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Hens padoTbl — aHAIN3 PA3JIUYHBIX CIIOCO00B HEHHCTPYMEHTAJILHON OLCHKH (DYHKIMOHAJIBLHOIO COCTOSHUS,
HCNOJIb3yeMbIX B HACTOslliee BpeMs y OOJBHBIX € HEHPOMBIIICYHBLIM CKOJHO30M. Pe3ynbraTtel ananmsa
JINTepaTyphbl, MOCBSIEHHOH HCIOIb30BAHUIO KA, AHKET U ONPOCHUKOB JJIs1 OLEHKH COCTOSIHMS 0OJIbHBIX C
HellPOMBIIIEYHBIM CKOJHO030M, CBH/AETEJIbCTBYIOT 0 TOM, YTO HCCJe0BaHHEe Pe3yJIbTATOB HA OCHOBE JaHHBIX
NMANMEHTOB SIBJsSeTCS] Ba’KHBIM HHCTPYMEHTOM KOJIMYeCTBEHHOW OLIEHKM BO3/eiicTBHS JedeHHs JedopmManuu
NMO3BOHOYHHMKA Ha (PYHKIHOHAIBHOE COCTOSIHHE U I100a71bHOE KauecTBO ku3HH. OIHAKO B HACTOsIee BpeMs B
JIMTepaType OTCYTCTBYeT 00LIasi AHKeTA OLEHKH COCTOSIHMSI MAIMeHTa U (MJIH) KAa4ecTBA KU3HM, NMOAXOASIast
A5 BceX NMAUMEHTOB € HEPBHO-MbINIEYHBIM CKOJIHO030M. Kpome Toro, cremeHbp N0Ka3aTeJbCTB YJyYIEHHs
(pYyHKIHOHAJBLHBIX Pe3yJbTATOB, Ka4yecTBa KM3HM IOcCJe NPOBEICHHOro JedeHUsl ouyeHb Huszka. Heodxoamm
MEKAYHAPOAHBII KOHCEHCYC B OTHOIIEHHH TOI'0, YTO J0/IKeH BKJIKYATHL 3TOT NpeAnoaraeMsplii c0op JaHHBIX 0
nanuenTe. O4eHb Ba’KHO o0eclevyeHne COrIaCOBAHHOCTH BO BCeX YUPEKIECHHMSAX, M 3TO J0JLKHO ObITh B LIEHTpe
Oyayueii padoTel B 3TOHl 00JIaCTH IO BCeM pe3yJbTaTam ucciaenopanus. Kpome toro, B Oyaymem ObLIO ObI
NPeANOYTHTE]LHO NPOBOJUTE KaxkAoe codeceloBaHNe 110 TeJedoHy /UM ¢ NPodecCHOHAIOM, He SBJISIOIHIMCS
BPa4oM, YTOObI NOJYy4YHTh 00siee 00beKTHBHbIC O0TBETHI.
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The purpose of the work consists in analyzing various ways of non-instrumental evaluation of functional
condition which are used at present in patients with neuromuscular scoliosis. The results of analyzing the
literature on using scales, personal profiles and questionnaires to evaluate the condition of the patients with
neuromuscular scoliosis evidences of the fact that studying results on the basis of patients’ data are important
tools for quantifying the impact of treatment the spine deformity on functional condition and global quality of
life. However, at present there is no general questionnaire in the literature to evaluate the patient’s condition and
(or) quality of life, suitable for all the patients with neuromuscular scoliosis. In addition, the degree of evidence
of improving functional results, quality of life after the treatment performed is very low. International consensus
is needed on what this expected patient data collection should include. Ensuring coherence in all institutions is
very important, and this should be at the center of future work in this area for all research results. In addition, it
would be preferable in the future to conduct each interview by telephone and/or with a professional who is not a
doctor in order to get more objective answers.
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[Ipy HepBHO-MbIILIEYHBIX 3a00JI€BaHUAX OJHOW U3 Hambojee pacHpOCTPAHEHHBIX
nedopmaruii ckenera siBnsiercss ckonuo3 [1]. VckpuBieHne MO3BOHOYHHMKA Yallle BO3HHKAET B
paHHEM BO3pacT€ MU MHTEHCHBHO MPOTrPECCUPYET KaK BO BPEMs pPOCTa, TaK U IOCJE CO3PEBaHUS
ckernera [2]. YacToTa BOZHMKHOBEHUSI HEpBHO-MbITIeuHOoro ckonuo3za (HMC) Bapsupyer ot 25 1o

100% u 3aBUCHT OT OCHOBHOTO 3a0o0seBaHus [3].



