb Module, RULM). Hu ogHa 13 faHHbIX LKan noKa He Ba-
nupmsuposaHa B PO [17]. [nA oueHKM addeKTUBHBIX M Kor-
HWUTMBHBIX PacCTPOMCTB NPUMEHAIOT JETCKYIo LWKany Bekcne-
pa (aHrn.: Wechsler Intelligence Scale for Children, WISC-V)
MATOrO MepecMoTpa, TeCTbl A3bIKOBOr0 MHTENNEKTa (aHr.:
Batterie d’Evaluation du Language; Test de vocabulaire actif
e passif; North Syntax screening test), cTaHfapTHble npo-
rpeccuBHble MaTpuubl PaBeHa (aHrn.: the Raven’s Coloured
and Standard Progressive Matrices), eTckuii Tect Kay¢maHa
(aHrn.: the Kaufman Assessment Battery for Children), wkany
(YHKLIMOHAMbBHOM CaMOCTOATENBLHOCTM (aHrN.: the Wee-FIM);
OLieHKa KOTHUTUBHBIX GYHKLMI TaKKe NPOBOAMUTCA NpW No-
MOLLM TecToB ¢ nogbopoM map C1oB NpY WUCMOJb30BaHUM
perucTpatopa fBueHui rnas [13].

[Ouarnoctnka CMA, BBMAY KNMHWYECKOW reTeporeH-
HOCTU 60NesHW, B JOMOMHEHME K KIMHWUYECKOMY MeTody
TpebyeT NpoBeeHNs KOMMJIEKca NabopaTopHbIX U UHCTPY-
MeHTanbHbIX uccnepoBanui [18]. Hanbonee pocToBepHLIM
MeTo10M NlabopaTopHoi AnarHocTMkM CMA ocTaértca mMo-
NeKyNAPHO-FeHETUYECKOE TECTUPOBaHME Ha KONMYECTBO
Konuin SMNT n SMN2 npu nomoLLm MynbTUNAEKCHON -
rasHoM peakuum ¢ nocneaylowen aMnamduKaLmen (aHrm.:
Multiplex Ligation-dependent Probe Amplification, MLPA)
[19]. B nuTepatype TaKe onucaHbl cnocobbl onpefene-
HUA KonudecTBa Konui reHos SMNT u SMN2 npu nomo-
ww TexHonorui NGS (aHrn.: Next generation sequencing,
CEKBEHMpOBaHWe CreaylLLero NoKoieHNA) B paMKax uc-
cnepnoBatenibckon geatenbHoctu [20, 21].

B HacTofllee BpeMA He BbIABEHO CreLupUYecKux
BUOXMMUYECKMX MApKepOB, MO KOTOPbIM MOMHO CYAWTb
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KaK 0 Hanuumm, TaK U 0 XapaKTepe TeyeHUs 3aboneBaHus.
Mo AaHHbIM HeKoTopbIX paboT, ANA MOHUTOPWUHra npo-
rpeccvMpoBaHMA 3aboneBaHUsA M OLEHKU 3(PEKTUBHOCTU
NeYeHUA MOAXOOAT TaKkue HecneuumduyeckMe aHanuThl,
Kak KpeaTuHdocPokmHasza (KOK) n KpeaTuHMH, y4acTBy-
loLLMe B 3HEPreTUHYECKOM 0OMEeHe MbILLEYHbIX KNEToK [22,
23]. B Ka4ecTBe NepcnekTUBHOr0 Hecneundu4ecKoro Map-
Kepa nporHo3a pa3sutua CMA paccmatpuBaloTcA Hempo-
dwunamentbl (HO, aHrn.: neurofilament, NF). Mpu Tekywwem
HeMpogereHepaTMBHOM MPOLLECCe NoBbILEHHbIE ypoBHU HD
MOryT 6bITb 06HapYKeHbI KaK B KPOBM, TaK 1 B Liepebpocniu-
HaNbHOM MMOKOCTMW, OJHAKO UX U3MEHEHWUA MOKa3aTeslbHbl
MpY NPOTrHO3MPOBaHWUK TeYeHWA 3ab0N1eBaHWUA U MOHMUTO-
pUHre 3QPEKTUBHOCTY NeYeHUA Y AeTeN, HO He Y B3pOCTbIX
naumeHToB co CMA [24]. UccnepoBaHua no noucky 6uo-
MapkepoB CMA nokasbiBaloT, 4To CyLIeCTBYIOT U Opyrue
aHanuThI, YPOBHM KOTOPbIX KOPPEIMPYIOT CO CTENeHbi0 Ha-
PYLIEHWS MOTOPHBIX GYHKLMIA [25, 26]. TakuM obpa3oM, co-
BOKYMHbIe AaHHbIe 0 Nna3MeHHbIX 6uoMapkepax CMA mMoryt
6bITb MCMONb30BaHbl ANA MOHWTOPMHIA NPOrHO3a aKTUB-
HOCTW 3aboneBaHUA U IPPEKTUBHOCTU NIEYEHMA.

OgHuUM M3 Haubonee UyBCTBMTENbHbIX METOA0B
OLEHKM HEpPBHO-MbILIEYHbIX GYHKLMUA SABNAETCA 3MeK-
TpoHenpomuorpadusa (3HMI). PaboTbl, BbINONHEHHbIE
npu ucnonb3oBahum 3HMI, roeopAaT 06 M3MeHeHMAX
3NeKTpopu3monormyecknx napametpos npu CMA, Koto-
pble KoppenupyioT ¢ unicnoM Konuii SMNZ n ¢ Tunom CMA,
a TaKKe COOTHOCATCA C BO3PacTOM MauMeHTa, C pe3ynbTa-
Tamu NpoBefEHNA OLEHKM MOTOPHbIX GYHKLMIA M pearu-
pyloT Ha cneunduyeckyto Tepanuio [27, 28]. [narHoctuka
CMA npoBoguTcA B T.4. Npy NMOMOLLM TaKMX BU3yanu3a-
LMOHHbIX METOAMK, KaK KOJIMYECTBEHHAsA MarHUTHO-pe30-
HaHcHasA ToMorpadus (KMPT) v ynbTpa3ByKoBoe Uccneno-
BaHue (Y3M) Mbiwy [29, 30]. B uenoM, susyanuzayuoHHeie
Memodbl He cyumarmca 3PPeKmusHLIMU 017 MOHUMO-
PUH2a Npo2peccupoBaHuA 3ab01eBaHUA U OUEeHKU 3pdek-
musHocmu mepanuu [31].

