OBLWECTBEHHOE 300OPOBbE, OPTAHN3ALINA
N coumoniorna 3aPABOOXPAHEHNA

Tom 10 (3) 2025

Hayka n UHHOBauUuK B MeauLuHe

OpuruHanbHoe uccnegosaHue | Original research
DOI: https://doi.org/10.35693/SIM680762

E@@This work is licensed under CC BY 4.0
© Authors, 2025

lNMoBbllweHue ypoBHA BpayebHbIX KOMMNETeHUUn
B 0bs1acTu BeaeHUs NaLMeHTOB CO CMMUHaNIbHOMN
Mbllle4yHou aTpoduen 5g c NOMOLbIO BHEeAPEeHUsA
nporpaMMbl AONOSTHUTENbHOrO NpodgeccnoHasbHOro
obpa3oBaHuA

91.B. Bnacog!, T.C. CroHsakoB? 3, A.Sl. Manayk* 5, A.B. Naxesa’, H.H. KaMbIHKHa3,
0.B. NecHeBa¥, T.b. byxaposa’, C.C. Hukutun?, C.U. Kyues’

IHKO «Bcepoccuiickuii coto3 o6LiecTBeHHbIx 06beanmHeHnii nauneHToB» (Mockea, Poccuiickaa dPenepaums)
2PecnybnunkaHCKuin cneumMannsmpoBaHHbIi Hay4YHO-MPaKTUYECKNA MEOULIMHCKUIA LLeHTP MNCUXMYECKOro 300p0oBbS
(TawkeHT, Pecnybnuvka Y3bekmcTaH)

SIBY3 «lMNcuxunatpudeckas knuHuka Nel umenn H.A. AnekceeBa» genaptaMeHTa 3gpaBooxpaHeHus r. Mocksbl
(Mocksa, Poccuitckas Pepepaumns)
4PIrbOY BO «CamMapckuii rocyqapCTBeHHbI MegUUNHCKMIA yHuBepcuTeT» MuHsgpasa Poccum
(Camapa, Poccuiickas depepaums)

STBY «HaunoHanbHbIM ccnegoBaTenbCkMin MHCTUTYT OpraHn3auunn 3gpaBooXpaHeHns
N MedULMHCKOro MeHemMmKMeHTa» aenapraMeHTa 3gpaBooxpaHeHus 1. MockBbl
(Mockea, Poccuiickas ®epepaums)

8000 «MegkoHcyn» (Mockea, Poccuitckas Pegepauns)

"MIHCTUTYT BbICLUErO M AONOSIHUTENIbHOIO NPOgeccMoHanbLHOro o6pasoBaHns
®IrbHY «Meauko-reHeTU4ecknin HayyHbIn LEHTP MMeHn akagemuka H.IN. BoyukoBa»

(Mocksa, Poccuitckas Pepepaumns)

AHHOTauus

Iens — onenka 3¢ppeKTUBHOCTH IONIOIHUTEJIHON ITPOrpaMMbl 00pa30BaHUs
«MHOronpoGUILHLIN MOAXO0M K BeJIleHHIO [TAIUeHTOB C IIOATBEpPKAeHHBIM
JIMarHO30M CIIMHAJIbHAsI MblliedHast arpodust 5q» (36 gacos) (manee — I[1po-
rpamma JIT10 no CMASQ) B KauecTBe MHCTPYMeHTa ITOBbIIIEHUs] YPOBHS KOM-
MIeTeHIUI Bpadel, BXOASIINX B MHOTOIPOQUIIBHYIO OPUTrajly IO OKa3aHHIO
MeIMIIMHCKOM oMoy nanueHTam co CMASq.

Marepuan u Meropbl. Mcronb3oBaHbl MaTepuraribl, 3all0IHeHHbIe IperojjaBa-
TeJISIMU Kypca ¥ 06y JaroIUMUICs, TIPOLIeJIIIMMHY ITOAr0TOBKY 110 [Tporpamme
JI1I0 no CMASq. Yka3aHHble MaTepuaribl IPefICTaBIIsI co60i 6I1aHKK BXOJI-
HOT'O KOHTPOJIs1, BJIaHKM UTOTOBOM aTTeCTalliy U aTrTecTalluOHHbIe Be[IOMOCTH,
KOTOpble OBUTH IpefocTaBieHbl MHCTUTYTOM BBLICIIErO U JOIIOJHUTEILHOTO
npodeccronanbHoro obpazosanus PI'BHY «Mennko-reHeTudecKuii Hayd-
HBIH 1IeHTp uMeHH akajiemuka H.I1. BoukoBay.

Pesynbrarsl. [1o cocrosiHuio Ha siHBaph 2025 ropa nmoAroToBKy IpOLUIN
136 obyyatomuxcst u3 39 cybrexroB PP. B xozie UTOroBoi arrecranyu mno

obyuaroleil porpaMme Bce 0Oy4Yaroliyecs MoKa3ajld CPaBHUTENIbHO BbICO-
KU YPOBEeHb KOMIIeTeHIIMH TPY BBINOJIHEHUN TeCTOBBIX 3afaHuil: 70-80%
[IPaBJIBHBIX OTBeTOB fanu 96 obydaromuxcs, 81-90% — 36, 91-100% — 4.
Kax MHHUMYM Ha OJJMH KOHTPOJIbHBIM BOIPOC OTBETHIIM 42 00ydaroIuxcs,
Ha 1iBa — 85 1 Ha Bce Tpu Boripoca — 9 Bpadeil.

BeiBogsl. [Iporpamma ITIO no CMASq nokasaia 3¢p¢peKTUBHOCTb B IIOBbI-
LIIeHUY KOMIIeTeHIUI Bpayueii, COCTaBJISIOIMX MHOTONPOGUIIbHYIO Opuray.
Brenpenue pannoii [Iporpammsl IT1I0 no CMASq criocobHO NMOBBICUTS J10-
CTYIHOCTb ¥ 3¢$eKTUBHOCTDb MCIIOIb30BaHUS BBICOKO3aTPaTHON aToreHe-
THUYeCKOM Tepanuu nanuento co CMASq.

KirroueBrble cj10Ba: [IONOJHUTe IbHAs IpOrpaMMa 06pa3oBaHysl, ClIMHaIbHAs
MmblmeyHas arpodus 5q, CMASq.
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Abstract

Aim - to evaluate the effectiveness of the continuing professional education
program “Multidisciplinary approach to managing patients with a confirmed
diagnosis of 5q spinal muscular atrophy” (36 hours; hereinafter referred to as
the SMA5q CPE Program) as a tool for improving the level of competence
of doctors within multidisciplinary teams providing medical care to SMA5q
patients.

Material and methods. The study used the materials completed by course
teachers and students who had completed training under the SMA5q CPE
Program. These materials included entrance control forms, final certification
forms, and certification reports, which were provided by the Institute of
Higher and Continuing Professional Education of the N.P. Bochkov Medical
Genetic Research Center.