Onenka (QYHKIMOHAIBHBIX HAPYIICHUH SBISETCS BAXKHBIM AaCIICKTOM KJIHHHYECKOTO
obcnenoBanust [4]. OmHako IEHHOCTh NPOTHO3a TPH (PU3HYECKOM (KIMHHYECKOM) OCMOTpE
HenocTaTouyHo Bbicoka [l, 5, 6]. Kpome Toro, cremenp [I0Ka3aTeNbHOCTU YJIyUILIEHUS
(YHKIIMOHATBHBIX PE3YJIbTATOB JICUCHHUS] U KAaueCTBa KU3HU OYEeHb HU3Ka [7-9].

enp pa®oThl — MpPOBECTH aHATU3 PA3TUYHBIX CIOCOOOB HEMHCTPYMEHTAIBLHON OLICHKU
(yHKIIMOHATIBHOTO COCTOSIHUA (IIIKaJ, aHKET, ONPOCHUKOB), UCIOJIB3YEMBIX B HACTOSAIIEE BPEMs Y
OOJIBHBIX C HEHPOMBIIIEYHBIM CKOJIHO30M.

CrangapTU3upOBaHHAsT TPEIONEpAIOHHAs OIEHKAa M TIOArOTOBKA MAIMEHTOB, BKJIOYAsS
pecCrUpaTOpHYIO0 peaOUIUTAIIUIO U TTUTAHUE, SBJISIOTCS 00sS3aTeNbHBIMU 10 omnepamuu. CtpaTerus
MEPUOIEPALIMOHHOTO BEICHUS MOXKET YMEHBIIUTH MOCIEONEPAIHIOHHBIE OCIOKHEHUS U YIy4IIUTh
ucxonsl [10, 11]. KnuHuyeckas OLEHKa BKJIIOYAET MCCIECJOBAHWE TUNEP- WJIA TUIOTOHUHU B
Pa3IUYHBIX MBIIICYHBIX TPYMIAX U YKECTKOCTH CYCTaBOB, aHAIM3 JUaNa3oHa IBWKCHHUS Oenpa,
MMO3UITMOHUPOBAHKUE Ta3a, KOTOPOE Tepe] W3MEPEHHEM YIiia JOJHKHO OBITh MPOCTPAHCTBEHHO
npaBuibHbIM [12]. HeoOxommuMo OIeHUTh CIOCOOHOCTH ManmueHTa K xoasoe. IIpocroe oriamume
«XOIBbOBD» OT «HEXOABOBD» HE SBISETCS OOCTaTOYHBIM. TpPYAHOCTh 3aKIIOYAeTCs B OIICHKE
MAIMEHTOB, aBTOHOMUSI KOTOPBIX OTpaHUYCHA: TOJIBKO XOh0a B MOMEIIEHUH, HHOTIa TpeOyromas
WCIIOIB30BaHUSI BCIIOMOTATEIBHBIX CPEACTB (OPTE30B, XOAOBOWM paMbl), WM HMHOTAA TMPOCTO
repeMenieHue ¢ OOJBINCH I MEHBIIICH CTETICHBIO TTOMOIIY OT XOYHKOB HJIM Apyroro jmma [ 12].

W3mepenune pe3ysbTaTOB Ha OCHOBE JTAHHBIX IMAlIMEHTOB SBIIAECTCA BaXKHBIM MHCTPYMEHTOM
KOJMYECTBEHHOW OLIEHKH BO3ACHCTBUS JieueHUs AedopMallii MO3BOHOYHUKA HA OINpeAelieHHbIC
3a00JieBaHUs W/WIK TJIO0AbHOE KayecTBO >KM3HHM [13]. YV ManMeHTOB ¢ HEPBHO-MBIIICUYHBIMH
HapyIICHUSIMH, TAaKUMH  Kak  IepeOpaidpHBId  Mapajind,  MBIIICYHAsS  JUCTPOdUS U
MHEJIOMEHUHTOIIeNe, JedeOHble 3(P(EeKThl TODKHBI ObITh Mud(PEepeHIMPOBaHbBl OT OCHOBHBIX
(yHKIIMOHABHBIX HAPYIICHUH.

