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MbiweyHas guctpodus LrowenHa (MAO) — patanbHoe HEPBHO-MbIWeYHOE 3ab601eBaHNe, 00YCIO0BNEHHOE MyTaLWeN reHa,
KOAMpyloLLero 6enok AUCTPODUH. B pe3ysnbTate pa3BuBalOLErocs U NPOrpeccupyoLero NoBpexaeHUs U aTpodum Mol
NaLWeHTbl TEPAIOT CNOCOOHOCTL K CAMOCTOATENLHOMY NEPEABUKEHUIO, Y HUX Pa3BMBAIOTCA PECNUPATOPHbIE U KAPAUONO-
rnyeckume HapyweHus. Ha pasHeix ctaguax MO ncnonb3ytotcs pasHole metoabl BefeHus. KnuHuyeckuii ekt HOBbIX
MeTofoB TapreTHoi Tepanuu MLl MoXeT 3aBUCeTb OT CTaguM 60NE3HNU HA MOMEHT Ha3HAYEHUA JIeYeHUs: aMOynaTopHON,
KOTAA NaLyeHT XOAUT CaMOCTOATENbHO, NN HeaMByNaTopHOM, KOTAAa CMOCOBHOCTL K CaMOCTOATENbHON XOAbOe yTpayeHa.
CerofiHA HeT eAMHbIX KPUTEPUEB CTaTyCa NALMEHTa C TOYKM 3PEHUA aMOYNaTOPHOCTH, @ B KIMHUYECKUX UCCIIE[0BAHNAX
W peasnbHOi NPaKTUKE UCMONL3YIOTCA pPasHble MOAXOAb! K ee OLeHKe. TeM He MeHee onpeAeneHne NOHATUI «ambynaTop-
HOCTbY» U «HEaMOyNaTOPHOCTbY KPUTUYHO ANs nauueHToB ¢ MAJ, Tak Kak NoAxoabl K BEAEHUIO NALMEHTOB B aMOyNaTOPHOI
W HeambynaTopHoil CTaaun 6one3HN pas3nuyHbl. B cTaTbe npeAcTaBieHbl 0630p, CpaBHEHWE W aHaNW3 onpefeneHuit
«aMbynaTopHOCTbY U «HEAMOYNaTOPHOCTbY, UCMONb30BAHHbIX B KNIMHUYECKUX UCCNEJ0BAHUAX, PeanbHON MEeLULUHCKON
NpaKTUKe, MEXAYHAPOAHbIX CTaHAAPTaX U peKoMeHAaLmnsX.

Mo uToram aHanu3a npegnaraeTcs B peanbHOW KAMHUYECKOH NMpaKTUKEe TPaKToBaTb aMOynaTopHocTb 6onbHbIXx MAL
Kak cnocobHOCTb X0AMUTb 6€3 NCNONb30BaHUA BCIOMOTaTeNbHbIX CPEACTB U 63 yKa3aHWs [UCTAHLMM U BPEMEHH, @ noTe-
peit aMbynaTopHOCTU CYNTATb COCTOSIHWE, TPU KOTOPOM MALMEHT BbIHYKAEH NOCTOSAHHO UCMOJIb30BaTh UHBANUAHOE KPeCo
ANs NepeABUXKEHUA KaK BHE AOMa, TaK U B JOMALIHUX YCOBUAX.
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Duchenne muscular dystrophy (DMD) is a fatal neuromuscular disease due to a mutation in the gene encoding dystrophin
synthesis. In patients, muscle damage and atrophy progresses, the ability to move independently decreases as well as
respiratory and cardiac functions. At various stages of the disease, different methods of care and treatment of patients
with DMD are used. The clinical effect of new methods of DMD target therapy may depend on the stage of development
of the disease (ambulatory or non-ambulatory). To date, there are no unified criteria for assessing the status of a patient
in terms ambulatory. In clinical trials and real clinical practice, different approaches are used to assess the patient’s
status. However, the conclusion about the functional capabilities is critical for patients with DMD as approaches in man-
agement of patients in ambulatory and non-ambulatory stages differ significantly. This necessitates expert consensus
to achieve consistency and avoid any of discrepancies on that issue.

The paper reviews the available published data on the concepts of “ambulatory” and “non-ambulatory” used in clinical
trials, real clinical practice, international standards and recommendations. As a conclusion of this analysis, it is proposed
in real clinical practice to interpret “ambulation” in DMD patients as ability to walk without the use of assistive devic-
es and without specifying the distance and time, and “non-ambulation” as condition in which the patient is forced
to constantly use a wheelchair both indoors and outdoors.

Key words: Duchenne muscular dystrophy, ambulatory, nonambulatory, recommendations, clinical research, regulatory
documents, dystrophin, consensus
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BsepeHue

Mpereunast muctpodust dromerna (MJ11) — daTansHoe
HeMpOMBILLIEYHOE 3a00/IeBaHUE, HAC/IeayeMoe 110 X-CLer-
JICHHOMY TuITy. Pa3BuBaeTcsa BClIeaCTBHE MyTalluM TeHa,
KOOUPYIOIIEro 0eloK aucTpoduH. Myranusi IpUBOIUT
K HEIOCTATOYHOI BbIpaOOTKE W1 CUHTE3Y HEMOJIHOLIEH-
HOro AuctpoduHa — Geika LIUTOCKENIeTa, OTBEYAIOIIETO 3a
MIPOYHOCTh, CTAOMJIBHOCTh U (DYHKIIMOHAJIBHYIO aKTHB-

HOCTB MBIIIIEYHBIX BOJIOKOH. PacripoctpanenrHocts M/,
[0 JAHHBIM Pa3HBIX UCTOYHUKOB, cocTasiseT 1:3500—
1:6000 HOBOPOXIEHHBIX MaJIBLYUKOB [1].