Results. As of January 2025, 136 students from 39 administrative entities of the
Russian Federation had completed the training. During the final certification
of the training program, all students demonstrated a relatively high level of
competence in completing test tasks: 70-80% correct answers were given by
96 students, 81-90% by 36, 91-100% by 4. At least one control question was
answered by 42 students, two by 85, and all three questions, by 9 doctors.
Conclusions. The SMA5q CPE Program has proven effective in improving
the competencies of doctors who make up a multidisciplinary team. The
implementation of this SMA5q CPE Program can increase the availability
and effectiveness of high-cost pathogenetic therapy for patients with SMA5q.
Keywords: additional education program, 5q spinal muscular atrophy, SMAS5q.
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m BBEJIEHUE

NMHaIbHas MbledHas arpodus 5q (CMASQq) — Tsokernoe

>KU3HeyTrpoXaroliee oppaHHOe HacIeCTBeHHOe 3aborie-
BaHUe, PerMyIIleCTBeHHO Pa3BUBalolleecs B JeTCKOM BO3pac-
Te [1-4]. B cootBeTcTBMM C KiTMHMYECKMMY peKOMeHIausIMU
mo CMA5q (2024) k Bemenuto mareHToB co CMASQ Heob-
XOIMMO ITPUBJIeKaTh Bpaueii-ClIeIIUajICTOB B COCTaBe MHOTO-
npoduibHOM KoMaH/b! [5—7]. KoopauHatopom MysETUANCITH-
IJIMHAPHOM KOMaH/bl, OKa3bIBAIOIEH MeJUIIMHCKYIO IIOMOIIb
narientaM co CMADSq, sBnseTcsl Bpad-HeBpoJIOr!, a y4yacT-
HUKaMH — Bpaud-TlefuaTphl, Bpauyu-TeparneBThl, Bpauyl TPaB-
MaroJIOTU-OpTOIIeibl, Bpaul aHeCTe310JI0TH-PeaHMaToJIor Y,

BPauM-MyJIbMOHOJIOTH, BPAa4U-TaCTPO3HTEPOJIOTH, BPAUH-/Ivie-
TOJIOTH, BPauH MO JiedeOHOM GUBKYIIBType, Bpadu GU3NIeCcKOl
Y peaGWITMTAllMOHHON MEUIIMHBI, BPA4H 110 TTaJUTHaTUBHOMN
MeIUITMHCKOM oMoty [8, 9].

B To ke Bpems HeKoTOpbie pabOThI BRISIBUWIN HeOCTa-
TOYHYIO TOTOBHOCTb Bpa4yei-CHeryaJuCcToOB K OKa3aHUIO
MeJIUIMHCKOHN moMoly narrenTaMm co CMAS5q Ha ocHoBe
coBpeMeHHOTO MHOTonpoduiasHoro noaxona [10-13]. Kpo-
Me TOro, IPOBeJleHHbIM HaMu aHanu3 [IpodeccronanbHOTO
crangapra «Bpau-uesponor» Nel240 (nanee — [1C)? mokasaut,
YTO JIOKYMEHT COJIePXKUT 0006IIeHHbIe JaHHbIE O TPYOBbIX
YHKIUSIX, ONMMCAHHBIX KaK OPUEeHTHUPOBOYHBIE TPYIOBBIE

LKnuHuyeckve pekoMeHpaumm M3 Pd «MpokcumansHas CMASqg», fetu, 2023, c.67.

KnuHuyeckune pekomerpaunm M3 PP «5q-accoummpoBaHHas CnnHanbHas MbllledHas atpodus», s3pocnele, 2024, c. 77.
2 YTBepxaeH npukazoM MuHMcTepcTBa Tpyaa v coumnanbHoit 3awmTel PP ot 29 aHeapsa 2019 roga NeS1H, B pegakuum ot 25 ceHTabps 2023 r.
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OBLWECTBEHHOE 300OPOBbE, OPTAHN3ALINA
N coumoniorna 3aPABOOXPAHEHNA

IeiicTBUS, HeoOxXoquMble yMeHUs U 3HaHus. Crenndudeckue
3HaHMS, HeoOXoAUMBbIe ISl BefleHus manueHToB co CMADSq,
B JJAHHOM JIOKYMeHTe OIMCAaHbI Yepe3 yIIOMUHAHUe 3HAaHUS

Tom 10 (3) 2025

Hayka n UHHOBauUuK B MeauLuHe
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NPOABNEHUI 1 AMarHOCTUKa»

..COBPEMEeHHBIX MeTOJIOB JIeYeHU. ..
3ab0yieBaHUM U (UJTK) COCTOSIHUM HEPBHOM CHCTEMbBI», B TOM

OCHOBHbIX

YHCIIe «HepBHO-MBbIIIeYHbIX 3ab0sieBaHu». Kakvie nmeHHO 3a-
GoeBaHys ¥ COCTOSIHYSI HEPBHOM CHCTEMBI SIBIISIIOTCS «OCHOB-
HBIMI» U OTHOCHUTCS JiU K TakoBbIM CMA5q, B IIC He ykazaHo.

Amnanmz PeneparbHOTO rocyiapCcTBeHHOTo 06pa3oBaTesIbHO-

TO CTaHapTa Bhiciiero obpasopanus — 31.08.42 «Heppororusi»!
(®I'OC) cBunmeTenbCTByeT 0 BO3MOXKHOCTU IIPOM3BOJIBHOTO

dopMupyeMble KOMNETEHLMU

Bpaqeﬁ-reHeTMKOB

MK-5. AnarHoctryeckas
[esTeNbHOCTb: FOTOBHOCTb K
onpeaeneHunio y nauveHToB
NaTosIOrMYECKNX COCTOSIHWA,
CMMMNTOMOB, CMHAPOMOB
3a60neBaHunii, HO3010TM4ECKMX
opM B COOTBETCTBUU

¢ MexayHapoaHou
CTaTUCTUYECKOM
knaccudvkauvei 6onesHen
1 Npo6sieM, CBSA3aHHbIX CO
300POBbLEM.

MK-6. JleyebHas pesTenbHOCTb:

TOTOBHOCTb K BEAEHMIO
1 NIeYeHUIo NauneHToB
C HaCNefACTBEHHbIMU
3a60n1eBaHUAMM.

MK-6. JleyebHas nesiTenbHOCTb:

FOTOBHOCTb K BEAEHUI0
1 NEYEHNI0 NauMeHToB
C HacNenCcTBEHHbIMU
3aboneBaHusaMU.

MK-9. PeabunutaunoHHas
[esTeNbHOCTb: FOTOBHOCTb K
NPUMEHEHMIO NIEKapCTBEHHOM,
HeMeaukaMeHTO3HOoMn
Tepanuu 1 Apyrux METOA0B y
NaLMeHTOB, HYXXAAIOLLUXCS B
MeavLUMHCKON peabunutaumm.

MK-5. AnarHoctuyeckas
NesTeNbHOCTb: TOTOBHOCTb K
onpeneneHnto y naunMeHToB
NaToNOrM4Yecknx COCTOSIHUN,
CMMNTOMOB, CUHAPOMOB
3a60/1eBaHWi1, HO30M0TMYECKUX
OopM B COOTBETCTBUM

¢ MexpyHapopaHoi
CTaTUCTUYECKOM
knaccudvkauvei 6onesren
1 Npo6sieM, CBSI3aHHbIX CO
3[0POBLEM.

MK-6. JleyebHas neaTenbHOCTb:

TOTOBHOCTb K BEAEHWI0
1 NeYeHNIo NauneHToB
C HacNenCcTBEHHbIMU
3aboneBaHUsaMU.

MK-9. PeabunutaunoHHas
LesTeNbHOCTb: FOTOBHOCTb K
NPUMEHEHMIO JIeKapCTBEHHOM,
HemMeaMKaMeHTO3HOM
Tepanuu 1 opyrvx MeToaoB y
NaLMeHTOB, HYXAaOLLUXCS B
MeaMLUMHCKON peabunutaumm.

Bpayeii-HeBponoros,
Bpayer-TepaneBToB, Bpayeun
obLueit NpakTukK, Bpayei
TPaBMaTOJIOroOB-0pPTONEAoBs,
Bpayeil aHecTesnonoros-
peaHMMaTosnoros, Bpayeii-
nysIbMOHONOrOB, Bpayei-
racTpPO3HTEPONOroB,
Bpayen-gueTosioros, Bpayen
no nevebHow uskynsType u
CMOPTUBHOW MeanLUmnHe

OrK-5. CnocobeH HazHa4YaTb
JleYeHvie naumeHTam npu
3abonieBaHusix u (1nu)
COCTOSIHUSAX, KOHTPONMPOBATL ero
3 heKTUBHOCTb U 6e30MacHOCTb
MK-5.