[Tokazarenu mocneomnepamoHHoil oneHku kadectBa xu3HH (Quality of Life — QOL) Bce
qaiie WCIOJB3YIOTCS I JIOTIONTHCHUS OOBCKTHBHBIX KIMHUYECKHMX WM  OMOJOTHYCCKHX
WHIUKATOPOB 3a00JIeBaHUs TIPH OLIEHKE 3((HEKTUBHOCTH BMEIIATEILCTB, BKIIIOYasi Xupypruto [6]. B
JUTEepaType OTCYTCTBYIOT IOKa3aTelu IOCIeOoNepaluoHHol oreHkn kadectBa xu3zHu (QOL),
MOAXOIAICH AJIsE BCEX MAIMEHTOB C HEPBHO-MBIIICYHBIM CKOJIMO30M, HET O0IIel aHKEThI, KOTOpas
yuutbiBasia 6b1 mmpokuii cnektp HMC [14].

N3mepenne QOL y nereil ¢ orpaHMYEHHBIMH BO3MOKHOCTSIMU SIBIISIETCS CJIOKHBIM U
JUHAMHYHBIM TpolieccoM. Hambonee 4acTo MCMONB3yeMBIM METOJOM OLEHKH KauyecTBa >KU3HU
naruenTa ssisercs popma SF-36 [15].

Hns uccnenoBanus QOL GonbHOTO TpH CKOJMMO3€ OBUTM pa3paboTaHbl JBa MPOTOKOJIA.

[TepBriii chopmupoBan Ha ocHOBe coBmecTHoro mpoekta SRS (Scoliosis Research Society) u



AMEpHUKAHCKON akaJeMuH opToneandeckux xupyproB (American Academy of Orthopedic
Surgeons) u oreHuBaet AedopManio MO3BOHOYHHMKA. BTopol, paspadoranusii Climent et al.,
u3mepsier QOL y moapoctkoB ¢ aedopManusiMu MO3BOHOYHUKA (KAaK CTPYKTYPHBIMH, TaK MU
MOCTypaJlbHBIMM  Ayramu) [16]. DTM HMHCTPYMEHTBHI OLICHMBAIOT HIAMONATUYECKUI CKOJIMO3 B
aKTUBHOM aMOyJaTOpPHOW NOMMYJSIUK W HE NpPeAHA3HAYCHbI Ui TAIMEHTOB, KOTOPBIC CHIAT
NOJHBIA PabOuMil JeHb B HHBAIMJHOM KOJIAICKE C O4YEHb CJIa0bIMH BEPXHUMHM M HUKHUMU
KOHEYHOCTSIMH.

B HekoTOphIX HCCIeAOBaHMSIX ObUla HPEIANPHUHATA IOMbITKA pa3padoTaTh COOCTBEHHYIO
(hopMy OIICHKH HEPBHO-MBIIIEYHOTO CKOJIM03a B COOTBETCTBUU C OCHOBHOM TATOJIOTHEH, TAKOW Kak
uepeOpanbHplii nmapanuy U Muoauctpodus JlloleHHa; OJHAKO HEOJHOPOJHOCTh MAlMEHTOB
MpemsTcTByeT pa3paboTke enuHoil aHkeTsl [13, 17, 18]. BcneacTBue TreTeporeHHOCTH ASTHX
MAIMEHTOB BaYKHO TPYIIIIUPOBATH UX B COOTBETCTBUH C X KOHKPETHBIM 3a0oseBanuem [6, 19].

CymecTByeT 1Ba OCHOBHBIX TOAXOJa K M3MEPEHHIO COCTOSIHHS 30POBbS: OOIIHE MEpHI,
HalpaBJICHHbIE Ha pEIIEHUE BCEX aCHEKTOB 3JI0pOBbs, M MEphl, KacarolUecs KOHKPETHBIX
MIPOSIBIICHUH 3a00JI€BaHuUs, TEX ACMEKTOB 3/I0POBbsI, KOTOPbIE UMEIOT OTHOLIEHHE K KOHKPETHOMY
COCTOSIHHIO [6].

Nsmepernne QOL y manmeHTOB C OrpaHUYEHHBIMH BO3MOXKHOCTSIMH CIIOKHO M JOJDKHO
YUUTBIBATh TAKHE BOIPOCHI, Kak: 1) Hafexkabl, aMOUIIMK U OKUJAHUA; 2) BOCIPUATHE UHIUBUIOB B
KOHTEKCTE UX KyJbTYpbl U CUCTEMBI LIEHHOCTEH, B KOTOPBIX OHM HUBYT, U B CBSA3M C UX LEISIMH,
OKUJIaHUAMM; 3) JTUYHBIE TPOOIIEMBI, KOTOPbIE OHU CUUTAIOT BaKHBIMHU B CBOCH KU3HMU.