YV nauuenToB ¢ M/1/1 pa3BMBaIOTCSI POTrpeccUpyloliee
TTOBPEXXICHUE 1 aTPODSI MBIIIILL, YTO IIPUBOIUT K 3aICPKKE
MOTOPHOTO Pa3BUTUSI, HAPACTAIOLIEH MBILLIEYHON CT1a00CTH,
TTOCTETICHHOM yTpaTe CITOCOOHOCTH K CaMOCTOSITETbHOMY
TIepeABIKCHUIO, PECITMPATOPHBIM U KapaUOJIOTHIEeCKIM
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HapymeHussM. CMepTh, KaK IIPaBUJIO, HACTYIIAeT B BO3pa-
cre 20—30 ner m3-3a HapymeHUs (PYHKUUM IbIXaHUS
I CepAeYHON HEIOCTaTOIHOCTH [2, 3].

TeueHnne 00J€3HN IPUHSITO Pa3ACISITh HA HECKOJIBKO
CcTaguii B 3aBUCMMOCTH OT CIIOCOOHOCTHM pebeHKa caMo-
CTOSITEJIbHO TIePEABUTATRCS, T. €. OBITh aMOYJIATOPHBIM.

JlokmuHnyeckas craaus 00jie3Hn — riepBble 2—3 roma
KW3HU peOeHKa; 3TO MepUOa MHTCHCUBHOTO €CTeCTBEH-
HOTO POCTa MBIIII, ITpeodagaomuii Hag TUCTPOdU-
YECKUMH TIPOIIECCAMH, B CBSI3M C YeM CUMITTOMBI 00JIe3HU
¢1a00 BBIpaXKeHBI M MOTYT OBITh HE 3aMEUEHBI POIUTEIISIMU
1 HEIOOLIEHEHBI BpauoM. TeM He MeHee yKe B 9TO BpeMsI
BO3MOXKHO HAOIIONATh CACIYIOIINE TIPU3HAKH 3a1ePKKI
MOTOPHOTO Pa3BUTHSL: peOCHOK MO3Ke HAaUMHACT AePKATh
TOJIOBY, ITO3Xe CITOCOOEH CAaMOCTOSITETEHO CUIETh, CTOSITH
1 XOIOWTb. Y YacTH MAllMEHTOB OTMEYAeTCs 3aIepKKa pe-
YeBOr0 M KOTHUTUBHOTO pa3BUTHS. Takke MOXKET OBITh
BBISIBJICHO O€CCUMIITOMHOE TTOBBIIIICHNE YPOBHEH TpaHC-
aMurHa3 (aJaHMHaAMHWHOTpaHcdhepassl, aclrapTaTaMHUHO-
TpaHchepassl, JaKTaTICTUAPOTeHAa3bl) HEIIEYCHOYHOTO
reHe3a. IlepeuncieHHbIe TIPU3HAKK TOJKHBI IIPUBJICYb
BHUMaHNE Bpaya, OCOOCHHO B CEMBSIX C OTSITOIIICHHBIM
aHaMHe30M. TeM He MeHee OOJBIIMHCTBY MaJIbYMKOB,
crpangaommx MJIJI, nuarHo3 yctaHaBJIMBaeTCsl Ha Gosiee
IMO3MHUX CTAAUSIX OOJIC3HM.

Ha panneit am0yaaropHoii ctanum (06s19HO ¢ 3—5 71eT)
MOSIBSIOTCS Kiaccuyeckue npusHaku MJIJI: HapacTa-
OIIast MBIIIIEYHAS CJIA00CTh, OBICTPast yTOMIISIEMOCTh, He-
VKITIOKECTh, YACThIC TTAACHUS, 3aTPYIHEHUS IIPH ITIOTBEME
1o jtecTHUIe. [1pn mogbeMe ¢ ToJIa MareHT UCITOIb3YeT
npueM [oBepca (mociaemoBaTelIbHO OMUPACTCSI PyKaMU
0 TI0JI, KOJICHH, Oempa ISl TOTO, YTOOBI IIPUHSITH BEPTH-
KaJIbHOE TIOJIOKEHHE), (DOPMUPYETCS CBOCOOpa3HAST «yTH-
Hasl» TTOXO/IKa, XOIb0a Ha MaIbIlaX HOT M3-3a KOHTPAKTYPBI
TOJICHOCTOITHEIX CYCTaBOB, Pa3BUBAIOTCSI BHIpaKCHHAS
TICEeBIOTUTICPTPOGUST MBIIII TOJIeHEeH («OyTaBOBUIHBIC»
TOJICHM ), «<KPBUIOBUIHBIC» JIOTIATKM, «OCHHAST» TaJIMSI, TH-
repsiopno3. CHIKAIOTCS TOHYC MBI M CYXOXWIbHBIC
pedaeKCch, MOSBISETCSI TYTOIIOABIKHOCTh B CyCTaBax.
Atpodust 1 c1aboCTh MbIIIIL 00Jiee BhIpaXKeHbI B IPOKCU -
MaJIBHBIX OT/IeIaX KOHEYHOCTEH.

Ha no3nneii aMOy1aTopHO# cTagud MBIIIEYHAs Clia-
06ocTh HapacTaeT. Xonpba CYIIeCTBEHHO 3aTpyIHSIETCS,
MIPOTrPECCUPYIOT MATOJOTNICCKIE M3MEHEHUS TTO3BOHOT-
HOTO CTO0JI0A ¥ KOHTPAKTYPHI, 0COOCHHO B TOJICHOCTOITHBIX
cycTaBax.

Pannsis HeaMOynaTopHasi cTaaus XapaKTepU3YeTCs
yYTpaToil CIIOCOOHOCTH CaMOCTOSITEIBHO XOMUTD, IS TIe-
pPEeIBIKEHUST peOCHKY TpeOyeTCsI MHBATUIHOE KPeCo.