MonTeep:aeHue amarHosa CMA B Hambonee vacto
BCTpevatoweMcA BapuaHte, CMA 5q, ABnAeTtcA nokasa-
HMEM K Ha3HA4YeHMI0 NaUMeHTy crneumduyeckoro neye-
HuA [17]. B HacToAwwee BpeMAa B PO 3apernctpupoBaHo
Tpu pa3paboTaHHbIX Mpenaparta: HyCUHepCeH, pucanniam
1 OHaceMHoreH abenapBoBeK, U BCE, KpOMe MOCNeAHero,
BXOZAT B CMIUCOK *U3HEHHO HEO0OXOOUMBIX M BarHEMLLMX
neKapcTBeHHbIx npenapatoB (MKHBJIM) [32]. ObecneyeHune
3TWMM npenapatamu geten ao 18 net duHaHcupyetca B PO
donpoom «Kpyr gobpa» (Ykas Mpesungenta PO ot 05.01.2021
N2 16 «O co3paHmmn OoHaa NOAOEPHKKM AETEN C TAKENbIMMI
HU3HEYTPOMKAIOLMMU U XPOHUYECKMMU 33b0N1EBAHNAMM,
B T. Y. peakmmm (opdaHHbIMM) 3aboneBaHuamu, «Kpyr
Aobpar); B HacToALlee BpeMA aKTMBHO 06cyAaaeTcA He-
obxoaMMocTb B 0becneyeHMn yKasaHHbIMK MpenapaTamu
B3pOC/bIX MaumeHToB [33]. 3gdeKT oT Tepanum Kawaoro
3 NpenapaToB OLEHMBAIOT He paHee, YeM Yepes 4 MecALa
nocne eé Havana [34].
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MaToreHeTMyeckan Tepanusa Hambonee 3PdeKTUBHa,
€C/M e€ Havano MPOMUCXoAMT A0 Pa3BUTUA KITMHUYECKUX
npossneHnn CMA [35]. Mocnepctema geduumta paHHewn
AMarHoCTMKM W [NUTeNbHbIX 3a[epXeK B MOCTaHOBKe
anarHosa CMA B PO Bbipakalotcsi B TOM, YT0 bostbwas
yacme hayueHmoB8 Ha MOMeHM Ha4ana mepanuu umeem
3HaYuMesibHLIG MOMOPHLIL deguyum, a Makxce npoyue
HapyweHus, maxue Kax dbixamesibHasA U cepieqyHas He-
docmamoyHocme, cKefemHble degopmayuu, HapyweHus
numaHus u pabomel xcenydo4YHO-KULWEYHO20 MPaKma.
KoppeKuusa [aHHbIX COCTOAHMIA TpebyeT ydacTua creuu-
ann3npoBaHHOM BPa4yebHON MeXKaMCUMNINHApHOW bpura-
Obl, BKMIOYaloLLEeN HEBPOJIOra, NyNIbMOHOJOra, Kapanosora,
racTposHTeponora, peaHMMartosora, opTonena, peabunm-
TONOra, NcvxoTepanesTa U neauatpa [17]. Takum obpasom,
aKTyasnbHble cBefeHuA o buomapkepax CMA nosBonstoT
OPMEHTMPOBATLCA B BOMPOCaX CBOEBPEMEHHOM OMarHo-
CTMKM, BbI6OPa NOAXOMOB K JIEYEHMIO Y MOHUTOPUHIA €ro
3$EKTUBHOCTM [J1A MOBbILIEHUA Ka4yecTBa W MPOLOJSIHKM-
TeNIbHOCTU *U3HU [AaHHOM KaTeropyum NaLMeHToB.

Llenb — onpenenntb 0cO6EHHOCTY BeAEHMA NaLMEH-
TOB CO CMMHAMNbHLIMU MbILIEYHBIMU aTPOPUAMK C YHETOM
HeMpONCUXMATPUYECKUX NPOABIEHUIA BONEe3HM, npoaHa-
NU3MUPOBaTb OCHOBHblE NPObNEMbI U NpeanoKeHne Mepo-
NPUATUI, HaNPaB/IEHHbIX Ha NOBLILLEHWE Ka4yecTBa OKasa-
HUA MeOMLMHCKOM NOMOLUM [OAHHOW rpynne nalWeHToB,
C y4yeToM onbita CamMapckon obnactu.

MATEPWAJIbI U METOAbI

B paboTe ucnonb3oBaHbl AaHHble apxuBa CaMapcKow
06nacTHOM KNUHUYecKon bonbHULbl UM. B. [1. CepenaBuHa,
obpabotaHo 132 uctopuu bonesuun 77 petert 1 B3pOCbIX
C naramu Bbinucku ¢ aHBapA 2008 r. no despans 2022 r.
¢ auarHozamu (wmn¢p no MKB-10): G12.0, G12.1, G12.8
1 G12.9. Bce naHHble NybnuKyoTcA B 06€3nM4EHHOM BUe,
HUKaKMUX [OMONHUTENbHbIX BMELIATENbCTB, BbIXOLALLUX
3a paMKW CTaHOapTHbIX Mpouenyp BeLeHUA MaLMeHTOB
¢ CMA, He npoBoaunock, nognucanue NHpopMupoBaHHoro
cornacua He TpeboBanocs.