Hlkansl ucxona 3a0oneBaHMs, pa3pabOTaHHBIC I NAIMEHTOB C HEPBHO-MBIIICYHOU
MATOJIOTHEH, BKITIOYAIOT TaKHE TTapaMeTphl, Kak OajaHC CHIACHHS, MUTaHHE, TUTHEHA, X01b0a, 00Ib
1 BHeIHuH BuA. OJHAKO HEMHOTHE U3 3TUX OLIEHOK COCPEIOTOYEHBI Ha TeX acleKkTax (pusnueckon
WHBJIWIHOCTH, KOTOpBIE CBsi3aHbl ¢ JedopMmanvedl MO3BOHOYHHMKA, WJIM INKAJIbl CHEIHAIbHO
pa3paboTaHbl 1JI1 MAIEHBKUX JIETeH, y KOTOPBIX CKOJINO3 HEAKTyaJleH (Hampumep, reIuaTpuieckas
OIICHKA WHBAJIUTHOCTH) [6].

E.K. Wai et al. pazpaboranu AeiiCTBEHHBIN M HaACKHBIA ONMpocHUK — Spina Bifida Spine
Questionnaire (SBSQ) — a5 OIIeHKM TeX acleKTOB (pU3MUECKOW MHBAIMIHOCTH, KOTOPbIE CBSI3aHbI
CO CKOJIMO30M W BaXXHBI JJIs JeTe co spina bifida u ux cemeii [20]. B Gonee no3anel cBoeit padote
9TH aBTOPHI UCIOJIB30BAIN MOKa3aTeNu (hru3ndeckor (PyHKIIUM M BKIIFOYMIIN IIKAIBI: OamaHca CHIs
(Sitting Balance Scale); nBurarensnoit ¢ynkuun pyku [[xedcena (Jebsen Hand Scale), xoas0mn1
Xopdepa (Hoffer Ambulation Scale); aktuBHoctu 11 nereit (ASK) U onpocHUK MO3BOHOYHUKA
spina bifida (SBSQ). HccnenoBanue mpeactaBieHud 0 caMux ceOsi OCYIIECTBISLTA C TOMOIIBIO

npoduns camoornienku Xaprepa (Harter’s Self-Perception Profile) [21].



M. Sibinski et al. mpu mpoBeACHUH MPOCIIEKTHBHOTO HUCCIICIOBAHUS JJIT OICHKH COCTOSHUS
ManueHToB co spina bifida mpu koppekuu aedopManuv MO3BOHOYHHWKA HMCTOIB30BAIA TOYTH
TaKOW jke€ HaOOp OLEHOYHBIX CPEJICTB: WIKaly akTUBHOCTH s aeredt (ASK), ompocHuk
no3BoHouHHKa spina bifida (SBSQ), npodune camoonenku Xaprepa, WHAECKC CaMOONpPEACICHHUs
s3mopoBbst misi neteit (Health Self-Determinism Index for Children), onmpocHuk ompeneneHus
kadectBa xxu3Hu (Quality of Life in Spina Bifida Questionnaire) [22].

Jns omeHKH (QYHKIMOHAIBHOTO COCTOSIHHMSI OONBHBIX co spina bifida Taxke HCHONB3yIOT
0aJUIbHYIO MHTETPUPYIOLIYIO OLEHKY HapyIICHUH KU3HEACATEILHOCTH U POJIEBBIX OTPAHUYCHUHN —
mkany FIM (Functional Independence Measure) [23]. Lllkana ¢yHKIHOHAIEHOW HE3aBHCHUMOCTH
(FIM) coctoutr u3 18 MyHKTOB, OTPaKaIOIIMX COCTOSHHUE ABUTATENbHBIX (MyHKTHI 1-13) mu
UHTEJUIEKTyalnbHbIX (MyHKTHl 14—-18) ¢ynkumii [24]. OnHa wucmonb3yercs IS OLEHKU YPOBHS
WHBJIMIHOCTH TAIMEHTA, a TaK)Ke U3MEHEHHUs CTaTyca MaldeHTa B OTBET Ha PeaOMIUTALUIO WIN
MEIHUITMHCKOE BMEIIATEIIbCTBO [24, 25].