Ha no3nneit HeamOyaTopHoii cTammm (GYHKIIN BEPXHIX
KOHEYHOCTEH TTOCTEIIEHHO YTPAauynBalOTCs, M JaXe B MH-
BaJIMITHOM Kpecyie peOeHOK CaMOCTOSITEIIEHO TepeIBUTATh-
csl He MOXET, HapacTaeT cepAcuHast U JIeTOYHasl HeJoCTa-
TOYHOCTb, Pa3BUBAIOTCS OCJIOXKHEHUS 00JIe3HM [4].

Ha pasHbIx cragusix 3a001eBaHUS TTOAXOIBI K MM -
KaMEHTO3HOMY JICUCHUIO M TPOTOKOJIBI PeaOMIUTAIINMN,

MOKa3aHUsI K XUPYypruueCcKOMY BMeIIaTebCTBY NMAlIMEHTOB
¢ MJ1J1 6ynyT otiimuyatbesl. Takke UCITOIb3yeMbIe METO bl
OLICHKU ITPOTPECCUPOBaHMSI 0OJIE3HN K MOTOPHBIX (hYHK-
LM OyayT NPUBOAUTH K Pa3HbIM BbIBOJAM O COCTOSIHUM
nauveHTa ¢ M. CerogHs yXXe JOCTYITHbBI MJTA HAXOAST-
Cs1 Ha pa3HbIX 3Tanax pazpabOTKW HOBbIE METOJbI MaTo-
reHeTndeckoi tepanuu M, BKJIro4as rpernapaThl 1JIsi
TEHHOW Teparuu 1 o0l11eTepaneBTUYECKOTO JIEUeHUs, OTl-
TUMaibHas 3(PPEKTUBHOCTD KOTOPHIX MOXET 3aBUCETh
OT cTaauu 060JI€3HM B MOMEHT UX Ha3zHaueHus. [1pu aTom
TaK1We OCHOBOTIOJIArarole NOHITUS 1151 OEHKU COCTO-
sHMs nmauuenTa ¢ M/IJ1, kak «aMOy1aTOPHOCTb» U «HEaM-
OyJIaTOPHOCTH», IO CHX HE UMEIOT OOIIEITPUHSITHIX OIIpe-
NeJIeHWI U MponoJiKaloT o0cyxaaTbes. st ycTpaHeHus
TMOHATUMAHBIX PA3HOYTCHUI 1 COTJIACOBAHHOCTHU ACHMCTBUM
HEOO0XO0AUM KOHCEHCYC, TapaHTUPYIOLIUK eAuHOO00Opa3ue
B MOAX0JaX K BeIEHWIO Mal[€HTOB.

Ieabio HacTOSIIIEH PAOOTHI SIBJIICTCS aHAIN3 ITyOJIH-
KaluMi, KIMHUYECKUX MCCIIeNOBAHUMN, MEXITyHAPOIHbBIX
M HallMOHAJIbHBIX pEKOMEHIALIMI Ha MpeaMeT NePUHULIMI
U KpUTEPUEB aMOYyJJaTOPHOCTU U HEAMOYJIaTOPHOCTH Y T1a-
mueHToB ¢ MJIJI.

OnpepeneHus

IMoHaTus «aMOynaTOpHOCTb» U «HEaMOyJIaTOPHOCTh»
WMEIOT pa3HbIe TPAKTOBKH M KPUTEPUH OILIEHKH B pa3HBIX
HUCTOYHMKAX. Tak, MOHATHE «aMOYJIaTOPHOCTD> , TUMUTH -
pyroliee 0TOOP MALIMEHTOB 10 KPUTEPHSIM BKITFOUCHMS B KITH-
HUYECKNEe MCCIeOOBaHUS (JIMOO MCKITIOUCHUST U3 HUX),
B OOJIBIITMHCTBE CTydaeB OoJiee CTporoe. 3To HEOOXOIUMO
UTSI TIOTYYeHMST MAKCHMAJTBHO JOCTOBEPHOM MH(MOPMAIIKN
Ha OTHOPOIHOM BEIOOPKE MAIIMEHTOB O TMHAMMKE U3ME-
HEHUs COCTOSIHUS IMallMeHTa B paMKax MCCJICIOBaHUS,
3 GHEKTUBHOCTH 3KCIIEPUMEHTAIBHOTO JICUCHMSI.

OrnpeneneHus 1 KpUTEpUH 00CYKIaeMbIX Ae(hMHUIINIA,
HCTIOJIb3YeMBIe B PeaTbHOM KITMHUIECKOM ITPAKTUKE, TIPH-
BeICHHBIC MEXXIYHAPOIHBIMH PETYJIITOPAMU 1 OITMCAHHBIC
B KIIMHUYECKNX PEKOMEHIAIIMSIX/CTaHIapTax JICUCHUS,
YacTO HE COOTBETCTBYIOT KPUTEPUSIM aMOYJIaTOPHOCTHU
B KJIMHUYECKUX MCCIICIOBAHMSIX.

MezkayHapoaHble 1 HAMOHAJIbHbIE KOHCEHCYCHbIE pe-
KoMeHIamuu. B M3ydeHHBIX MEXIYHapOIHBIX M HAIMO-
HaJIPHBIX PEKOMEHIAIMSIX OIIpeIeicHe aMOyIaTOPHOCTH
HE BCTpEYaeTCsI, HO YKa3bIBAIOTCS HEKOTOPBIE €€ IMPH3HA-
KW, TOTIa KaK oNpeaeieHe HeaMOyJIaTOPHOCTH HalIeHO
B 2 U3 5 IpUBEICHHBIX NCTOYHUKOB (Ta0II. 1):