OnMK-6. CnocobeH npoBoanTb 1
KOHTpONMpoBaTb 3pPEKTUBHOCTb
MEeponpuaATUA N0 MEAULIMHCKOWM

peabunuTtaumm npy 3a601eBaHUAX

1 (MNn) COCTOSHMSX, B TOM
y1cne npu peanusauum
MHOMBUAYaNbHbIX NPOrpaMMm
peabunutauum unm abunuTaumm
mHBanugos MK-6.

OnNK-6. CnocobeH npoBoanTb 1
KOHTpONupoBaThb 3pEKTUBHOCTb
MeponpuaTUin N0 MEAULIMHCKOW

peabunutauum npu 3abonesBaHmsx

1 (Mnn) COCTOSHMSX, B TOM
yucne npu peanusauum
MHAVBUAYaNbHbBIX NPOrpaMMm
peabunutauum unm abunuTaumm
MHBaNUOoB.

OnMK-8. CnocobeH npoBoanTb 1
KOHTpONMpoBaTb 3PPEKTUBHOCTb
MeponpuaTUiA No NpocunakTuke
1 (POPMMPOBaHUIO 300POBOTO
06pasa X13HU 1 CaHUTapHO-
rMrMeHNYeckoMy NpPoCBELLEeHNIo
HaceneHus.

OrK-5. CnocobeH HasHa4aTb
JIeYeHvie nauveHTam npu
3aboneBaHuax n (Mnu)
COCTOSIHUAX, KOHTPONMPOBATbL ero
3 heKTUBHOCTb U 6e30MacHOCTb.

OnMK-6. CnocobeH npoBoanTb 1

KOHTpONMpoBaThb 3pPEKTUBHOCTb

MEeponpuaTUiA N0 MEAULIMHCKOW

peabunutaunmn npy 3a6onesaHnsax

1 (MNK) COCTOSHMSAX, B TOM
yucne npu peanusaumm
MHAMBMAYANbHbIX MPOrpaMMm
peabunutauum unm abunuTaumm
MHBaNMLOB.

OrK-8. Cnoco6eH NpoBoanTb U

KOHTPONNPOBaTh 3(hPEKTUBHOCTH

MeponpuaTUiA No NpounakTuke
1 hOPMUPOBaHMIO 3[0POBOrO
06pa3za XW3HN U CaHUTapPHO-
TUrMEHNYECKOMY NPOCBELLEHUIO
HaceneHus.

Bpayei-neamaTpoB

OnK-4. Cnoco6eH NpuMeHsTb
MeauUMHCKWe npenus,
npefycMOTPEHHbIE NMOPSAKOM OKasaHWs
MeauLMHCKOM NOMOLLN, a Takke
npoBoanTL 06CNeaoBaHNs naumeHTa ¢
LieNbio YCTaHOBMEHNUA AnarHosa.

OMK-5. Cnoco6eH oueHnBaTb
MOPOPYHKUNOHANbHbIE,
busnonormyeckne CocToaHUs

1 naToniornyeckme npoLecch! B
opraHv3Me YenoBeka Ans pelleHns
npoceccmoHanbHbIX 3a4a4.

OlNK-6. Cnoco6eH opraH13oBbIBaTb

yxof, 3a 60nbHbIMU, OKa3biBaTb
NepBUYHYI0 MEAVKO-CaHUTaPHYIO
nomoLLb, o6ecne4nBaTb opraH1M3aLmio
paboTbl U NPUHATHE NPOPECCUOHANBHBIX
PeLLEeHWI NPU HEOTNOXHBIX COCTOSIHUSX
Ha JorocnuTanbHOM 3Tane, B YCIoBUSAX
ypesBblYariHbIX CUTYaLUiA, ANMAEMUIA N B
oyarax MacCcoBOrO MOPAXEHWS.

OrK-7. CnocobeH HasHavaTb neyeHne
1 OCYLLECTBNISATb KOHTPOSIb €ro
3 heKTUBHOCTM 1 BesonacHoCTy.

OrK-8. Cnoco6eH peanv3oBbiBaTb

M OCYLLECTBNSATb KOHTPOSIb
3(PPEKTUBHOCTU MEAULIMHCKON
peabunutauuu nauueHTa, B TOM yucne
npu peanusaunn MHANBMAOYasbHbIX
nporpamMm peabunuTaumm u aunutauum
pebeHka-uHBanuaa, NPoOBOANTL OLIEHKY
Ccnoco6HOCTM NauMeHTa oCyLLIeCTBNATb
TPYAOBYIO AEATENBHOCTb.

ONK-9. Cnoco6eH peann3oBbiBaTb
NpuHUUNbLI MEHEDKMEHTa KavyecTBa B
nNpodeccrMoHanbHOM AeSTeNbHOCTY.

Or1K-10. CnocobeH peluatb
CTaHAapTHble 3aJaun
npodheccroHanbHON AesTensHOCTU C
MCMOJIb30BaHNEM MHCDOPMALIMOHHBIX,
6unbnuorpacnyeckmx pecypcos,
Me[auKo-61osIorMyeckon TepMUHONOMUM,
MHOPMaLIMOHHO-KOMMYHUKALIMOHHbIX
TEXHOMOMUIN C Y4ETOM OCHOBHbIX
Tpe6oBaHW MHPOPMaLIMOHHOMN
6e3onacHoCTy.

OrlK-1. Cnoco6eH peann3oBbiBaTb
MoparsibHble U NPaBOBble HOPMBI,
3TUYECKUE U [EOHTONOrMYECKUE
NPVHLMMbI B NPOecCMoHanbHoM
eATenbHOCTU.

Tabnuua 1. Pa3oensi [poezpammbl MO no CMAS5Qg u ux xapakmepucmuku
Table 1. Sections of the CPE for SMA5q and their characteristics

Bpayein No MeauLMHCKON
peabunutauum, Bpayei no
nannnaTMBHOMW MegULIMHCKON
nomoLLu

Or1K-4. CnocobeH
o6cnenosarb NaLUEHTOB
C LieNbio BbISIBIEHUS
orpaHu4eHust
U3HEAESTENbHOCTH,
HapyLUeHNs yHKUNIA

1 CTPYKTYp OpraHuama
yernoseka.

ONK-5. CnocobeH
Ha3HayaTb MeponpuaTus
Nno MeANLMHCKOM
peabunutauum nauneHTos,
VMEIOLLUX OrpaHNYeHnst
KM3HEeAesTeNbHOCTH,
HapyLUeHns dyHKLUK

W CTPYKTYp OpraHvaMa
Yyenoseka, KOHTPOSb

nx 3OHEKTUBHOCTU U
6e3onacHocTu.

OnNK-4. CnocobeH
obcnenoBath NaUWeHToB
C Lienbto BbISBNEHUS
orpaHu4eHust
YN3HEAEATENbHOCTH,
HapyLUeHNUs yHKUMNIA

1 CTPYKTYp OpraHvuama
yenoseka.

OnK-5. CnocobeH
HasHa4aTb MeponpusTUs
Nno MeAVLMHCKOM
peabunutauum nauneHTos,
VMEIOLLMX OrpaHNYeHnst
KM3HEeOesTeNIbHOCTH,
HapyLLeHns yHKLUK

1 CTPYKTYp OpraHvuama
4yenoseka, KOHTPOJb

nX 3 PEKTUBHOCTUN 1
6e3onacHocTu.

OMNK-6. CnocobeH npoBoanTb
1 KOHTPONMpPOBaThb
3(pPeKTUBHOCTb U
6e30nacHOCTb MeAULIMHCKON
peabunutauum nauneHTos,
MMEIOLLINX OrpaHNYeHus
XU3HEAEATENbHOCTH,
HapyLUeHNUs yHKUNIA

1 CTPYKTYp OpraHuama
4enoBseka, B TOM 4ucne npu
peanvsauun UHAUBUAYaNbHbIX
nporpamMM MeauvLIMHCKOM
peabunutauum unm
abunuTauum UHBaNMaoB.