U.G. Narayanan et al. pazpaboranu crenududeckue st OOJBHBIX JIETCKUM IepeOpaibHBIM
napaiauyoM (JLIIT), umeronmx cKoIMOTHYECKYIO IedopMalMio MO3BOHOYHUKA, MOKa3aTeNlu. DTU
MOKa3aTeIy MCIONb3YIOTCS Ui OLEHKH 3(P(QEKTUBHOCTH pa3IMYHBIX BMELIATEILCTB B TSKEION
nonyisun nauuenton ¢ LI (GMFCS 1V-V) u onpenensitoTcst Kak IPUOPUTETHI BOCHUTATENEH U
WHJIEKC 37I0pOBbs neTel-uHBamuaoB (the caregiver priorities and child health index of life with
disabilities — CPCHILD) [26]. Pa3paGoTtanHasi aHKeTa OCHOBaHAa Ha PEKOMEHAAIUSAX JIHII,
o0ecrneynBaroIuX yXoa, MEAUIUHCKUX PAa0OTHUKOB, UMEIOLIUX OIBIT BEJCHUS NETeH C TSHKEIBIM
JIIL, n Ha 0030pe Ipyrux aHKeT. AHKETa COCTOUT U3 36 IMyHKTOB M UMeeT 6 obnacteii: 1) nnunas
TUTMeHa; 2) MO3UIMOHMPOBAHME, Nepetada U MOOWUIIBHOCTh; 3) KOMMYHHUKAallUs U COLIMAJIbHOE
B3auMoeiicTBIE; 4) KOM(DOPT, SMOIIMHU U TIOBEJICHUE; 5) 3I0pOBbe; 6) ob1Iee kadecTBo Ku3HU. OHa
SBJISICTCS. HAJIS)KHOW U TOCTOBEPHOM MEpOHl JIs1 KOHKPETHOIo 3a00JI€BaHUs ¢ TOYKU 3pEHMS JIUII,
OCYILECTBIISIIOUINX YXOJ, OTPAaHUYCHUH AaKTHUBHOCTH, COCTOSIHUSL 37I0POBbs, OJaromoiydus u
MPOCTOTHI yX0/1a 3a 1eTbMHU ¢ Tsokenbim LTI [26].

C. Bohtz et al. ucnonszoBasiu onpocauk CPCHILD mis ananuza coctossaust 50 manueHToB ¢
1epeOpanbHbIM NapainyoM, KOTOpPbIe MEPEHECIN ONepaluio 1Mo Koppekuuu ckoiuosa [27]. Onu
OTMETHJIM BBICOKYIO CTETEeHb YAOBJIETBOPEHHOCTH MAIIMEHTOB M JIML, OCYIICCTBIISIONIMX YXOJ 32
HUMH.

K. Watanabe et al. mpeacraBuinm aHaJlOTMYHbBIE PE3yJbTaThl, KacalOLIUECs HA4albHOTO U
KOHEYHOI0 CKOJIMO3a W CTemneHu Koppekuuu. OHu ompocwin 84 malnueHTa cO CHacTUYECKUM
1epeOpatbHBIM apalndoM, UCIOIb3Ys COOCTBEHHYIO pa3pabOTaHHYIO aHKETY, KOTOopas BKIIIoYasa
OLIEHKY OKHJAaHWH, KOCMETHIECKOTO dpdeKTa, PYyHKINHU, yXoaa 3a MalueHTaMHt, Ka4yecTBa JKU3HH,

JIETO4YHOM (YHKIMH, 00U, COCTOSIHUSI 3J0POBbsI, CAMOOLIEHKH U yA0BJIeTBOpeHHOCTH. HecMoTpst Ha



MIEPUOTIEPAIIMOHHBIE TPYIHOCTH, Habmogaemple y nmanueHToB ¢ J{LII, GombmmHCTBO ManueHToB /
ponuTenei OBLIM YJIOBIETBOPEHBI pe3yibTaTaMu KOppeKUUU JepopMalui MO3BOHOYHHUKA.
OyHKIMOHANBHBIE YITy4lIeHHs] ObUTH OrpaHudeHbl, HO OT 8% 10 40% maIeHToB Bce ellle CYUTAIN
pe3yNbTaThl yIy4IIEHHBIMH [7].

D.G. Nordon et al. [14] chopmupoBanu amantupoBaHHY0 aHkety s OosbHbIX JIIIT ¢
3auMcTBOBaHUAMH U3 Metoga Comstock et al. [28] u Bridwell et al. [18], koTopast O6pu1a co3mana ¢
y4eTOM TPYIHOCTEH MallMeHTOB U JUI], 00ECTIeUYnBAIOIIUX YXO. AHKEeTa cojepxaina 54 Bompoca 1o
conuanbHO-AeMorpauueckuM JaHHBIM, (DYHKIMOHAIBHBIM CIIOCOOHOCTSIM, COITyTCTBYIOLIUM
3a00JIeBaHUSAM, YJIOBIETBOPEHHOCTH XUPYPIrUUECKUM JICUEHUEM.