* B MEXIYHApOTHBIX KOHCEHCYCHBIX PEKOMEHIAIIMSIX
2010 r. onpenenieHUsT 0OCYKIaeMBIX TTOHSITUI OTCYT-
CTBYIOT, OMTHAKO YKa3aHbI MX IIPU3HAKK. Tak, B ITO3MHEH
aMOyJIaTOPHOM CTaIUM TALIMEHT TePSIET CIOCOOHOCTh
MMOOTHUMATBCS TI0 CTYyIIeHhKaM M BCTaBaTh C ITOJA.
B panHeit HeaMOyIaTOPHOM CTaaWUX TTALIMEHT B COCTO-
STHUU TIOJIEPKMBATH O3y U CITOCOOCH TTepeMeIIaThCs
KaKoe-TO BpeMs 0e3 MOCTOpOHHeH momoriu. Takxke
yKa3aHO, 9YTO B aMOYJIaTOPHOM CTaINH MCITOIb3YIOTCS
CIIeAyIONINe TECThI Ha BpeMsl ISl OLICHKA MOTOPHOM
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dyHKIMK: TecT X0Ab0bI Ha 10 METPOB, TECT 6-MHUHYT-

HOM XOmbOBI, BpeMsI MoIbeMa ¢ T10J1a, BpeMs IToabeMa

T10 JIECTHUIIE Ha 4 CTYIIEHU, BpeMs IToTbeMa ¢ Kpecia.

Jlist mo3aHeit aMmOyJ1IaTOpHOM U paHHel HeaMOy1aTop-

HOM cTaauit peJIeBaHTHBIM TECTOM MOKET OBITH OIICH-

Ka BPEMEHMU, 33 KOTOPOE MAUVEHT HaaeBaeT QPyTOOIIKY.

B mo3nHeit HeaMOyIaTOpHOI CTagUM TECTHI Ha BPEeMST

HeIpUMEHUMHI [5];

* B MEXIYHAPOIHBIX KOHCEHCYCHBIX PEKOMEHIAIIMSIX
2018 1. obcykmaeMble TTOHATHS TaKKe He OIpeie/IeHb,
HECMOTpS Ha pa3ueiecHre CTaauii 00Jie3HN Ha aMOy-
JIATOPHYIO (PAaHHIOIO Y TO3HIO) U HEAMOYJIaTOPHYIO
(paHHIOIO U TTO3IHIOW) [5];

* B HAIIMOHAJIBPHBIX KOHCEHCYCHBIX peKoMeHmamsix Mc-
IMTaHUY HeaMOyIaTOpHAas CTaaus 00JIe3HU OIMMcaHa KaK
CTamusl yTpaThl NALMEHTOM CIIOCOOHOCTH XOAUTh [6];

* B HAIIMOHAJIBHBIX KOHCEHCYCHBIX DPEKOMEHIAITHSIX
bpazunuu obcyxxnaemble MOHATUS HE pacIIU(pPOBHI-
Batotcs [7];

* B HaIlMOHAJIBHBIX peKOMeHIAMsIX KaHaae! 15T marim-
eHToB ¢ M/1/1 paHHsIs1 HeaMOyaTOpHasi CTaaus oIpe-
IleJieHa KaK CTaaus, B KOTOPOU MAIlMeHT BBIHYXICH
HCIIOIH30BaTh MHBAMIHOE KPECIIO IUIST TTepeaBIKe-
Hug [8].

Takum 06pa3zom, OOJIBIIMHCTBO MEXIYHAPOIHBIX pe-
KOMEHIAWI U CTAaHIapTOB HE MPHUBOIAT KOHKPETHBIX
KPUTEPHUEB 0OCYKIaeMbIX TIOHSITUI 1 OTIEpUPYIOT TAKUMU
IIUPOKUMHU OTpPeIeICHUIMHU, KaK IOTEPsI CIIOCOOHOCTH
XOIUTh U TTIOCTOSTHHAS 3aBUCUMOCTD OT MHBAJIMIHOTO Kpe-
cJ1a, 9T0 00eCIIeYNBaET MepCOHN(UIIMPOBAHHBIN 1 THOKUIA
ITOIXOM K BEICHWIO KOHKPETHOTO MAIlMeHTa B YCIOBUSIX
peaTbHOM KJIMHUYECKOM MTPAKTUKMU.

Mexnynapoansie peryasatopsl. [loHsaTue amGynaTtop-
HOCTH BCTpeYaeTcsl B peKoMeHAaIusIx EBporneiickoro me-
muiHCKoro areHTcTBa (EMA) 110 mpoBeneHU0 KIIMHU-
YECKMX MCCIICAOBAHNN y MALIMEHTOB ¢ MUOAMCTPODUEH
Hromenna/bekkepa (“Guideline on the clinical investi-
gations of medicinal products for the treatment of Duch-
enne and Becker muscular dystrophy”). AMOyJIaTOpHOCTB
OIpeaesieTcsl Kak «BaKHasl Bexa Juisl maureHToB ¢ M ».
OO0cyxkxmaeTcsa aMOyJIaTOPHBIN CTaTyCc, HO €ro YeTKOTO
oIIpeIesIcHUs TaKXKe He IMpUuBoaInTCs. B paMKax KIWHM-
yecKux ucciegoBanniit EMA peKoMeHIyeT NCITOIb30BaTh
TECTHI I OLICHK! BEIHOCJTMBOCTHU M CITOCOOHOCTH XO-
IUTh UCKITIOUYNTEILHO B aMOYJIaTOPHOM CTanuu 3a001e-
BaHus [9].

HaroHambHBI HHCTUTYT COBEPIIICHCTBOBAHMS 3Ipa-
BooxpaHeHwus (National Institute for Health and Care Ex-
cellence, NICE) BennkoOputanum orpeneisiecT HeamOy-
JIATOPHOCTh KaK «HECIIOCOOHOCTh OoJiee CTOSITh Iaxe
C OITOPOI ¥ MOJTHYIO 3aBUCUMOCTD OT MHBAJIMITHOTO Kpeciia
IoMa ¥ Ha yJIWIIe, 3a UCKITIOYCHUEM CIIydaeB, CBSI3aHHBIX
C TPaBMOI WJIM MHTEPKYPPEHTHBIM 3a0oneBaHnemM» [10].