N3 132 uctopwuin 6onesHu B aHannsupyeMyto BbI6OpKY
Bowsnn 112, B uccnefoBaHue He BK/TIOYeHbl yMepLune na-
uMeHThl (3 pebéHka, cpegHuii BospacT — 6,2 (9,1) roaa,
¢ G12.0) u 16 naumeHTOB C AMarHo3amu, He OTHOCALLIUMM-
cA K CMA (1 pebéHok, 13,1 roga; 15 B3pocnblX, cpeHui
BospacT — 51,1 (19,7) roga).

AHanu3y nofBepramcb oNUCcaHMA KIMHUYECKMX (OaH-
Hble 06LLEro U HEBPOIOrMYECKOr0 OCMOTPOB C aKLEHTOM
Ha ABMraTteslbHble HapylweHWA), nabopaTopHbIX (nak-
TatpermgporeHasa (JIOIN), kpeatTundocpokmHaza (KOK),
KpeaTVHWH), MHCTPYMEHTaNbHbIX (MarHUTHO-pe30HaHCHasA
ToMorpadmsa (MPT) ronosHoro Mosra, 3HMI) u Henpon-
CMXONOrUYECKMX [MArHOCTUYECKUX METOAO0B, TaKTUKa
TepaneBTUYECKOr0 BEAEHUA MALMEHTOB U UX U3MEHEHUA
B AMHaMuKe ¢ 2008 no 2022 rr.
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CTaTUCTUYEeCKMI aHanu3 BbLINOMHEH B Nporpamme
SPSS-27, nuueHsua CaMapcKoro rocyfapcTBEHHOMO Me-
AVUMHCKOro YHuBepcuTeTa, 2021 r. [puMeHAnMC MeToAb
LECKPUMTUBHOM CTAaTUCTUKM. [laHHbIe OMUCaHbI C MOMOLLbIO
Me[MaHbl U MEeXKBapTWUNIbHOr0 pa3Maxa (yKasaH B CKob-
Kax), abconioTHbIX 3HaueHu 1 % (yKasaHbl B CKOOKaXx).

PE3YJIbTATHI

B CamapcKoi 061acTHOM KNMHWUYECKoW 6onbHuULe
uM. B. [I. CepenaBuHa Ha deBpanb 2022 r. bbino 3aperu-
cTpupoBaHo 58 naumeHToB co CMA (cpefHuii BospacT —
38,4 (41,3) ropa), u3 Hux 32 (55,2%) yenoseka — nuua
¥KEHCKOro nona), B T. 4. 21 pebeHoK (cpeaHui Bo3pact —
12,3 (7,4) ropa, 14 (24,1%) yenoBek — [neBoykm). U3 58
naumeHToB gmarHo3 «[etckaa CMA, | tun, BepaHura—
lNoddmana» (G12.0) yctaHosneH 7 (12,0%) naumeHTaMm, Bce
peTu: 5 (8,6%) nesoyek u 2 (3,4%) Manbumka. Ctapemy
naumenty 14,3 roga, mnagwemy — 4,8 roga (cpegHuii
BospacT — 7,7 (5,8) roga). AnarHo3 G12.1, Kogupytowmii
CMA II, Ill n IV TMnoB, nporpeccupyowmin bynbbapHbiii
napanuy Qaumo-JloHae, a TaKMe CKamynonepoHeasnb-
Hylo dopmy, yctaHoBneH 43 (74,1%) naumeHTaM (cpegHui
BospacT — 37,3 (40,7) ropa), 14 (24%) petam, 9 (15,5%)
13 KoTopblx AeBoyku, u 29 (50,0%) B3pocnbiM, 13 (22,4%)
M3 KOTOpbIX *eHWwmHbl; CMA 5q MonekynapHo-reHeTu-
yeckn nopartepxaéH 10 B3pocnbiM naumeHtam (17,2%,
cpeaHui Bospact — 35,3 (19,0) ropa), & (6,9%) n3 KoTo-
pbiIX ¥eHwmHbl. [pyrne CMA n poacTBeHHble CUMHOPOMbI
nog KogoM G12.8 yctaHoBneH 6 B3pOCnbIM NaLMeHTaM:
3 (5,2%) eHwmHaM 1 3 (5,2%) MyrKuMHaM, MnamLeMy
naumenty 39,5 roga, crapwemy — 72,1 roga. [JuarHos
G12.9 «CMA HeyTouHeHHas» MocTaBfieH 2 B3POC/bIM
¥eHWwmHaM 40 n 52 ner (tabn. 1).

Bce naumeHTbl Ha MOMEHT MccnefoBaHKA bbiu cTa-
6UNbHBI, B YOOBNETBOPUTENIBHOM COCTOAHWUM, AbILIAMK
6e3 MCnonb30BaHUA WHBA3MBHOW BEHTWUNALMKU TNETKUX.
[aHHble 0 MOTOPHBIX HapyLUEHUAX BO BCEX UCCNE0BaHHbIX
uctopusax 60ne3HM NpeacTaBeHbl pesybTaTaMu HeBpo-
NIOFMYECKOr0 OCMOTPa; MOTOPHbIE HapYLIEHWUA BapbupyioT
OT NErKOro NPOKCUMANbHOMO HUMKHEro napanapesa (n = 13;
22,4%) 0o BbiparkeHHoro Tetpanapesa (n = 7; 12,0%) (tabn. 1).
WccnepoBaHme NcyMxmyecKoro ctatyca B 0CHOBHOM OrpaHu-
UMBaNOCh OLLEHKOM COCTOAHWUA CO3HAHMA W NPOOYKTUBHO-
CTM KOHTaKTa C NMOMOLLbI0 KNMHUKO-MCUX0MaTo0r MYecKo-
ro Metoda, 6e3 UCNonb30BaHUA HEMPONCMXONOMUYECKMX
MeTofoB. Bce maumeHTbl 6bIIM KOHTaKTHbI, MOHWMMAanu
W TOYHO BBIMOSHAMIM MHCTPYKLUMM B CUy MOTOPHbLIX BO3-
MOMHOCTER. Y 4acTu NaUMeHTOB AETCKOro Bo3pacTa 0TMe-
Yanacb 3MoLMoHanbHas nabunsHocTb (n=6; 10,3%), yToM-
naemocTb (n=10; 17,2%), nnakcueocTb (n = 3; 5,2%).