K.M. Gilson et al. B cBoeM 0030pe MOAYEPKHUBAIOT, YTO CIIOCOOHOCTH OIICHMBATH KAYECTBO
KU3HU JIeTeil ¢ 1epeOpalbHbIM MapamudoM st MHPOPMUPOBAHUS M OLIEHKH HHAWBHIYalbHBIX
IUTAHOB yXOJ/a, pa3pa0OTKH CTpATEeTHH JICYCHHS HMMEET pellaroliee 3HadeHue. [[aHHBIE aBTOPHI
AQHAIM3UPYIOT IOCJIEIHUE JaHHbIE O KA4yeCTBE XU3HU JAETeld C IepeOpajbHBIM MapajudoM C
aKLIEHTOM Ha JEeTepMHHAHTaX KayecTBa KH3HM W POJM JAaHHOTO METOJAa Kak IOoKa3aTens
MPaKTUYECKOr0 pe3yJbTaTa B KIIMHUYECKHUX ucciaeaoBaHusx [19].

Takxke B HEKOTOPBIX HCCIEAOBAaHUSAX ObUIa MPEANPUHATA TMOMBITKA pa3padoTaTh
coOCTBEeHHYIO (DOpMY OIICHKHM HEPBHO-MBINICYHOTO CKOJIN03a TIPU MBIIMICYHOW JUCTpOodUn
Jromenna (MJIJI). B aToli aHkeTe oneHMBaNKCh (QYHKIIHS, CAaMOOIIEHKA, KOCMETHYECKUH A (PeKT,
00J1b, JIETOUHBIM CTAaTyC, yXOJ 3a MAallMeHTOM, KayeCTBO >KM3HHU U YJOBJIETBOPEHHOCTDH JICUEHUEM
[18].

K.S. Suk et al. onpocunu 15 nanuentoB u npumenmwtu popmy MDSQ (Muscular Dystrophy
Spine Questionnaire) ayst MbleyHoi auctpodun Jromenna u Gpopmy SF-36 11st OleHKH KayecTBa
YKU3HH 3TUX 00JbHBIX. OHAKO (DAaKTOp TM0JIa B 3TUX MCCIICIOBAHUSX HE yUUTHIBAjCs [29].

OnHOolf W3 PEKOMEHIIOBaHHBIX IIKaNl JJs OLIEHKH CTENEeHW OTPaHMYEHUS aKTUBHOCTH Y
OOJIBHBIX MBIIIEYHON AucTpodueil [romeHHa SBIseTcs afanTUpOBaHHas [TKajda OLEHKH MOTOPHBIX
¢byskmmii Xammepemut (AIIX) [30, 31]. 3a ocHOBY ObUta B3siTa MOAMGUIIMPOBAHHAS IMIKaja
XaMMEepCMHT, KOTOPYI0 MPUMEHSIOT B KJIMHHUYECKMX W HAYUYHBIX HCCIETOBAHMIX IMAlUEHTOB CO
cnuHanbHOM  Mblmeunoit arpodueit II u III tumoB [32-34]. AIIX pexomeHmoBaHa s
IIPUMEHEHNIO ¢ S-nmeTHero Bo3pacta. OnHa coctouT u3 20 NYHKTOB, KaXKIbI M3 KOTOPBIX
OIICHUBAETCS COTJIACHO CTETICHW BBITTOJTHEHHUS JIBUTATEIBHBIX TecToB Ha 2, 1 mmm 0 GamrtoB [35].
[IpencraBieHHas mkaga peKOMEHI0BaHa K IpUMeHeHHUI0 [IeHTpoM HeHpOMBIIIeYHbIX 3a00I€BaHNA
uM. JlyooBunia (BenukoOpuTanusi) B KauecTBe 00s13aTEIbHOI COCTaBISIONIEH OCMOTpa MAIlIEHTOB C
muoauctpodueii Hromenna [30, 31].

[TockoJIbKy MPOTrpecCHpPOBAHKME MBIMICYHON CIa0OCTH — OJUH W3 KJIIOYECBBIX CHMIITOMOB

MBIIIICYHONW — AucTpodum  JlfomeHHa, WMCHOJB3YIOT IIKaJIbl OIEHKA CHJIBl MBI 1)



ITKaIa KOJMYIeCTBEHHOU orieHKH MbimewyHol cmitbl (Medical Research Council Weakness Scale —
MRC); 2) mxkana MaHyaJbHOTO TECTHPOBAHMS MBI XaMMEPCMHUT, KOTOpas Ipeajiaract
onpeieJIeHue COCTOSIHUS MbII 10 16 myHkTam [30].