ONK-8. Cnoco6eH

NpoBOAUTL aHaNu3 Meaunko-
CTaTUCTMYeCKoW MHopMauum,
BefleHne MeduLMHCKON
AOKyYMEeHTaLumn, opraHusauuio
NeAaTenbHOCTN HaxoasLlerocs
B PacrnopseHnu
Mea1LMHCKOro nepcoHana.

1 YTBEpPXAEH NpWKasoM MUHUCTEPCTBA Hayku U BbiCLLEro o6pa3oBanust PP ot 2 despans 2022 r. Ne103.
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mozixofia 00pa3oBaTeIbHbIX OpraHM3alUi K CO3[IaHUIO U pea-
JIM3ALIMH COOTBETCTBYIOMMX ITporpaMM. ComacHO yKazaHHO-
My PI'OC, «ripodeccroHanbHble KOMIeTeHIUH OIIpeIesITioTCs
00pa3oBaTeyibHOM OpraHu3alyiell CaMOCTOSITeIbHO Ha OCHOBe
[IC, cooTBeTcTByIOMUX TPOdECCHOHAIBHON AesTeIbHOCTU
BBITYCKHUKOBY (1. 3.4 PI'OC). 3necs xe aBropsl PI'OC yka-
3BIBAIOT, YTO «M3 Kaxkjoro BhibpanHoro [1C obpa3oBarenbHast
OpraHu3anys BbIJeNsieT OHY WIN HeCKOIbKO 0000IIeHHbIX
TpynoBeIX ¢y (OTP), mpu aToM « OTD MoxkeT OBITH BbI-
JleJieHa TIOJTHOCTBIO WK 9acTUYHO». OTHOBPeMeHHO C 3TUM
nyHKT 3.6 @I'OC ogHO3HAYHO OIpefiesisieT, YTo porpaMma op-
JIUHATYPHI 110 CIlelliaibHOCTH «HeBposorus» cooTBeTCTBYeT
PI'OC, ecnut 0becIiedrBaeT BITyCKHUKY KOMITETEHITUH B OTHOM
13 chep npodeccCUOHATTEHOM JIeATeTbHOCTH (A AIMUHHUCTPATHB-
Hasi, 0Opa3oBaTesibHasl 00JaCTH U 3paBooxXpaHeHue, m. 1.12
®I'OC) u B peltieHNH 3a/1a4 OJJHOTO THIA (MEAUIIMHCKUH, Ha-
YYHO-UCCIe0BaTeNIbCKUAM, OPraHU3allMOHHO-YIIPaBIIeHYeCKUH,
nearoruyeckyit tumsl, 1. 1.13 ®roc) [14].

Taxoke MBI U3y4MIIM OCHOBHBIe ITpodeccroHaIbHBIe 0Opa-
30BaTeIbHbIe [IPOrPaMMBI BBICITIero 00pa3oBaHuUs — TPOTpaM-
MBI OpJIMHATYPHI 110 crienraabHocTH 31.08.42 « HeBposorusy»
(manee — OIIOII) necsitu yueOHBIX 3aBe/leHHM BBICIIEro 06-
pasoBanus 3a 2021-2024 rr. IIpoenennsiii ananus OITOTT
POCCHIACKUX BY30B I10 clielidaIbHOCTH « HeBponorust» BBIIBUIL,
9TO OTAeNbHOe 3aHsTHe 1o CMASQ Ha JeThIpe akajieMHuye-
CKMX 4aca ObIIO 3allJIaHUPOBAHO JIUIIbL B OJHON U3 [IeCITU
pabounx nporpamy; ynomuHanve CMADSq coep>XuTcs B ye-
ThIpeX M3 JIeCSTH IPOrPaMM B KOHTEKCTe 3aHSATHSI 10 HepBHO-
MBIIIIEYHBIM DOJIe3HsIM, a YIIOMHUHAHHEe HePBHO-MBIIIIEYHbIX
Oose3Helt Oe3 yTOUHEHHS B CTPYKType IPOYNX 3aHSATHI ellje
B TpeX U3 JecSITH pabouux POrpaMM.

Taxkum 06pa3oM, BpauH-HEBPOJIOTH, TIOITYIUBIIHE TOIBKO
6a30Boe 0Opa3oBaHKe, UMEIOT He[IOCTaTOYHO ITyDOKHe KoMIle-
TeHITUHU JIJIs1 OKa3aHWsI KaueCTBeHHOM IOMOIIY MTaIleHTaM Co
CMADJSq [14]. Kpome Toro, mosiBjieHre HOBBIX JUArHOCTHYe-
CKUX U TepaleBTUYeCKUX UHCTPYMEHTOB, a TaK)Ke PeryspHbIN
[epecMOTp PeKOMeHAAIKi [0 BeJleHUIO TaHHBIX MallleHTOB
TpeOyIOT IIpOBeleHus JOTIOIHUTENbHBIX 00pa3oBaTelbHbIX
MEepOTNPUSTUI [IsI CITeIIMaIMCTOB, yYaCTBYIOIIMX B OKa3aHUN
MeIVIIMHCKOM ITIOMOILH.

YToObl TOBLICUTH YPOBEHb KOMIIeTEeHITUH Bpauei, BXOJs-
[IUX B MHOTOIIPOUIIBHYIO KOMaHAY I10 JIeYeHUIO U Be[leHHIO
naruenToB co CMASq, B 2022 rony Ha 6a3e MHCcTHTYTa BBIC-
ITIero ¥ I0MOTHUTETLHOTO MPodeCcCHOHATBHOTO 06pa30BaHus
OI'EHY «Menyko-reHeTUdeCcKUil HayYHbIM IIEHTP UMEHH aKa-
nemuka H.I1. BoukoBay 6bu1a pa3paboTaHa U peajii30BaHa J10-
MOJIHUTeJIbHAs TpodeccroHabHas IporpaMMa MOBBIIIeHUs
KBasipUKaImu 1o teMe « MHOTOpoGHIbHBIN MOIXOM K Be-
JIeHUIO NAlleHTOB C TIOATBePXKIeHHBIM TUarH030M CIIMHAJIb-
Has MbIliedHas arpodus 5g» (36 yacoB) (manee — [Iporpamma
AI1O mo CMA5q)'.

m [TEJIb

OrnenuTh 3¢pPeKTUBHOCTh YKa3aHHON 0Opa3oBaTelbHON
MpOrpaMMBbl B Ka4eCTBe MHCTPYMEHTA MOBBIIIEHUS] YPOBHSI
KOMIIETeHIMIi Bpadell, BXOSIIUX B MHOTOIIPOGWIBbHYIO GpH-

raz[y II0 OKA3aHUKO Me,[lPIL[HHCKOﬁ IIOMOIIIU ITallMeHTaM CO
CMAG5G.

m MATEPUAJI 1 METO/IbI

[Ipu moaroToBKe CTAaThU OBIIIM UCIIOIB30BAHbI MaTepHaIlH,
3aroJIHeHHbIe IIpero/iaBaTe/sIMU Kypca U 00ydJaronuMuct,
mporeamnmMu moarotoBky 1o [Iporpamme 110 mo CMAS5q.
‘YkazaHHbIe MaTepHalIbl IPeCTaBIISUI CODOM OJIaHKU BXOJTHO-
T'0 KOHTPOJIS, OJIaHKU UTOTOBOM aTTeCTal[My U aTTeCTallkoOH-
Hble BeZIOMOCTH, KOTOPbIe ObIIH NpefjocTaBieHsl MHCTUTYTOM
BBICIIIETO U JIOTIOJTHUTETLHOTO TPodeCCHOHAIbHOTO 00pa30Ba-
Hust PI'BHY «Menuko-reHeTH4eCKUit HayYHbIHM IIeHTP UMeHU
akagemuka H.IT. BoukoBay. IIpu cTaTrcTHdeckoM aHasm3e pe-
3yJIBTaTOB OBUT UCIIOJIB30BAH METOJT OIIMCATEeNIbHOM CTaTUCTH-
K, 11 nonydenus quarpamMmmsl — STSS (Syunyakov Timur
Sergeevich Statistics, cTaTucTiueckuil aHaIM3aTOP TaHHBIX
CronsikoBa T.C.).