B noxymeHTe YipaBieHUs 110 KOHTPOJIIO 3a IMIPOAYK-
tamu u tekapctBamu CIIIA (FDA), mocssiimienrom M1/
[11], onpeneneHust 06CYKAAEMbIX MOHSITUIN OTCYTCTBYIOT.

Tadmuua 1. Onpedenenus «ambysamopHoCmp», «<HeaMOyAamMOPHOCHb»,
«nomepsi amMOyAamopHOCMU» 8 MeNCOYHAPOOHBIX U HAUUOHAALHBIX KAUHU-
YeCKUX PeKOMeHOaUUsIX

Table 1. Ambulation, non-ambulatory and loss of ambulation definitions
in international and national clinical guidelines

IlonsTHS aMOYIATOPHOCTH / HEAMOYJIa -

UL TOPHOCTH

He OIIPEACICHO, OAHAKO YKa3bIBalOTCA
MPU3HAKY CTAJAUM O0JIE3HU U TECTHI
JIST OLIEHKW MOTOPHOM (DyHKIINKA
(B TOM 4mCIIe Ha BpeMsi), KOTOpbIe
MOTYT OBITh UCITOJIb30BaHbl HAa aMOyJia-
TOPHOI U HeaMOyYJIaTOPHOU CTaIUsIX
Not defined, but signs of the disease stage
and tests to assess motor function (including
timed tests) are indicated, to be used
in ambulatory and non-ambulatory stages
of Duchenne muscular dystrophy

Consensus Standard
of Care (K. Bushby
etal., 2010) [5]

Consensus Standard
of Care (D. Birkrant
etal., 2018) [1]

He onpeneneno
Not defined

Spanish Consensus  HeaMOynaTOpHOCTB: MAIIMEHTHI TEPSIIOT

Guidelines CIIOCOOHOCTh XOIUTh

(N.A. Osorio et al., Non-ambulatory: patients lose the ability
2018) [6] to walk

Brazil Consensus

Guidelines He onpeneneHo

(A.P. Q.C. Araujo
etal., 2017) [7]

Not defined

The Diagnosis Heam0yaTropHOCTb: MalIUEHT BBIHYX-
and Management JIeH HCTIOJb30BaTh MHBAIMIHOE KPECIO
of DMD (guide Non-ambulatory: patients need

to use a wheelchair

for families) [8]

Takum 00pa3oM, B JOKYMEHTaX MEXIyHAPOIHBIX pe-
TYJIATOPOB HET KOHKPETHBIX KOJTMIESCTBEHHBIX ITApaMETPOB
(MeTpoB, IIAaroB, CEKyHM), IMO3BOJISTIOIINX OIPEAeIaTh
W pa3rpaHUYMUBaTh cTanguu 6ose3Hu. B o ke Bpemss NICE
YETKO CBSI3bIBACT HEaMOYJIATOPHOCTD C TTOJTHOM 3aBUCH-
MOCTBIO ITalleHTa OT MHBAJIMIHOTO Kpecia M HEBO3MOX-
HOCTBIO CTOSITh JaXKe C OTIOPOIA.

JlaHHbIe APYIUX HCTOYHHUKOB JIATEPATYPhL. OTIpeneIeHs
[TOHATHI «aMOYJIATOPHOCTD> , «<HEAMOYJIATOPHOCTD», «IT0-
Tepst aMOyJIaTOPHOCTU» JAHBI B psiie MyOJIMKALIMiA, B TOM
YH1CJie OCHOBAHHBIX Ha aHAJIN3¢ JaHHBIX KPYITHBIX 00cep-
BaIlMOHHBIX UCCIICIOBAHMM (TAa0. 2), TAKMX KaK:

+ peructp MD STARnet (The Muscular Dystrophy Sur-
veillance, Tracking and Research Network, CIIIA) —
PETPO- ¥ IMPOCTICKTUBHBIN PETUCTP MALIMCHTOB C MbIIIICY-
Hoit muctpodueit [lromenHa/bekkepa, BeISIBICHHBIX
¢ 1 ssaBaps 1982 1. mo 21 nexadps 2011 . Peructp ocHo-
Bad B 2002 r. HaOmomaoIMMy 3a mauueHtamu LleHT-
paMM 110 KOHTPOJIIO M TIpo(prIakTuKe 3a00IeBaHIA
CIIA (Centers for Disease Control and Prevention,
CDCO) [12, 13];

* CCHMC (The Comprehensive Neuromuscular Center
at Cincinnati Children’s Hospital Medical Center,
CIIIA) — peructp, comepxXaluii B 3JIeKTPOHHOM BUIE
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JNaHHble mauueHToB ¢ M1, HabmonaBimxcs B LleH-

Tpax ¢ 2004 mo 2017 . [14];

+ CINRG DMD-NHS (The Co-operative International
Neuromuscular Research Group DMD Natural His-
tory Study, CIIIA) — IpOoCTIEKTUBHBIN PETUCTP €CTECT-
BeHHoro TeueHus1 M/11, conepxaluuit naHHbIe Oosee
340 mammeHToB [15];

* DuchenneConnect — MacIITaOHBIN ITAIIMEHTCKUIMA pe-
TUCTDP, BKIIOYAIONIUI JaHHbBIE MMAIIMEHTOB C MbIIIIEY -
Hoit nuctpodueii JloienHa/bekkepa [16].