Takxe IS OLIGHKH MBIIICYHBIX (YHKIUH ManbuukoB ¢ MJIJ] ucmonp3yroT mkamy NSAA
(The North Star Ambulatory Assessment), KOTOpas BKJIIOYAET pa3jIMYHBIC TECThl HA CTOSHHE,
XO0XJECHHE, MMOJABEM C I0JIa, TOJBEM IO JIECTHUIIE, BCTABAaHUE CO CTYJa, CTOSIHHE Ha OJHOW HOTe,
IbpIxaTenbHble TecThl U T.1. [36]. NSAA — 3710 BanuaHas oqHoMepHas GyHKIMOHAIbHAS [ITKaja AJis
aMOyJIaToOpHBIX MabYrKOB ¢ M/JI/I, OHa MOAXOIUT AJIT MHOTOIICHTPOBBIX UCCleqoBanuii [36, 37] u
IIUPOKO MCIOJB3YETCs] HAa MEXIyHapOJHOM YpOBHE, B KIMHUYECKHX YCIOBHUSX W B KaueCTBE
BTOPUYHBIX KPHUTEPUEB OILIEHKH pe3yJbTaTOB B KIMHUYECKUX HcHbITaHusAXx. HemaBHo Obu1
pa3zpaboTaH OOHOBJICHHBIM BapHaHT 3TOM IIKalbl AN YIy4IICHUsS MHTEpHpeTanuu u (uxcamuu
KJIMHUYECKH 3HAUUMBIX U3MeHeHuu [31, 38].

3a mocneHUe ABa AeCATHICTHS Oblla MpoBeaeHa Ooblnas paboTa Mo pa3padoTKe aHaIM3a
KIIMHAYECKUX PEe3yJbTaTOB, OLICHKU OOIIEH TBUTATEIHHOM (PYHKIIUU MPU CIUHAIBHOW MBIIIEYHOU
atpoduu (Spinal Muscular Atrophy — SMA) II u III Tunos. [lepslit cienuduueckuii nokasaTensb
SMA (XammepcmuTtckas GpyHKIHOHaNbHasE MoTopHas mkana (HFMS)) 6s11 chopmuponan B 2003
rofy Kak KIMHUYECKUH U ucciaenoBaTesnbekuii ”HCTpyMmeHT [39]. HFMS — aTo onenka gpusnyeckux
criocoOnocTteit narmenToB ¢ SMA I u I1I Tuna ¢ orpaHU4eHHBIMA BO3MOKHOCTSIMH TIEPEIBHKCHHUS.
DTO mopsAKoBas I1Kaja, coctosmas u3 20 MyHKTOB ¢ MHAWNBUYaIbHON OLIEHKOW KaKJA0r0 MyHKTa
[39]. HFMS Obuta mupoko MNpUHATa COOOIIECTBOM MO H3y4deHHI0O SMA, OJHAaKO HEKOTOpbIe
HCCIeoBaTeId BHECIU PsIi U3MEHEHUM NJisi YJy4IlIEHHs BO3MOXKHOCTH H3MepeHus. B memsix
yCTpaHeHUs Jr000ro Mmemaromero 3(hdeKTa ycTanoCcTH W BIUSHHUS HU3MEHEHUS IOJIOKCHHS OBLT
m3meHeH nopsimok HFMS (MHFMS) [40, 41]. Jlna oGecriedeHus BO3SMOXKHOCTH €TI0 MCTIOIb30BaHMS
B nonyisiiuu amOynatopHoro III tuma cucrema HFMS Obia pacmmpena u Brimouana 13
JMIEMEHTOB M3MepeHus obmiei asurarenpHoi GyHknun (HFMSE, MHFMS-EXTEND) [41]. Kak
cnernuduaecknii mokaszarens ucxoga SMA HFMSE mupoko ucmoib3yercss Ha MEXIyHapOJIHOM
YpOBHE B KIMHUYECKOW MPAKTUKE, B KIMHUYECKUX HCHBITAHUSAX U JUIsl JOKYMEHTHUPOBAHUS
€CTeCTBEHHOT0 aHaMHe3a SMA u TpaekTtopuil pa3Butus 0onesnu [42, 43].