NabopaTopHble uccnefoBaHWA BKAYanuM 06wmn
aHanu3 Moy, o6l MM aHanM3 KpoBM C pasBepHyToN ¢op-
MyNoi, 6BMOXMMUYECKUI aHanM3a KPOBM Ha KPeaTUHWH,
KOK, rnioko3sy, anaHuHamuHoTpaHcdepa3sy (AJIAT),
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Ta6nuua 1. CoumanbHo-geMorpapuueckue, KNTMHUYECKUE U 1abopaToOPHO-UHCTPYMEHTaNIbHbIE XapaKTePUCTUKM UCCTeAyeMOoii BbIGOPKY
nauueHToB co CMA B 3aBUCMMOCTM OT HO30/10rMHYECKOW KaTeropum

-’1“ar“"”n“o"f,ﬁ(‘gff[‘]a“r°"““ 612.0 G12.1 612.8 612.9 Bcero
NapameTp Bospacthan rpynna [etn Oetn B3pocnble Bspocnble B3pocnbie Oetn B3pocnble
Pa3mep aeibopru, n (%)
K 5(8,6) 9(15,5) 13(22,4) 3(5,2) 2(3,4) 14 (24,1) 18(31,0)
M: 2(3,4) 4(6,9) 16 (27,6) 3(,2) 0 6(10,4) 19 (32,8)
Bcero 7(12,1) 14 (24,1) 29 (50,0) 6(10,4) 2(3,4) 2136,2) 37 (63,8)
Bo3spacm, MeduaHa (MexckaapmueHeil pasmax), rlem
HK: 7,7 (4,2) 13,2 (7,8) 50,8 (19.7) 63,6 (16,3) 458(6,2) 8(7,7) 51,4(22,9)
M: 1023.7) 12,7 (8,7) 47,1(30,0) 55,0(8,9) 0 12,7 (8,0) 48,6 (28,5)
Bcero: 77(58) 12,9.(83) 49,1 (24,8) 59,3 (15,5) 458(6,2) 12,3 (7,4) 50,8 (24,1)
PacnpedeneHue nayueHmos @ 3a8UcUMOCMU 0Om CUJIbI 8 NPOKCUMA/TbHBIX 0madesniax BepXHUX KoHeYHocmel (8 bannax), n (%)
K 1(1,7) 0 0 0 0 1(1,7) 0
0-0,5 M: 1(1,7) 0 0 0 0 1(1,7) 0
Bcero 2(34) 0 0 0 0 2(3,4) 0
K 3(6.2) 0 0 0 0 3(52) 0
1-15 M: 1(1,7) 0 (1,7 0 0 1(1,7) 1(1,7)
Bcero 4(6,9) 0 1(1,7) 0 0 4(6,9) 1(1,7)
K 0 1(1,7) 3(5,2) 1(1,7) 0 1(1,7) 4(6,9)
2-25 M: 0 362 5(@31,2) 0) 0 3(5,2) 5(26,3)
Bcero 0 4(6,9) 8(13,8) 1(1,7) 0 4(6,9) 9(15,9)
HK: 1(1,7) 3(,2) 3(52) 0 1(1,7) 4(6,9) 4(6,9)
3-35 M: 0 0 5@312) 1(1,7) 0(0) 0 6(10,3)
Bcero 1(1,7) 3(,2) 8(13,8) 1(1,7) 1(1,7) 4(6,9) 10(17,2)
K 0 4(6,9) 4(6,9) 1(1,7) 1(1,7) 4(6,9) 6(10,3)
L-45 M: 0 2 (3,4) 3(5,2) 0 0 2(3,4) 3(5,2)
Bcero 0 6(10,3) 7(12,1) 1(1,7) 1(1,7) 6(10,3) 9(15,5)
K 0 1(1,7) 3(5,2) 1(1,7) 0 1(1,7) 4(6,9)
5 M: 0 0 2(3,4) 2(3,4) 0 0 4(6,9)
Bcero: 0 1(1,7) 5(17,2) 3(50,0) 0 1(1,7) 8(13,8)
PacnpedeneHue nayueHmog 8 3a8ucuMocmu om custel 8 QUCMasTeHbIX 0MAesIax 8epxHUX KoHeyHocmel (8 bannax), n (%)
HK: 1(1,7) 0 0 0 0 1(1,7%) 0
0-0,5 M: 1(1,7) 0 0 0 0 1(1,7%) 0
Bcero 2(3,4) 0 0 0 0 2 (3,4%) 0
K 0 0 0 0 0 0 0
1-15 M: 0 0 0 0 0 0 0
Bcero 0 0 0 0 0 0 0
K 2(3,4) 0 2(3,4) 1(1,7) 0 2(3,4) 362
2-25 M: 1(1,7) 0 (1,7 1(1,7) 0 1(143) 2(3,4)
Bcero 35,2 0 3(5,2) 2(3,4) 0 3(52) 5(8,6)
HK: 0 3(5,2) 2(3,4) 0 1(1,7) 3(5,2) 3(5,2)
3-35 M: 0 4(6,9) 6(10,3) 1(1,7) 0 4(6,9) 7(12,1)
Bcero 0 7(12,1) 8(13,7) 1(1,7) 1(1,7) 7(12,1) 10(17,2)
K 2(3,4) 4(6,9) 6(10,3) 1(1,7) 1(1,7) 6(10,3) 8(13,8)
4-45 M: 0 1(1,7) 6(10,3) 0 0 1(1,7) 6(10,3)
Bcero 2(3,4) 5(8,6) 12(20,7) 1(1,7) 1(1,7) 7(12,1) 14 (24,1)
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K 0 2 (3,4) 3(,2) 1(1,7) 0 2 (3,4) 4(6,9)
5 M: 0 0 36,2) 1(1,7) 0 0 4(6,9)
Beero: 0 2(3,4) 6(10,3) 2(3,4) 0 2(3,4) 8(13,8)
PacnpedeneHue nayueHmos 8 3a8UCUMOCMU OM CUJTbI 8 NPOKCUMAJTbHbIX 0mAeax HUXCHUX KoHeYHocmed (8 bannax), n (%)