M3 npuBeaeHHbIX Bblllle 11 paboT KOJUUECTBEHHbBIE
KPUTEPUH /IS OTIPeeIeHUST aMOyIaTOPHOCTHU TPUCYTCT-
BYIOT JIUIITG B 4, TIPY 3TOM TTOIXO/BI K €€ OLIEHKE Pa3TUYHBI.
B paborax C.M. McDonald u coasr. (2013) [15] 1 L.N. Ser-
vais 1 coaBrT. (2013) [17] maHHBII KpUTEPUIA TIPEACTABISICT
€000i1 cTOCOOHOCTH IMAITMEHTOB MPOTH 10 M, B TO BpeMsI
kak B nyoaukauuu C. Vuillerot u coanr. (2009) [18] mpen-
JlaraeTcsi orpeneieH1ue aMOyJIaTOPHOCTU KaK CITIOCOOHOCTHA
mpoittu 10 maroB 6e3 MOMOIIA W 0e3 OrpaHUICHUS I10

BpemeHnn. B uccnemoBanum K.J. Naarding n coanr. (2020)
TOTepst aMOyIaTOPHOCTU TPAKTYETCsT KAK HEBO3MOXXHOCTh
npoitty 6e3 momaepxku S M [20]. B ocTanpHBIX 7 nccie-
JIOBAHUSIX UCTIONB3YIOTCS KAUeCTBEHHBIE KPUTEPUU TTOTE-
pu aMOyIaTOPHOCTH, TaKKe KaK MOCTOSTHHOE MCTIONb30-
BaHWE WHBAJIMIHOTO Kpecya, TMOJHas 3aBUCUMOCTh
OT MHBAJIUAHOTO Kpeciia, MoTepsi CTOCOOHOCTH XOIUTh
0e3 moIIepKKY /U1 CTIEHMATbHBIX YCTPOUCTB [12—14,
16]. M3 paccMOTpPEHHBIX KICTOYHUKOB OCOOEHHO BBIIEJISI-
ercs KiumHu4eckoe ucciaenopanre NCT01098708 [22],
B KOTOPOM HEaMOYJIaTOPHOCTb SIBJISIETCS] KpUTEPUEM BKITIO-
YEHWS U OTIPENETISIETCS KAK HEBO3MOXHOCTD XOUTH yKe
6ospire 1 roma. DTo ele pa3 MOAYepKUBAET, HACKOJIBKO
TPAKTOBKY JaHHBIX MOHSITUI MOTYT BAPHUPOBAThH B 3aBU-
CUMOCTH OT LIeJIel U 3aad KOHKPETHOTO KIIMHUYECKOTO
HCCIIEIOBAHMSI.

Kpome toro, B psiae paboT NaueHThbl ObLIY pa3aeaeHbl
Ha TpynIibl aMOyIaTOpHBIX U HEaMOYIaTOPHbBIX, HO PU 3TOM
HeT MHGOPMAIMU TI0 OTIPEAESICHUIO JAHHBIX TEPMUHOB.

Tabmuna 2. Onpedenenus «ambyramopHocme», <HeamOyAamopHOCMy», «<nomeps amOy1amopHOCMu» 8 Aumepamype

Table 2. Ambulation, non-ambulatory and loss of ambulation definitions in investigated references

S. Pettygrove
etal., 2014 [12]

TToteps aMOymaTOpHOCTH (HAYaI0 IMMOTEPH aMOYIaTOPHOCTH): BO3PACT, KOTIa MAIlAEHT TIepe-
CTaeT XOOUTh VI NOCTOSHHO MCIIOJb3yeT UHBAJTUIHOE KPECIIO
Loss of ambulation (onset of ceased ambulation): the age when the individual ceases walking or uses

HeamOymaTropHOCTB: TTAIIMEHT He CIIocoOeH mpoiitu 10 M Mpu MpoBeieHNH TecTa Ha BpeMsi —

Non-ambulatory: a subject is unable to ambulate 10 metres on a 10 m walk/run test

HOTepﬂ aM6yJ'IaTOpHOCTI/IZ TIOCTOAHHOE MCII0JIb30BaHUEC MHBAJIMAHOTO KpEcaa

TTotepst aMOynaTopHOCTH: >4 GAJLIOB MO 1IKaJle (YHKIIMOHAIbHOM MOOWIBHOCTH, YTO Yy TIa-
IIMEHTOB C MBIIIEYHOM nTucTpodueii JIIoleHHa COOTBETCTBYET HEOOXOIMMOCTH ITOCTOSTHHO-

MD STARnet
S. Kim et al., . .
2017 [13] a wheelchair full time
CINRG Study C.M. McDonald Boral/XOREORITAON
Group etal., 2013 [15] .
Duchenne- R. Wang et al.,
Connect 2018 [16] Loss of ambulation: full time wheelchair use
CCHMC JRMardcn T'0 MCIIOJb30BaHMs MHBAJIUIHOTO Kpecia

Hpyrue uccne-
TOBAHUST

etal., 2020 [14]

L.N. Servais
etal., 2013 [17]

C. Vuillerot et al.,
2009 [18]

B.E Steffensen
etal., 2002 [19]

K.J. Naarding
et al., 2020 [20]

A.M. Connolly
etal., 2015 [21]

Study
NCT01098708
[22]

Loss of ambulation: Functional Mobility Scale (FMS) score >4, which is indicative of patients’ full-time
use of a wheelchair for mobility in Duchenne muscular dystrophy

HeamOynaTopHOCTh: MalIMEHT He crocoOeH mpoiitu 6oiee 10 M 6e3 moaaepKKu
Non-ambulatory: a subject is unable to walk more than 10 meters without human assistance

AMOYJIaTOPHOCTh: MALIMEHT CITOCOOEH MpoiTu 10 1maroB 6e3 MomaIep>KKu U BpeMEHHOTO
orpaHnYeHus (Iar B JaHHOM cliydae OIpenessieTcsl Kak KaXIoe IBMKEHNE HOTH

C KacaHUEeM IoJja)

Ambulation (ability to walk): ability of a participant to move 10 steps forward without help and without
a time limit (a step was counted when each foot moved forward touched the floor)

Heam0OynatopHOCTb: MOIHAS 3aBUCUMOCTb OT MHBAJIMIHOTO Kpecya
Non-ambulatory: totally wheelchair dependency

IMoTtepst aMOyTaTOPHOCTHU: TTAITUEHT HE CTIOCOOEH TTPOUTH 5 M 6€3 TTOIIEPKKY YT OPTE30B
Loss of ambulation: a subject is unable to walk 5 m without assistance or orthoses