Henwto mporpammel JIT10 mo CMAS5q siBnsiercst dopMu-
pOBaHHe CIIOCOOHOCTU ¥ TOTOBHOCTH Bpauei pa3HbIX CIIeITH-
aJIbHOCTeH K OllpefiefieHUIO Y MalleHTOB MaToIOTHYeCKUX
COCTOSIHMI, CHMIITOMOB, CUHIPOMOB, XapaKTepHbIX IS Ha-
cnencreenHo CMADB(Q, K BefIeHUIO U JIEYeHUI0 TaKUX Tally-
€HTOB, K IIPUMeHEeHUIO JIeKapCTBeHHOW, HeMeIUKaMeHTO3HOU
Tepanuy U Ipyrux MeTOo/IOB.

B xauectBe ¢popmbl 06yueHUs OblsIa M3bpaHa ouHas ¢pop-
Ma, B TOM 4HCJIe C IpPUMeHeHeM JTUCTAHI[MOHHBIX 00pa3oBa-
TebHBIX TeXHOJIIOTUH U 3IeKTPOHHOTO 00y4eHHs B pexxumMe
CHUHXPOHHOT'0 00y4eHHs, C OTPBIBOM OT paboTHI.

Cocrasiisitoriiyie pabouei mporpamMMbl, CGOPMUPOBAHHbBIE B
KaueCTBe MOJYJIel, TIpeficTaBjeHbl B Tadaune 1, conepxxanue
MOJIyJIel Mpe/ICTaB/IeHO B Ta0unax 2—4.

BxonHo# KOHTPOJIb COCTOSUT U3 12 TeCTOBBIX BOIIPOCOB C
4yeTHIPbMs BapHaHTaMu 0TBeToB. IIpu npoBeneHuu arrecTa-
I[MOHHOT'O 3aHSTHS UCIOJIb30BAINUCH IBe GOPMBI KOHTPOJIS —
cobeceioBaHMe U TeCTOBBIM KOHTPOJIb. MIToroBas aTrecrarus
BKJIIOYaJIa BOTIPOCHI IO KaXKAOMY U3 Tpex monyieit: «Hacnen-
crBenHass CM A5q: aTroniatoreHes, Kjaccudpukaryst, 0cCobeHHO-
CTH KIIMHUYECKUX TPOSIBIIEHUH M IMArHOCTUKAY (12 OTKPBITHIX
BOIIPOCOB U 12 TeCTOBBIX 3afaHUI C YeThIPbMS BapHaHTaMHU
oTBeTOB); «Peasu3zariuist MHOrOmpoduILHOTO TIOIX0/1a B OKa3a-
HUY MeIUIMHCKOH oMoty narentam co CMASg» (29 kos-
TPOJIbHBIX BOIIPOCOB U 45 TeCTOBBIX 3aiaHuii); «FOpumudeckue,
3TUYeCKre ¥ KOOpAWHAIMOHHbIEe aCIIeKThl MHOTOIIPOGUIBHOTO
MIO/IXOZA TIPM OKa3aHMK MeIUIIMHCKOM ITOMOIITH TTallieHTaM CO
CMAS5Qg» (9 KOHTPOJILHBIX BOMTPOCOB M 12 TECTOBBIX 3a/ITaHUIA).
BuneTs! A71s1 aTTeCTallMOHHOTO 3aHSTHS COCTOSUIA U3 TPeX KOH-
TPOJIBHBIX BOITPOCOB (TI0 OHOMY M3 KaXKA0TO MOJYIIS) U IISIT-
Ha/II[aTH TeCTOBBIX 3aJJaHUH.

m PE3VYJIBTATBI

ITo cocrosHuio Ha suBapb 2025 roga ouHoe oOy4yeHHe
M0 YKa3aHHOM MporpamMMe MpOILIH 4 TPYIIbl 00yYaroImx-
cs (Bcero 136 Bpaueii u3 39 cyobexktoB P®D). [leranusanus
00y4aromXxcs MO CIelHaIbHOCTSIM U peroHaM IpeJicTaBlleHa
B Tabamuax 5, 6.

B xome npoBenenyst BXOMHOTO KOHTPOJIst MeHbIe 50% mpa-
BWIBHBIX OTBETOB Jjaiu 69 oGyuatornmxcs, 51-70% — 42 Bpaya
u 70-80% — 2 obyuaronuxcs, U eltie 23 00y4aromuxcs He IpH-
HSUIM y9acTHe BO BXOIHOM TeCTUPOBaHUH. B xome UTOroBoi
aTTecTalluy 1o obydarolreil mporpaMmme Bce 0Oydaronecs
[I0Ka3ajl¥ CPaBHUTEJIBLHO BBICOKUHM yPOBEHb KOMIIeTeHIIUHI

1 MNporpamma opobpeHa YyebHo-MeToauyeckoi kommccueit MBuNO ®réHY «MIHLy (npotokon Ne2 ot 06 mas 2022 roga); nepBblit y4ebHbIi NnaH yTBepXAeH NpMka3oM AupekTopa

DrBHY «MIHL» ot 11 mas 2022 r. Ne19-AMNO0.
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Hayka n UHHOBauUuK B MeauLuHe

HaumeHoBaHuWe TeM, 31eMEHTOB U NOA3NIEMEHTOB

CrpykTypa u hyHKUMA nepucepryeckoro HeipOMOTOPHOrO annapata

CTpykTypa nepudepnyeckrx MOTOHEAPOHOB U MPUHLMMBI X (DYHKLIMOHMPOBAHNS

MexaHu3Mbl naToreHesa HacnegCcTBEHHbIX CMMHANbHbIX MbILLEYHbIX anOCbI/IIZ n dJyHKLlVII/I 6enkoBbIX NpoAYKTOB reHoB, OTBETCTBEHHbIX 338 BO3HUKHOBEHUEe

OTAENbHbIX FeHETUYECKNX BapnaHToB
Knaccudukaumna HacneacTBEHHbIX CIMHAMNbHBIX MbILLEYHbIX aTpoduii

KnunHuko-reHeTuyeckne xapakTepucTuku HacCneacTBEHHbIX CNMHANbHBIX MbILLEYHbIX aTPOguii

KnuHuko-reHeTnyeckue n Hepocuamnonormyeckue xapakrepuctukn CMASq

MHTepnperaums pe3ynstatoB Hepodu3nonornieckoro uccnengoBaH1s Npy NoAo3peHnn Ha HacneacTeeHHyro CMASq
[unddepeHumanbHas AMarHocTka HacNeACTBEHHbIX CMIMHAMbHbIX MbILLEYHbIX aTpouii C APYrMMU rpynnaMn HEePBHO-MbILLIEYHbIX GonesHein

Megauko-reHeTM4ecKoe KOHCYNbTUPOBaHMe cemeit, oTaroeHHsIx CMASq

anIHLIVII'IbI COCTaB/1IeHna poaoC/IOBHbIX MNaUMeHTOB C HacneacTBeHHbIMU 6onesHaMu n onpeperieHne reHeTnyeckoro crtatyca poacTseHHMKOB npoGaHua co CMASq

¢’OpMMpOBaHMe cnoco6oB NPOMUNaKTUKN BO3HUKHOBEHWS NMOBTOPHbIX Cy4YaeB

MeTtoabl MoneKkynsipHo-reHeTu4eckoi anarHoctmku CMASq
MonekynspHo-reHeTnyeckve npuymHsl CMASq