K 2(3,4) 0 10,7) 1(1,7) 0 2(3,4) 2(3,4)
0-0,5 M: 2(3,4) 0 10,7 0 0 2 (3,4) 11,7
Beero: 4(6,9) 0 2(3,4) 1(1,7) 0 4(6,9) 3(52)
K 2(3,4) 1(1,7) 2(3,4) 1(1,7) 0 3(5,2) 3(5,2)
1-15 M: 0 2(3,4) 0 0 0 2(3,4) 0
Bcero 2(3,4) 3(,2) 2(3,4) 1(1,7) 0 5(8,6) 3(5,2)
K 11,7 362 5(8,6) 0 0 4(6,9) 5(27,8)
2-25 M: 0 1(1,7) 7(12,1) 0 0 1(1,7) 7(12,1)
Bcero 11,7 4(6,9) 12(20,7) 0 0 5(8,6) 12(20,7)
K 0 2(3,4) 3(5,2) 0 1(1,7) 2(3,4) 4(6,9)
3-35 M: 0 2 (3,4) 6(10,3) 0 0 2 (3,4) 6(10,3)
Bcero 0 4(6,9) 9(15,9) 0 1(1,7) 4(6,9) 10(17,2)
K 0 3(52) 0 0 (1,7 3(5,2) 1(1,7%)
4-4,5 M: 0 0 2(3,4) 1(1,7) 0 0 3(5,2)
Bcero 0 3(5,2) 2(3,4) 1(1,7) 1(1,7) 3(5,2) 4(6,9)
K 0 0 2(3,4) 1(1,7) 0 0 3(52)
5 M: 0 0 0 2(3,4) 0 0 2(3,4)
Bcero: 0 0 2(3,4) 3(52) 0 0 5(8,6)
PacnpedeneHue nayueHmog 8 3a8UCUMOCMU 0M CUJTbl 8 QUCMAJTbHbIX 0MAeax HUNCHUX KoHeyHocmel (8 6a/1nax) n (%)
H: (1,7 0 0 0 0 1.7) 0
0-0,5 M: (1,7 0 0 0 0 (1 7) 0
Bcero 2(3,4) 0 0 0 0 2(3,4) 0
K 11,7 0 1(1,7) 0 0 1(1,7) 11,7
1-15 M: 1(1,7) 0 0 0 0 1(1,7) 0
Bcero 2(3,4) 0 1(1,7) 0 0 2 (3,4) 11,7
K (1,7 2 (3,4) 1(1,7) 2(3,4) (1,7 3(5,2) 4(6,9)
2-25 M: 0 23,4) 2(3,4) 0 0 2(28,6) 2(3,4)
Bcero 117 4(28,6) 36,2) 2(3,4) 1(1,7) 5(8,6) 6(10,3)
K 2(3,4) 2(3,4) 5(8,6) 1(1,7) 0 4(6,9) 6(10,3)
3-35 M: 0 2 (3,4) 6(10,3) 1(1,7) 0 2 (3,4) 7(12,1)
Bcero 2(3,4) 4(6,9) 11(19,0) 2 (3,4) 0 6(10,3) 13 (22,4)
K 0 2 (3,4) 3(,2) 0 0 2 (3,4) 3(5,2)
4-4 5 M: 0 1(1,7) 36,2) 1(1,7) 0 1(1,7) 4(6,9)
Bcero 0 3(5,2) 6(10,3) 1(1,7) 0 3(5,2) (12,1)
K 0 3(5,2) 362 0 1(17) 3(5,2) (6,9)
5 M: 0 0 5(8,6) 1(1,7) 0 0 (10,3)
Bcero 0 3(.2) 8(13,8) 1(1,7) 1(1,7) 3(5,2) 10(17,2)
Konuyecmao nayueHmos ¢ bynbbapHsiM cuHopoM, n (%)
K 1(1,7%) 0 0 0 0 1(1,7) 0
M: 1(1,7%) 0 2(3,4) 0 0 1(1,7) 234
Bcero 2 (3,4%) 0 2(3,4) 0 0 2 (3,4) 2(3,4)
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JlabopamopHo-uHcmpyMeHmarsHele noKazamesnu
KpeamuruH, MeduaHa (MexckBapmueHelli pa3Max), MKMosTe/fl
K 41,4 (54,0) 25,9 (5,4) 74,1 (15,1) 65,4 (7,6) 66,9 (6,5) 33,4 (18,6) 73,1 (14,6)
M: 28,9 (12,5) 31,4 (22,6) 57,9 (6,1) 50,6 (5,3) 28,9 (30,0) 57,4 (7,4)
Bcero: 41,4 (8,0) 25,9 (15,9) 61(18,9) 56,9 (8,3) 66,9 (6,5) 33,4 (18,9) 60,4 (17,5)
Kpeamur@ocporurasa, MeduaHa (MexckaapmubHeil pasmax), Ed/n
K 168,0 (48,4) | 190,0(129,9) | 2225(157,7) | 3453 (224,4) | 224,0(949) | 168,0(138,7) | 222,5(189,7)
M: 36,4 (13,5) | 972,0(3341,5) | 303,6 (453,5) 1444 (5,0) 206,0 (1236,2) | 264,6 (390,7)
Beero: 106,1(118,1) | 2484 (201,7) | 2656(349.3) | 1444 (119,8) | 2240(94,9) | 168,0(1882) | 2450(236,9)
JlakmamdezudpozeHasa, MeduaHa (MexcKeapmusbHbIi pasmax), EO/n
K 2675(225 | 2870(562) | 2110394 | 299,7(108) 1955(185) | 2750 (44,4) | 214,0(70,4)
M: 86,2 (9,2) 684,1(621,0) | 204,0(26,9) 206,7 (4,2) - 534,0 (588,7) | 204,0(153)
Beero: 263,0(172,1) | 305,7(259,0) | 206,5(37,7) | 250,0(85,5) 1955(185) | 287,0(72,9) | 210,0(37,4)