Heam0OymaTopHOCTb: MAIIMEHT HE CIIOCOOEH XOAUTH 0€3 MOMIEPXKKH UM BCIIOMOTaTeIbHBIX
CpeacCTB
Non-ambulatory: a subject is unable to walk without braces or assistive devices

HeaMOynaTopHOCTb: MAalIMEHT HE MOXKET XOAMTh O€3 BCITOMOTaTeIbHbIX CPEACTB 1 rox
wiu 6osee
Non-ambulatory: a subject is unable to walk without assistive devices for greater than or equal to one year
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B HEKOTOPHIX MCCIIenOBaHMSIX OIIPECIISIA BO3PACT ITOTEPH
aMOYJIaTOPHOCTH, HO Ae(PMHUIINS TaHHOTO TePMIHA HE YTOU-
Hsmach [23—30]. B cucremaTnaeckoM 0630pe, MPOBEIEHHOM
S. Ryder u coabr. (2017), oOHapyXeHa 3HAUNTe/IbHAS TeTe-
POTeHHOCTD MCCIICAOBAHMIA C TOYKU 3PSHMSI KPUTEPHEB, MC-
TTOJTB3YEMBIX IJTST OLICHKH aMOYJIaTOPHOTO CTaTyca, UCIIOJb-
30BaHMSI MHBAJIMIHBIX KPECesl, MOOMIBHOCTH, CKOJINO03a,
CepIeyHol 1 AbIXaTeIbHOM (YHKIIMK 1 MHTeIeKTa [31].

AM6YNaTopHOCTb M HEAaMOYNaTOPHOCTD

B KIMHUYECKUX uccnegoBaHusax

1. JIekapcTBeHHBIIi Mpenapar arajiypeH. B 6onbimHCT-
Be KIIMHMYIECKUX UCCIICAOBAHMUIA IO OLIeHKE 3(PHeKTUBHO-
CTH 1 6€30MaCHOCTH aTajypeHa — TapreTHOTO IIperapara
reHHo# Tepanuu MJIJI, oOyciiOBAEHHOI HOHCEHC-MYTa-
e, B Ka4eCTBe MEPBUYHON KOHEYHOM TOYKM paccMa-
TPUBAIA U3MEHEHHUE TeCTa 6-MUHYTHOM X0ab0b1 ((MWD),
a KaK BTOPUYHBIE KOHEYHBIE TOUKHA — OILICHKY (DYHKIINO-
HaJIBHBIX TeCTOB Ha BpeMmsI (time function tests, TFT). Boi-
ITOJTHEHNE TECTOB M OIIeHKA IPOBOMWINCH IIPU KaXKIOM
BusuTe [32—34]. B ¢BsI31 ¢ 5TUM MallMEHT MOT OBITh BKITIO-
YeH B UCCIICIOBAaHNE, TOJIBKO OYIyIr CIIOCOOHBIM ITPOUTH
OIlpene/IeHHYI0 AMCTAaHLUIO BO BpeMsi Tecta 6MWD
v TFT. Takum 06pa3om, B paMKax KOHKPETHBIX UCCIIe-
noBaHuii tectel 6MWD it TFT cOOTHOCUMITUCE C TTIOHS -
THEM aMOYJIaTOPHOCTH.

Tak, B uccnemoBanuu asnl 11B xputepnii BKiroueHUS
rmoapasyMeBaJl ClIOCOOHOCTE MpoiiTh 75 M B Tecte 6MWD,
B uccienoBanusix ACT DMD u 041 (da3za III) — cmoco6-
HOCTb Mot >150 M 1 <80 % OT pacueTHOI BETMUMHBI TS
BO3pacTa M pocTa IMalneHTa, a B uccienoBanuy 019 moHsTHe
«HEaMOYJIAaTOPHOCTh» OMPEAETISTIOCHh KaK «HEBO3MOXKHOCTD
mpoiiTi/mpobexarsd 10 M 6ombirie gem 3a 30 o» [35].

JlaHHBIC KPUTEPUU OTIPEICIISIACH TN3aifHOM KOHKPET-
HOTO MCCJIeIOBaHMS, pa3paOOTaHHBIM IS BO3MOXKHOCTHU
OTCJICANTHh TUHAMMKY IIPOTPECCUPOBAaHUsI 3a00JIeBaHUS
B KOHTPOJIBHOM 1 9KCIIEPUMEHTAITLHOM TPYIIaxX U CpaB-
HUTb UX MEXIy COOOIA.

B 10 e Bpems B 00CcepBallMOHHOM HMCCIIEIOBAaHNU
STRIDE 1o olieHKe HOATOCPOYHON >PPEKTUBHOCTH
1 0€30IaCHOCTH aTajlypeHa B pealbHOW KIMHUYECKOM
MIPaKTUKe HeaMOyJIaTOPHOCTD OTPEIEIISUIN KaK «IIOJIHYIO
3aBUCUMOCTD OT MHBAJIMAHOTO Kpecia» [36].

2. JIekapcTBeHHbIE MPENapaThl ISl KOPPEKIHH MPOIMycKa
ak30Ha 45, 51, 53. B oTKpbITOE MHOTOIIEHTPOBOE UCCIC-
nmoBanue 204 (NCT02286947) njist oLieHKU 6e30I1aCHOCTHU
¥ TIEPEHOCUMOCTH JICUYCHUSI STSITUIMPCEHOM Y MaJTbuMKOB
¢ nmarHo3oM M/IJI B Bo3pacte ot 7 10 21 roga ObUTY BKITIO-
YeHBI «<MUHUMAJIHHO aMOYJIaTOPHEIC» WM «HeaMOyIaTop-
HbIe». MUHMMAaJIbHO aMOYJIaTOpHBIC TTALIMEHTHI OIIPEeIeIsi-
JINCh KaK CTIIOCOOHBIE CaMOCTOSITeNIbHO mpoiiTi 10 M 3a 30 ¢
nim 6oJee MO0 Kak HecrmocooHkle nmpoiitn >300 M B TecTe
6MWD, HeaMOyJ1aTOpHBIE MALIMEHTH — KaK HECTIOCOOHBIE
CaMOCTOSITENIBHO CTOATh [37]. B KiMHMYeCcKMX ncciienoBa-
HMSIX STETUIMPCEHA B KPUTEPUH BKITIOUCHMS BXOIMIIN PE3YITh-
tatel Tecta 6MWD B muamnazone 180—440 m (ccaenoBaHms