MeTogabl, NpUMeHsieMble AN CKPUHUHTA: TpeﬁOBaHVIﬂ, orpaHn4eHuns, BOSMOXHOCTU

MeTogabl, NpUMeHsieMble AN ANarHOCTUKU CMA5q: TpeGOBaHVIﬂ, orpaHun4eHuns, BO3SMOXHOCTU

MeToabl, npMMeHseMble AN AMarHocTuknm Hocutensctea CMASq
MpeHaTanbHas » NnpeuMnaaHTaunoHHas anarHoctuka CMASq
3akntoveHne no MonekynspHo-reHeTn4eckoMy nccnegosanmio CMASq

Tabnuua 2. CooepxxaHue modyns «CMASq: amuonamoezeHes, knaccugukayusi, 0cobeHHOCmu KAUHUYeCcKUX NposiBieHull u duazHoCmuKa»
Table 2. Contents of the module “SMAS5q: etiopathogenesis, classification, features of clinical manifestations and diagnostics”

HauMeHoBaHue TeM, 31IeMEHTOB W NOA3/IEMEHTOB

®DyHKUMA AblxaHWUA Y naumeHToB co CMASq

MpUHLMNLI COBPEMEHHbIX NMOAXOAO0B K OpraHn3aLmm 1 NpoBefeHuto
AbIxaTenbHoM nopaepxkun naumeHtTos co CMASq

Kputepumn koHTpons agpdeKkTMBHOCTU AblXaTenbHOM NOAAEPXKN

[lnarHocTuka OCTpbIX HapyLLeHuiA AbixaHns y nauneHTos co CMASQ; HaBblku
KOPPeKLUM CUTYaLIUIA, YTPOXaIOLLMX XU3HN

O6Lwme noaxoabl K NPOBEAEHNIO HENHBA3WBHOW WCKYCCTBEHHOW BEHTUNALIMN
nerkux (H/BJ1) B gOMaLLHMX YCNOBUAX

ANropuT™M HEOTNIOXHOM 1 3KCTPEHHOM MOMOLLM BHE3aMHbIX COCTOSHWIA
(Npv AekaHNALMK, acnupaumny U Op.) v AblxaTenbHOV NOAAEPXKV Npu
MHEKUMOHHBIX 6one3Hsx y naumeHToB co CMASq

KoopanHauus pa6oTbl Bpa4a-nynbMoHosIora v creyuanucTa no
[blIXaTenbHoW NoAKePXKe B KOMaHAE N0 MHOrONPOMUILHOMY NOAXOAY
BefeHnsa nauveHTos co CMASq

DyHKUMA CUCTEMbI NULLEEBapeHus Y nauueHToB co CMA5q

Hepoepaxue v npobnemMa 3apepxku Habopa Beca, pocTa U PasBUTUS MBbILLILL;
npuymnHbl oxvpeHns npu CMASq

Koppekuusi HyTpUTUBHOTO CTaTyca 1 NPUHLMMbI HYTPULIMOHHOW NOAAEPXKKN
onsa obecneyeHvst OCTaTO4HOro NMTaHua nauveHTos co CMASq

MaTonornyeckune HapyLueHusi co cTopoHbl XXKT 1 ux koppekuust y nauneHToB
co CMA5q

MpodunakTuka acnMpaLMoOHHOrO CUHAPOMA NpY HapPYLUEHWUW FNOTaHUS Yy
nauuneHToB co CMA5q

MpodunakTuka ocTpbIX COCTOSHUIA: acnMpaLuu, CMeLLEHUS 1 MUTrpaLum
30HAA, HapYLUEHWsI MPOXOAUMOCTY NUTaTeNbHON TPYBKU, NEepPUCTOMAbHbIX
MHDEKLUMIA, METaboMYeckux HapyLueHuii y nauveHta co CMA5Sq

KocTHo-MbIWwevHas cuctema y naumentoB co CMASq
[narHocTnka nNaTonormyecknx U3MeHeHun KOCTHO-MbILLEYHON CUCTEMBI

Moaxoab! k husamoTepaneBTUHECKON 1 OPTONEeaNYECKON Koppekunn y aeTen
co CMA5q pasHbix TMMNoB

OpTtonegnyeckoe ConpoBOXAeHWe: NPopunakTuka u neyeHve, B ToM
yncne xmpypruyeckoe, aedopMaLnm No3BOHOYHNKA, MOABLIBUXOB/BbIBUXOB
Ta306eApeHHbIX CYCTaBOB, KOHTPAKTYpP, OCTEONOP03-aCCOLMMPOBAHHbIX
nepesioMoB

OpTonenunyeckne BMelLaTensCcTBa y naumeHtos co CMASq

duranyeckve 1 annapatHble cnocobbl NPOUIAKTUKM KOHTPAKTYp, CKONMo3a,
coxpaHeHns obbema ABWKEHWIA U NpeaoTBpaLleHns 601eBoro cMHapoMa

MpakTnyeckme HaBblk1 OPTOMEANYECKON NOAAEPKKM, peabunUTaLMOHHbIX
MeponpuaTuin n uandeckon Tepanum

KoopavHaums v o6ecreyeHne HyTPUTUBHOM U SbIXaTesIbHOM NOAAepKKA Y
NauMeHTOB C OPTOMEAUYECKUMU KOHCTPYKLMSIMUA, OCHOBbI B3aUMOLEACTBUS
Mo 3TOMY BOMPOCY 4IEHOB MHOTONpoduIbHOM Gpuragbl

HanmMeHoBaHWe TeM, 3NEMEHTOB U NOA3IEMEHTOB

LLikana oueHku MoTopHbIX dyHkUwMi npu CMASq (The Hammersmith
Functional Motor Scale Expanded (HFMSE)

[epecMOTpeHHbIN MOdy b OLEHKU MOTOPHON YHKLIMN BEPXHUX
KoHevHocTei (RULM)

TecT petckoit 6onbHULBLI Prunagenbhum Ana oUeHKU ABUraTeNbHbIX
YHKLWI NaLMEHTOB C HEPBHO-MbILLIEYHLIMU 3abonieBaHusiMu (Children’s
Hospital of Philadelphia Infant Test of Neuromuscular Development,
CHOP-INTEND)

TecT 6-MUHYTHOI X0Ab6bI Y NnauneHToB co CMASq (BMWT)
CoBpeMeHHble NoAaxoabl K naToreHernyeckon tepanum CMASq
Bo3MoxHocTH reHHoi Tepanum CMASq 1 cnocobbl BBEAEHWS NpernapaTos

Pekomenpaumn no BeiGopy npenapaToB Ans reHHol Tepanun CMASq
13 NepeyHs 3apermcTpupoBaHHbIX B P®: HycuHepceH, pucavnnam,
OHaceMHoreH abenapBoBek

MponoHrpoBaHHas nHTpaTekanbHas Tepanus CMA5q npenapaTtom
HyCUHepceH

[MpaBuna KOHTPONSA UCNONb30BaHWS NEpPopPasbHbIX NpenapaTos

Ocob6eHHOCTM NaToreHeTUYeCcKoro IeYeHNs NaLMeHToB, HaXoOAaLWMXCS Ha
HWBIN/VBI n KopMneHun Yepes nuTaTenbHyto TpyoKy

PeabunuTtaumoHHble MeponpuaTua y naumeHToB C pa3HbiMU
KITMHNYEeCKUMU NPOoSBNEHUAMU

MpyHUMNBI cMMNTOMaTUYeCcKoi Tepanum y naumeHTos co CMASq,
nonyyatoLLmx NnaToreHeTu4eckoe eveHme

OueHka 3adeKTUBHOCTY NaToreHeTUYecKoit Tepanum npy cobatoaeH M
CTaHLAPTOB MO 06LLENPUHATLIM KIIMHUYECKUM LLKanam

MannuaTtuBHas noMouwb nauymeHTam co CMASq

Onpepenexune 1 oopMIIeHNE NoKa3aHuii K OKa3aHWo NannuaT1BHOMN
MeaMLMHCKON NoMoLLm AeTaM 1 B3pochnbiM co CMASQ B paMkax dyHKUMiA
Bpavye6HOM KOMUCCUM MeOMUMHCKOWM opraHn3aumnm