lNpumeyarus: M — weHLWmHbl; M — MysumnHbl, MKB-10 — MerayHapoaHas knaccuduKkauma bonesHeit v npobneM, cBA3aHHbIX o 3n0posbeM, 10-ro

nepecMoTpa

acnapTataMuHoTpaHcgepasy (ACAT) u JIOI (tabn. 1). Ma-
LIMEeHTaM NPOBOANIIUCL MHCTPYMEHTaSIbHblE UCCed0BaHUsA
B BMAE HaKOXHOM mnu uronbyator IHMI ¢ MblLLL, KOHeY-
HOCTEW, y BCEX MaLMEHTOB ObiNn BbIABAEHbI Cneungu-
yeckne ona CMA anekTpoMuorpadpuyeckme M3MeHeHus,
OLleHEeHHble ¢u3unonoramu. B pamMKax AMarHocTMYecKoro
noucka v anddepeHUManbHON OMArHOCTUKM NaumueHTaM
BbINoHANack MPT CMHHOMO M FONOBHOIO MO3ra; HU Y 01-
HOrO MaLMeHTa He OblNo BU3yanM3MpPoOBaHO MaTofornye-
CKMX M3MEHEHWN WCCNedoBaHHbIX OpraHoB. YNbTpassy-
KoBoe uccnegoBaHue (Y3M) M MarHMTHO-pe3oHaHCHasA
ToMorpagua (MPT) MblLUL, He NPOBOAMNMUCD.

MopoTBepaeHne OMarHo3a NPOMCXOAMN0 MpU yya-
CTUM KOMMWCCUM, BKITIOYaloLen Bpava-reHeTMka Camap-
CKOro MeOmKo-reHeTUYeCKOro LieHTpPa, M Ha OCHOBaHUMU
NpoBefeHNA MONEKYNAPHO-reHeTUYECKOr0 UCCe0BaHNA
nabopatopuaAMU MeMKO-reHeTMYECKOr0 Hay4YHOr 0 LieHTpa
UMeHu akageMuka H. M. boykosa.

Tepanua nauuentoB co CMA pgo 2021 r. ctpomnach
Ha CUMNTOMATMYeCKOW KOPPEKLMM BO3HUKLLUMX HapyLle-
HWM, a TaKKe Ha MeTabonMYecKon N HeMpPONPOTEKTUBHOM
Tepanuu. B oToenenun geten ¢ NopaeHUeM LieHTpasb-
HOV HEpBHOM cUCTeMbl U NcUxMKKM CamapcKoi obnacTHoM
KNMHUYeCKoM 6onbHMLbI MMenn B. [1. CepefaBuHa naum-
€HTaM Ha3Ha4anucb npenapatbl L-KapHUTWHA, NnpaLeTamM,
FAWLUMH, TUAMUH U LMaHOKobanaMuH B CTaHOApPTHbLIX [0-
3MPOBKaX, NA KOPPEKLMM OblXaTeNlbHbIX HapyLIeHUIA Npo-
BOJMNCH MHranALUK ¢ bpoHxoaunaTaTopamu. MaumeHTbl
nonyyanu ¢u3anoTepanvio B BMOE MarHUTHO-N1a3epHoOW
1 NepeMeHHOW MarHWTHOM Tepanuu. Bo B3pocnbix HeBpo-
NOrMYECKMUX OTAENEHUAX NaLMeHTbl NOayYanu HeMponpo-
TEKTOPHYI0 M HOOTPOMHYI0 Tepanuio.

C mapta 2021 r. Ha 6ase AeTCKOro HeMpoxupypru-
yeckoro otaeneHnsa CaMapcKom 0611acTHOM KNMHUYECKOM
bonbHuubl uM. B. [1. CepepaBuHa naumeHTam co CMA
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NPOBOAMTCA BBEJEHME HYCMHepceHa, npenapaT BBO-
AWUTCA MHTPaTeKasbHO MoJ 3HIO0TPaxeasbHbIM HapKO30M
C ucmonb3oBaHMeM ceBogypaHa (cpedHAsa nosa —
9,45 (0,98) Mr). Ha despanb 2022 r. HyCMHepCeH nony-
yatot 8 peteit co CMA (13,8% ot obwero KonmyecTsa
nauueHToB; cpeaHuid Bospact — 7,3 (8,8) roga), u3 Hux
5 neBouek, 8 geten nonyyaioT pucamnnam (13,8%; 9,5 (6,9)
rofia), U3 HUX 6 [eBOYEK; POAMTENM elle 3-X NaLMeHTOB
(5,2%; cpenHun Bospact — 7,5 (2,4) roga) oTKasanuch
0T BBefleHMA npenapaToB. M3 10 B3poc/biX NauueHToB
¢ noateepxaéHHOM CMA 5q (17,2%; cpenHuii BospacT —
35,3 (19,0) roga) 1 naumeHT (MyrkumHa 36 net co CMA
Il TMna) nony4aet HycuHepceH, 3 (5,2%) B3pocnbix Ha
MOMEHT MPOBeAeHMA uccnefoBaHnA fobuBanuch npasa
nony4atb Npenapartbl B CyaebHOM nopAgke.