HecMoTpss Ha pa3paboTKy cCHeNHMaTN3UpPOBAHHBIX AHKET M OMPOCHUKOB MJIsl KaXIOH H3
HO30JIOTHYECKUX (OpPM HEHPOMBINIEYHOTO CKOJMO3a, B JIUTEpaType HEKOTOPHIE AaBTOPBI
HCIIONB3YIOT 00IIMe oreHouHble mKaibl. Tak, P. Obid et al. ananu3upoBanu cocTossHrE OOJTBHBIX C
TSOKENION  HeWpoMmblIlieuHol  nedopManveld MO3BOHOYHHKA (MPEUMYIIECTBEHHO HEXOS4He
0oJbpHBIC, 46 YENOBEK) C pa3IMYHBIMU dTHONOTHYeCKUMU ocobeHHocTsmMu (LTI, muoauctpodus

I[IOHIGHH&, MCHUHTOMUCEIONCIIC, CIIMHAJbHAs MbINICYHAA anO(i)I/Ifl, TpaBMa TI'OJIOBHOI'O MO3ra,



atakcust @puapeiixa) ¢ ucnonpzoBanueMm anket Ha ocHoBe PEDI (Pediatric Disability Inventory) u
GMEFS (Gross Motor Function Score) [44].

OpnHako, HECMOTpSL Ha TO, YTO HCCIEAOBAaHUE PE3yJbTATOB Ha OCHOBE JaHHBIX MAIIMEHTOB
SIBJIICTCS. BXHBIM MHCTPYMEHTOM KOJMYECTBEHHOH OLIEHKH BO3JICHCTBUS JICUeHUs AeGopMaIiu
MMO3BOHOYHUKA HA COCTOSHHE TAIMCHTa, AaHalli3 JIUTepaTyphl IIOKA3bIBAET, YTO CTEICHb
JI0Ka3aTeNbCTB YIIydIllleHUusT (DYHKUMOHAIBHBIX pPE3yJbTaTOB, KauecTBa H3HU OYEHb HU3KA Y
OOJBHBIX C HEHPOMBINIEYHBIM CKOHo3oM [8, 14]. JlokazarenbcTBa B MOANCPKKY YIyUIICHUS
KauecTBa KU3HU U (PYHKIIMOHAIBHBIX PE3yJbTAaTOB y MAlMEHTOB C IepeOpaIbHBIM MapaTnuioM U
MBIIIEYHON qucTpodueit [romenHa oueHp ciiadble, a y ManueHToB spina bifida oHM OTCYTCTBYIOT
[8].

3akiaoueHue

Takum oOpa3om, aHaMHM3 IJUTEPATYpPHI, TMOCBAINICHHOW WCIOJIL30BAHUIO IIKAJN, AaHKET U
OTIPOCHHUKOB JJIsI OLICHKH (D)YHKITMOHATLHOTO COCTOSHUS OOJIbHBIX ¢ HEHPOMBIIICYHBIM CKOJIHO30M,
CBUJETEIBCTBYET O TOM, YTO MCCIIEJOBAHHE PE3yJIbTaTOB Ha OCHOBE JAHHBIX MAIUCHTOB SIBIISETCS
BaXHBIM HMHCTPYMEHTOM KOJMYECTBEHHOH OIICHKHM BO3JCUCTBUS JieueHUs JedopMaiuu
MMO3BOHOYHUKA Ha OMpEIeICHHbIE 3a001eBaHusl M TJI00ANbHOE KauecTBO Ku3HU. OJHAaKo B
HACTOSIIIEE BpEeMsI B JIUTEPAType OTCYTCTBYET OOIasi aHKETa OICHKU COCTOSIHUS TAllMeHTa U (W)
KauecTBa >KU3HU, MOJAXOASIIAs sl BceX OOJNIbHBIX C HEPBHO-MBIIIEYHBIM CKOJIM030M. Kpome Toro,
CTENEHb J0Ka3aTeNbCTB YIy4llIeHUs (YHKIMOHANBHBIX pE3YyJbTaTOB, KauyecTBa >KU3HU OYEHb
HU3Ka.

HeobxomuM MeXTyHapOIHBIN KOHCEHCYC B OTHOIICHHWH TOTO, YTO JIOJDKEH BKJIIOYATH ATOT
npeanoyiaraeMbelii  coop gaHHBIX. OYeHb BaXXHO OOECICUYCHHE COTVIACOBAHHOCTH BO BCEX
YUPEKICHUSAX, M ITO JOJDKHO OBITH B IIEHTpe Oyaymieid paboThl B 3TOH 00JIACTH 1O BCEM
pesynbratam uccnenoanus [9]. Kpome Toro, B OyayiiemM Obuio Obl MPEANOYTUTETHHO MTPOBOAUTD
Kaxioe codecetoBaHue MO Tene)oHy U/ WK ¢ MPOPECCHOHATIOM, HE SBISIOLIMMCS BPayoM, YTOOBI

MOJTy9HTh 00JIee 0OBEKTHBHBIE OTBETHI [ 14].
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