MpUHUMNbI OpraHM3aLmm NanIMaTBHOW MEAULIMHCKON NOMOLLM
naumeHtam co CMA5q B aMBynaTopHoW 1 cTaunoHapHoi opme,
MapLIpyTU3aLMsa NauMeHToB N MeXAVCLUMNNHapHOe B3auMoaencTeme
cneunanncToB

Ob6ecneyeHne nauneHToB co CMASQ, nonyyatoLmnx nanimaTuBHyio
MEAVLIMHCKYIO NMOMOLLb Ha AOMY, MEAULIMHCKUMU U30ENUSMU ANS
nopaepXaHus yHKLMA OpraHoB U CUCTEM OpraHM3Ma YenoBeka

MpuHUMNBI 3PPEKTUBHON KOMMYHUKALIMA N NCUXOCOLIMANIbHOMO
conposoxaeHus geteit co CMASQ, a Tawke Y4NeHOB UX CeMeil.
|_|pVIHLlVII'IbI COOGLLleHI/Iﬂ NAoxXux HOBOCTeI?I; MeToA0/10rmg CoBMecTHoro
NPUHATWS PeLLeHnin BpaioM U 3aKOHHbIM NpeacTaBuTenem pebeHka npu
OKasaHUM NannMaTMBHON MeAULIMHCKOW NOMOLLM; 06pa3oBaTesibHbIe

1 pekpeaunoHHble noTpe6HocTM pebeHka co CMASq, nonyyatoLlero
nannmMaTMBHyO MeAULIMHCKYIO MOMOLLb

[MpoBeneHvie MeponpuaTUiA No aganTauun B AOMallHein o6cTaHoBKe Ans

! Tabnuua 3. CodepxxaHue Modyns «Peanusayusi
obecneyeHns MakcMMasbHON He3aBUCUMOCTH nauneHToB

MH020NpPOogUIbHO20 N0OX00a B OKasaHUU MeduyuHckol nomMowu
nayuenmam co CMAS5g»

Table 3. Contents of the module “Implementation of a

multidisciplinary approach in providing medical care to patients with
SMA5q”

OCHOBHbIE NPUHLMMBI U CNOCOGbI OLIEHKWU COCTOSAHUSA
1 3acdpchpeKTMBHOCTM NevyeHus naumeHToB co CMAS5Sq

MpyHUMNBI oueHkn nauverTa CMASQ no wkanam oLeHKY MOTOPHbIX
DYHKUMIA
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HaumeHoBaHue TeM, 31eMeHTOB U NOA3/IEMEHTOB

3Tuyeckue npoﬁnem:l MeAUKO-reHeTU4eCKoW NoMoLum

OTnyeckne NpUHUUNbLI MeAnKOo-reHeTU4eCKoro KOHCYNnbTUpoBaHuA, npasa
nauueHToB

3TMKa reHeTUYeCcKoro TECTUPOBAHUS

KoMMyHMKauus Bpaya v nauueHTal/ero 3aKkoHHOro npeAcTaBuTens
MprHUMNBI coobLLEeHNS NNOXKUX HOBOCTEWN

Mcrxonornyeckas KOMMNOHEHTa MEAWKO-FEHETUYECKOTO KOHCYIETUPOBAHUS

HOpuauyeckme acnekTbl NPU oKasaHMU MeAULMHCKOM NMoMoLUU
nauueHTam co CMA5q

OcCHOBbI NPaBOBOrO PEryNNPOBaHUS NMOPSAKOB OKAa3aHUst MEANLIMHCKOM
NOMOLLY 1 NleKapcTBEHHOro obecneyeHus nauvenTos co CMASq

MpaBa 1 0693aHHOCTH NaLMeHTa U MeanLIMHCKUX PabOTHUKOB, peannsyemMble
Npy OKasaHWM MeaMLUMHCKON noMoLum naumeHtam co CMA5q

MpaBoBbIe OCHOBbI M NOPSAOK OKa3aHMs 6ecnnaTHOW MeaULIMHCKOM
nomoLuu naumeHtTam co CMA5q B 3aBUCUMOCTH OT YCNOBUIA ee OKa3aHusa 1
@dopMbl B paMKax NporpaMMbl rocyaapCTBEHHbIX rapaHTUii

rOCyJJ.apCTBeHHbIe nporpammsl JIbrOTHOMO JiekapCTBEeHHOro obecneyeHnus

MNpaBuna HasHaveHVs nekapCcTBEHHbIX NpenapaTos M CneLnanM3MpoBaHHbIX
NPOAYKTOB NIe4ebHOro NUTaHNs, MeOULIMHCKUX U3aenui

Oco6eHHOCTU MeAULIMHCKOM NOMOLLM, OKa3biBAEMOW C NPYMEHEHWEM
TeneMeauLMHCKUX TEXHONOTNiA

Mopsinok B3aMMOAENCTBUS MeAMLIMHCKMX paBoTHWUKOB ¢ PoHAoM «Kpyr
nobpa», PoHooM «Cembn CMAY

Tabnuuya 4. CodepxxaHue Modyns «lOpuduyeckue, amuyeckue
U KOOPOUHAUUOHHbIe acnekmbl MHO20NPoguwibHO20 N0OX00a
npu okasaHuu MeduyuHckol noMowu nayueHmam co CMASg»

Table 4. Contents of the module “Legal, ethical and coordination
aspects of a multidisciplinary approach in providing medical care
to patients with SMA5q”

HauMeHoBaHue cneumanbHOCTH KonuyectBo

Bpauun-HeBponoru 78

w
)

Bpauun-men. reHeTmkmn
Bpauun-ractposHTeponoru
Bpauun-neauatpsl
Bpauu-nynsMoHonorm
Bpauun-peabunutonoru

Bpauv TpaBMatonoru-optoneab!
Bpauun-cusnorepanesTsi

Bpauun NNdK

Bpauun-TepanesThbl
Bpauun-aHecTtesunonoru

Bpaun-guetonoru

N = = T = = T C TR IR SV NS

Bpaun nannuaTtmeHoi Men. noMoLm

Tabnuuya 5. PacnpedeneHue Bpayell, npowedwux oby4yeHue no
Mpozpamme no cneyuanbHOCMSM

Table 5. Distribution of doctors trained under the SMA5q CPE by
specialization

TIpY BBITIOJTHEHUU TeCTOBBIX 3amanuii: 70-80% mpaBUIbHBIX
oTBeTOB fanu 96 obyuaromuxcs, 81-90% — 36 genosek, 91—
100% — 4 genoBeka. Kak MUHMMYM Ha OUH KOHTPOJIbHBIN
BOIIPOC MPaBUJILHO OTBETWIIN 42 06ydaronuxcs, Ha iBa — 85
¥ Ha Bce TpU Bompoca — 9 Bpaueid. /luarpaMma cpaBHeHUs
Pe3ysIbTaToOB BXOJIHOTO KOHTPOJIS M UTOTOBOM aTTeCTAIl[UU
IIpeZiCTaBjieHa Ha pUCYHKe 1.

Haubornee cioxHbIME A7 00y4aloMUXCsl OKa3aduCh BO-
npocsl U3 Moxyist « CMASQ: aTonaroreHes, KiaccugpuKarusl,
0COBGEHHOCTH KJIMHUYeCKHUX MPOSIBJIeHUH U TUaTHOCTHUKAY,
pasnen «KimHUKo-reHeTHYeCcKre XapaKTepUCTUKH Haclie/-
CTBEHHBIX CIIUHAIBHBIX MBIIIEYHbIX aTPoduiy (6 TPaBUIBHBIX
OTBETOB P BXOAHOM KoHTpoJie ¥ 101 npaBUIbHBIN OTBET IIPH
WTOTOBOH aTTecTallly), a Takxe u3 moayis «Opunudeckue,

www.innoscience.ru

BO

OpeHbyprckas o6n. Benropogackast o6n.