ObCYHOEHUE

B Camapckoi obnactu ¢ HaceneHueM 3,15 MAH Yeno-
BeK Ha 2021 rog npoxkuBaeT 58 naumenToB co CMA. Takum
0bpa3oM, yacToTa pacnpocTpaHéHHocT CMA B Camapckoi
061acTi, Ha 0CHOBAHUWM [aHHbIX apX1Ba FMaBHOr0 Permo-
HanbHOro yypepenus, 1,84 cnayqas Ha 100 meic. Hace-
JIeHUsA, YTO NMPUMEPHO B 5 pa3 HUXKEe CPefHero 3HauyeHuA
no P® v no mupy [3]. 3T0 MOXKeT CBMAETENLCTBOBATD 0 HE-
docmamkKax duazHocmuku CMA 8 pezuoHe. Mo OaHHbIM
apxuBa CaMapcKon 0611acTHOM KIMHUYECKOW 6ONBbHMLbI,
n3 10 yenosek co CMA | tmna (G12.0) B CamapcKoii 06-
nactu ¢ 2008 no 2022 rr. yMmepno 3 naumeHTa, TakuM 06-
pa3oM, netanbHocTb CMA | Tuna pasHa 30%.

B uenom, B CamapcKoi obnactv npoBogATCA BCe He-
obxouMble nabopaTopHble MCcCeA0BaHWA [N1A ycTaHoB/e-
HWA AMarHo3a NauMeHTy, UMeIoLLEeMY KNMHUYECKME NpOoAB-
neHuA bonesHu, 0HaKo B pernoHe NpucyTcTByeT deguyum
doknuHuyeckol duaeHocmuku CMA u ucnonb3osaHus




OPATHATIBHBIE MCCTIEAOBAHNA

1abopamopHbIX UHCMPYMeHmOo8 071 NPo2HO3UPOBAHUSA
meyeHus 3abonesaHus [23, 24].

PesynbTatbl, NoMy4eHHbIe NPY UCCNIEA0BAHNM YPOBHEW
KpeaTuHuHa v KOK, B LenoM, NoaTBepOalT pesynbTathl
NpMBELEHHbIX Bbile paboT, a MMEHHO meHdeHyuu suy
C Haubonee nézKuM medeHueM 3abo1eBaHuUA 0eMOHCMPUpPO-
s8ame bosiee BbicoKue yposHU KpeamuHuHa u KOK [22, 23],
0[HaKO ONA OLEHKM CTaTUCTUYECKOW 3HAUMMOCTW pasnu-
YWIA MeAY rpynnamu c pasHow CTENEHbIO TAKECTU 6onesHu
TpebyeTcA aHanM3 AaHHbIX PacLLMPeHHON BbIGOPKKU Mmaum-
€HTOB, YTO MNIAHMPYETCA cOenatb B AaNbHEWLUX Ucciemo-
BaHMAX. MonekynApHo-reHeTMyeckaa AmarHoctuka CMA,
HeobxoamMaa A NoATBepAeHUA guarHosa, B Camap-
CKoW 06nacTy NpoBoAMTCA C NoMoLLbio 3abopa buonoruye-
CKMX 06pa3sL0B NALMEHTOB M OTMPaBKM UX B NabopaTopuu
MeauKo-reHeTMYECKOro Hay4HOr 0 LIEHTPa UMEHW aKkaZleMMKa
H. M. boukoBa anA uccnenoBaHWA Mo NporpaMMe LuarHo-
ctukm CMA; oTcyTcTBME HEOHXOAMMBIX UHCTPYMEHTOB Npo-
BeEHVA MONEKYNIAPHO-TeHETUYECKOM ANArHOCTUKM B peru-
OHe 3aMefniAeT NOATBepAeHNe auarHo3a CMA u cozgaet
NPenATCTBUA /1A BHEAPEHWA paHHEeW AMarHoCTUKM.

PacnpeneneHue knmHuyeckux gopm CMA B pervioHe,
B Lie/IOM, COOTBETCTBYET TaKOBOMY B MUpE; 0COBEHHOCTEN
KNMHWUYECKMX NPOABNEHUI Yy CaMapCKMX NaLMEHTOB TaKKe
He oTMevaeTca [1, 3]. MccnenoBaHne KOFHUTUBHBIX U ad-
(GEeKTUBHBIX HapyweHui y naumeHtoB co CMA nposoau-
nucb 6e3 UCnonb3oBaHWA CMeLManM3npoBaHHbIX TECTOB.
370 orpaHMuMBaEeT BO3MOXKHOCTb UX OLLEHKU U MOXKET He-
raTMBHO B/IMATb Ha KaueCTBO KM3HWU NALMEHTOB U Ha pe-
3ynbTathl Ux peabunutauum [10, 12, 13].

C 2021 r. Tepanua naumeHToB co CMA B CamapcKon
06nacTv NpoBOgMTCA C MPUMEHEHWMEM NaTOrEHETUYECKUX
npenapatoB, obecneyeHue KOTOpbIMU GUHAHCUpYeTCs
n3 doHga «Kpyr gobpa». B HacTOALMIA MOMEHT neyeHue
HecoBepLUeHHONETHUX naumeHToB co CMA B perunoHe co-
OTBETCTBYET MeHAyHapoaHbIM cTaHgapTtam [17], ogHako
oTcyTcTBMe Banugu3aumm wkan CHOP-INTEND, MFM,
HFMSE n RULM B Poccum orpaHMumBaeT Ux NpuMeHeHue
U YCNOMHAET OLEHKY 3DDEKTUBHOCTU NeyeHus. JleyeHue
B3poc/bix nauueHToB co CMA He COOTBETCTBYET MEMHAY-
HapOAHbIM CTaHAapTaM, MOCKOMbKY GONBLUMHCTBO M3 HUX
He mony4aeT HeobxoAMMylo Tepanuio.

OzpaHuyenus uccnedosaHus. B uccnenosanue BKII0-
ueHbl MaTepumarbl apxmBa raBHOro 0611aCTHOMO yupexe-
HuAa — CaMapcKon 06MacTHOM KNMHMYECKOM 60MbHULbI
uM. B. [1. CepeiaB1Ha, 4TO UCKNIOYAET BO3MOMKHOCTb YUETA
AaHHbIX Bcex naumeHToB co CMA, nporkuBatowmx B Camap-
CKOV 061acTV ¥ He NPOXOAMBLLMX AWMArHOCTUKY U NeYeHne
Ha 6a3e CaMapcKoi 0651acTHOM KIMHUYECKON 60MbHULLbI.