Bonrorpanckas o6n. 8 BopoHexckas o61. 1
Mockea 8 Pecny6nvka [JarectaH 1
WpkyTckas o6n. 7 Mxesckas o6. 1
TioMeHckas o6n. 7 KemepoBckasi 0611. 1
Pecny6nvka BawkopTtoctaH 5 KocTpoMmckas o6n. 1
KpacHopapckuit kpait 4 Pecny6nvka KpbiM 1
MockoBckas o6n. 4 KypraHckasi o6n. 1
CapatoBckas 061. 3 JlennHrpapckas obn. 1
Tomckasi 061. 3 MarapaHckasi o6n. 1
Pecny6nvika Bypsitusi 2 Hosropogckas o6n. 1
KpacHospckuit kpai 2 HoBocubupckas obn. 1
Opnosckast 061. 2 Omckas obn. 1
PocToBckas o6n. 2 MeH3eHckas o6n. 1
CaHkT-Metepbypr 2 Camapckas o6n. 1
g%‘;:ﬁg’jx;gﬁ?ep"a“ 2 CaeppasioBckas 061. 1
CTaBpononbCKMii kpaw 2 CMoneHckas o6n. 1
Pecnybnuka SAkytus 2 TBepckasi 061. 1
fApocnasckasi 061. 2 Pecny6nuvka YeuHsa 1
AMypckas 0611. 1 Bcero 136

Tabnuua 6. PacnpedeneHue oby4yatowuxcs NpozpamMmbl no
peauoHam

Table 6. Distribution of the SMA5q CPE Program students by regions

3TUYECKYe ¥ KOOPJMHALMOHHBIE ACIIeKThl MHOTOMPOGHIHLHOTO
MOAIXO/Ia MIPY OKa3aHWU MEeIUIIUHCKOM ITOMOIIY MallheHTaM
co CMA5qy, pasnen «Opuanyeckue acrieKThl PH OKa3aHUH
MeIUIMHCKOM oMoty manrenTam co CMASg» (11 npaBuiib-
HBIX OTBETOB NP BXOHOM KOHTpoJie U 98 mpaBUIIbHBIX OT-
BETOB TIPH UTOTOBOM arTecTariuu). Haubomee mpocThiMu st
BBINOJIHEHHsI ObUTH BOTIPOCHI, CBSI3aHHBIE C KJIMHUYeCKUMHU
IposiBIeHUsIMU 3aboseBaHus (Monyib «Peanuzarius MHOTO-
npodHILHOTO MOAX0/IAa B OKA3aHUM MeJUIMHCKON MOMOIIH
nanredTaM co CMAS5qy», pasnenibl « OCHOBHBIE TTPUHIIUAIIBI
U CIIOCOOBI OIIEHKU COCTOSIHUS U 3PpHEKTUBHOCTH JIeIeHUs
narueHToB co CMASqg» u «KocTHo-MblleyHas cucremMa y
narueHToB co CMADBLQg»).

m OBCYXKJIEHUE

[1epBbIii OIBIT UCIIOIB30BAHMS ¥ AHAJIM3 Pe3yJIETaTOB Peasiy-
3aruu nporpamMmel 1110 mo CMASq B 2023 rozy rmokasasu, 4To
OoJTbIITe BCETO B MOBBITIIEHUH KBAJTUPHUKAIIUN U IPUOOpETEeHUH
KOMITeTeHIIHi B 00Cy>iaeMoit opdpaHHOM IIAaTOJIOTMU 3aUHTepe-
COBaHbI BPaul-HEBPOJIOTH ¥ reHeTHKH. CIIPOC Ha IIPOXOXKIeHHe
0byuenus o nporpamme JII10 CMASq co cTopoHs! Bpaueit
JPYTUX CHelHaIbHOCTeH Ha CerofHsIIHUE JIeHb J0CTaTOYHO
HH30K, YTO MOXXET OBbITb CBSI3aHO KaK C OOBeKTUBHBIM KaIpOBBIM
NepUIIUTOM B pErMOHAX, TaK U C TEPPUTOPUAIIBHBIM HOPMATHB-
HO-OPraHM3aI[IOHHBIM JIepUIIMTOM B YaCTH OKA3aHHUSI MEIUIIMH-
CKo¥ oMoty rarenTam co CMAS5q [15].

229


http://www.innoscience.ru

OBLWECTBEHHOE 300OPOBbE, OPTAHN3ALINA
N coumoniorna 3aPABOOXPAHEHNA

Tom 10 (3) 2025
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PucyHok 1. [lJuazpamMMa cpaBHeHUs pe3y/ibmamoB BX0OH020
KOHMPONs U UMo20Bol ammecmayuu.

Figure 1. Comparison diagram of the results of incoming inspection
and final certification.

OcBoenne obcy>xaaeMoii mporpaMmbl obecriedrBaeT clie-
[IMAJIMCTOB MHOTONIPOPUIILHBIX OpUrai HeOO6XOJUMBIMU 3HA-
HUSIMM ¥ HaBBIKAMU B COOTBETCTBHH C pefieparibHbIMU roCy-
JIapCTBEHHBIMM 00pa30BaTeIbHBIMU CTAaH/IAPTaMU, a TaKXe
TIOMOTaeT BOCIIOJIHUTh HeJIOCTAIOIIMe YMeHHs], He0OX0IUMble
JI7IS1 OKa3aHUS MeTUITMHCKOM oMoty manyeHTam co CMASq,
HO He 0003HaUYeHHbIe B MPodeCcCUOHAIbHBIX CTAaHJAPTaX.

CpaBzeHue pesynbTaToB npumeHenus [Iporpammer 1110
CMADS5q c ananoruussiMy B Poccuu 1 3a pybesxoM 3aTpyaHu-
TenbHO — 6a3wl Elibrary.ru u Kubepnenutka He cozepar 1y-
OnMKaIKi o OIleHKe 00pa3oBaTebHbIX IporpamMm o CMAS5Sq
U o opdaHHBIM 3aboiieBaHusIM B 1iesioM. B 6aze PubMed
Hali/leHa BCero ojiHa MmyGJIMKaIKsl, OTMCHIBAIOIIAs CXOIHYIO
MHUNUATUBY [16].

m SAKJIFOYEHUE

JomnomauTeNbHas TpodeccroHaabHas porpaMma MOBbI-
IeHus KBaTuUKaIyy mo teme « MHOTOTpOUIbHBIN MOJI-
XOJl K BeJIeHHIO MalleHTOB C TOATBep)XIeHHBIM TUarHO30M
CIMHAJIbHAS MbIliedHas atpodust 5q» (36 4acoB) mokasasia
BBICOKYIO 3p$EeKTUBHOCTD B IOBHIIIEHUH podeCcCHoHAb-
HBIX KOMITETEHIINN Bpadei-CIeriajarCTOB MHOTOIPOPHITEHOM
Opurazbl, y9acTBYIOIIMUX B OKa3aHUU MeIUIIMHCKOM TOMOIIN
narrenTam co CMAS5q. IToBbilieHre kauecTBa OKa3aHUS Me-
IUITUHCKOM ITOMOIIM TaKUM MalueHTaMm TpebyeT ¢bopMupo-
BaHUS U3 00yYeHHBIX CIeIMaICTOB MHOTOIPOGMIBHBIX KO-
MaH/I BO Bcex cyobekTax PD, myis gyero Heob6XoauMo akTHBHOe
cofieiicTBUe ¢eniepanbHOTO M perMOHAIbHBIX MUHHUCTEPCTB U
JleTlapTaMeHTOB 3[[paBOOXPAHEHMsI B JIUIle COOTBETCTBYIOIINX
IVIaBHBIX BHEIITAaTHBIX CIIEI[UAIUCTOB. P
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