3ARJTIOYEHUE

MpoBefeHHbI aHanu3 BbiABMN HeOOCTaTKU aua-
FHOCTUKM CMMUHANBHOWM MBILIEYHON aTpoduKu B peruoxe,
a UMeHHO JeduunT paHHed OMArHOCTUKK (BCe AMarHo3bl
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Poccunckmnin Meamnko-omonornyecKimin BeCTHUIK
nmern akagemmka M. 1. Nasnosa

MoCTaB/EeHbl MaLMEHTaM C BbIPAXKEHHOM KMHUYECKOM
CMMMNTOMAaTVKON), AedUUMT OLEHKU HerponcuxmaTpuye-
CKUX (aDDEKTMBHBIX, KOTHUTUBHBIX) HapYyLUEHWUM, OTCYT-
CTBME MOHWUTOPUHra IPPEKTUBHOCTM M OLEHKM KayecTBa
NPOBOAMMOr0 fleyeHns (0TCYTCTBME BanMOM3MPOBaAHHbIX
LUKan OLEHKM MOTOPHBIX HABbIKOB), @ TaKKe HU3KYI0 [0-
CTYNHOCTb Me[MKAMEHTO3HOW Tepanuu AnA B3pOC/bIX
MaLuMeHTOB, YTO, B CBOI0 04epelb W Ha B3rfiAf4 aBTOPOB,
Tpebyer:

- BHeJPEHWA HeOHaTaNbHOM0 CKPUHUHIA Ha CIUHANb-
HYI0 MbllieyHylo atpoduio U pedopMMpoBaHMA paboTbl
pernoHanbHOro MeuKO-reHeTUYecKoro LieHTpa c obe-
CMeYeHNEM BO3MOMHOCTU NPOBELEHUA MONEKYNAPHO-Te-
HETUYECKUX UCCNeAO0BaHWUM U paHHEN AMAarHOCTUKK Cru-
HaNIbHOW MbILLEYHOW aTpodum;

- UCCNef0BaHMA U perucTpaumnm agpPeKTUBHBIX U Kor-
HUTMBHBIX HapYyLWEHUA M UX AMHAMWUKKU B XO4e Tepanuu
C OMOPOM Ha AMArHOCTMYECKME PEKOMEHAALMK 3apybe-
HbIX CMELMANMCTOB C LieNTbi0 NepPCOHanu3aLmm TakTURM KX
TepaneBTUYECKOro BeAeHUA [OJIA MOBbILIEHUA KayecTBa
¥ NPOJOMKUTENBHOCTY HU3HU NALUEHTOB CO CMIMHANBHON
MbILLEYHON aTpodUen.

KpoMe Toro, Ba*KHO yuMTbIBaTbL CriefyloLee:

1. [InA OUEHKM OMHAMUKM MOTOPHBIX HapyLUEHWUM
Y NaLMEeHTOB CO CMMHANbHOM MbILIEYHOW aTpodumen He-
[O0CTaTOMHO MPOBEAEHUA HEBPOSIOrMYECKOr0 OCMOTPa;
KOppeKTHble AaHHble 06 3QdEKTUBHOCTU NPOBOAMMON Te-
panvu BO3MOXKHO MONYYMTb C NPUMEHEHWUEM CeLManm3m-
POBaHHBIX LLKaJ OLLeHKM MOTOPHBIX HAaBbIKOB NaLMEHTOB CO
CMMHANbHOW MbILEYHOM aTpoduen, YTo TpebyeT UX Banu-
am3aumu B Poccuu.

2.C 2021 r. getv co CNMHanNbHOM MbILLEYHOM aTpodu-
eVl B pervoHe Hayanu nosyyatb npenapartbl NaToreHeTnye-
CKoM Tepanuu, a cozpaHne OoHpa «Kpyr pobpa» B Hava-
ne 2021 r. noBAXANO Ha NeYvebHyl0 TaKTUKY B OTHOLLEHWU
MauMeHTOB CO CMUHANbHOW MbILIEYHON aTpoduen u gano
MM BO3MOMHOCTb MONYy4YaTb JOPOrOCTOALLEE NaToreHeTu-
UeCKOoe NleYeHue ¢ yYETOM peKoMeHJaLymM MUpoBOro npo-
deccmoHanbHoro coobLLecTBa, He Bble3an 3a npegens
CBOEro pervoHa. TeM He MeHee B3poc/ible MALMEHTbI CO
CMWHAMNbHOW MbILLEYHOM aTpodment B OCHOBHOM He mony-
YaloT NIEYEHMA, U aBTOPbI CYMTAIOT HEObX0AMMBIM 0becne-
UNTb LOCTYMHOCTb NaTOreHeTUYECKOW Tepanuu CruHamb-
HOW MbILLEYHOM aTpodumu ANA B3pOC/bIX NALMEHTOB NYTEM
MPUHATUA KITMHUYECKMX PEKOMEHZALUN MO CMMHANBbHOM
MbILLIEYHOW aTpoduM-5q ANA B3POC/bIX C YYETOM UMElo-
LLerocs Mex4yHapogHOro onbITa.

AONOJIHUTENIbHO

OuHaHcupoBaHue. Pabota nposoamnack B paMKax npoeKTa «baHK WH-
HOBALIMOHHBIX HEMpONCUXMaTpUYecKnx 1ccnenoBaHuit: Mpuoputer-2030»
(rpaHT Mpuoputet 2030, CamapcKkuid rocyaapCTBEHHBIN MeaWLMHCKUIA
YHUBEPCUTET).

KoHpnMKT uHTepecoB. ABTOpPbI 3aABMAIOT 06 OTCYTCTBUM KOHMIMKTA
VIHTEPECOB.
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