201 NCT01396239 [38]/202 NCT01540409 [39]) u >300 m
(nccremoBanue 301 PROMOVI NCT02255552 [40]).

Kputepun Bkmouenust maupeHToB ¢ MJ1/1 B ucciaeno-
Banust NCT02500381 [41] mpermapatoB SRP-4045 (ka3u-
MepceH) u SRP-4053 (romomupcen) (ESSENCE) nocra-
TOYHO XeCTKHe: 3HaueHusi tecta 6MWD Obliu
B nuamna3oHe 300—450 M. [TepBMYHOI KOHEYHOM TOYKOM
SIBJISIOCh U3MEHEHME AUCTAHLUK, IPOMAEHHOM 3a 6 MMH
Ha 96-i1 Heelle MCCIeIOBaHMS, IO CPABHEHUIO C MCXO/ -
HBIM ypoBHeM. OmHA M3 BTOPUYHBIX KOHEYHBIX TOYEK —
norepsi amOynaTopHoctu. B uccnegoBanue Habupaiu
HeaMOYJIaTOPHBIX M aMOYJIaTOPHBIX ITAIIMEHTOB, KOTOPHIC
Moru ripoiiti He MeHbie 300 M B recte 6MWD. K Heam-
OyJIaTOPHBIM MALIMEHTaM OTHOCYUIM YTPATUBIINX CITOCO0-
HocTb xoauTh (0 M 1o Tecty 6MWD). B uccrienoBanuu
TIOSIBIISIETCSI TOTIOJTHUTENIBHBIN TEPMUH «OTpaHUYCHHAS
aMOyaTopHOCTE». MccaenoBanue TiaHUpYyeT IpeaocTa-
BUTH JOIIOJHUTEIbHBIC J0KA3aTeIbCTBA KIMHUYECKOM
s dekTuBHOCTH, 6€30MaCHOCTH U (hapMaKOKMHETUKU
IUTUTETLHOTO JICUCHUST Ka3MMEPCEHOM B 00JIee perpe3eH-
TaTUBHOU KOTOPTE IMAIleHTOB.

B uccaenpoannu NCT04060199 [42] o ouieHKe (-
(bexTHBHOCTY M 0€30MMACHOCTHY BIJITOJIAPCEHA Y TTALIEHTOB
¢ M/I/1, cmocOOHBIX K CAMOCTOSITEIbBHOMY TIePeIBIKEHUIO
(RACERS53), aMOy1aTOpHOCTD OIPEIEISTIOT KaK CII0Co0-
HOCTB XOIUTb CAMOCTOSTEIbHO; (DYHKIIMOHATBHEII TTOKa-
3aTeNb BKIIIOYCHHS B MICCIICIOBAHIE — CITIOCOOHOCTh XOIHTh
0e3 ImoaIep>KKI 1 BpeMsI IIoIbeMa ITallieHTa 13 TTOJI0XKe-
Hus Jexa meHee 10 c.

B xnununyeckom uccienoBanur NCT04768062 [43]
IO OIIEHKEe 0e30ITacHOCTU M 3(P(HEKTUBHOCTH BIIITOJIAP-
ceHa y aMOynaTopHBIX mareaToB ¢ M1 (RACERS3-X)
B KPUTEPUSIX BKIIIOYCHUS YKA3aHO: MAIBYMUKU, TIOAPOCTKH,
B3pocible. B KauecTBe BTOPMYHBIX KOHEYHBIX TOYEK HC-
MTOJIB3YIOTCSI CTaHOAPTHEIE TECTHl Ha BpeMsI M OICHKaA
o mKkane «CeBepHast 3Be3ma» (North Star Ambulatory
Assessment, NSAA).

B xnnnunyeckom mccienoBanur NCT04956289 [44]
TTO OIICHKE 0€30ITaCHOCTH, IIEPEHOCUMOCTH B (D (HEKTUB-
HOCTH BIJITOJIApCEHA y aMOyJIaTOPHBIX Y HeaMOYJIaTOPHBIX
nauyeHToB ¢ M/1/1 BTopuuHble KOHEUHbIE TOUKHU BKJIIO-
YaloT He TOJIBKO TeCTHI Ha BpeMsI UTSI TIePBOM TPYIIITHI Ta-
LIMEHTOB, HO M TeCTHI OIICHKM CIJTBI PYK M OIICHKY (DYHK-
LI JIETKUX.

IToHaTa «aMOY/IATOPHOCTb» M «HEAMOYIATOPHOCTb>
B MHCTPYKIMSX TAPreTHDIX JIEKAPCTBEHHBIX MPENAPATOB IS
Jeyenusa MJIJI. B nHCTpyKIIMM MO MPUMEHEHUIO aTajlype-
Ha TTO0Ka3aHNe K IPUMEHEHNIO0 0003HAYEHO CIICTYIOIINM
obpasoM: «JleueHune MblmedHoi guctpodun HromieHHa,
BBI3BAHHOIT HOHCEHC-MYTaIMell B TeHe TUCTPOGhHIHA Y XO-
IS9YUX TMallMeHTOB crapine 2 yjeT. Haauume HOHCeHC-
MYTaIl¥ B TeHe TUCTPOo(UHA JOJIKHO ONPEIeTAThCS Ie-
HEeTUYECKUM TecTupoBaHWeM» [45]. BepxHssa rpanuia
BO3pacTa NalreHTa 1 KOJIMIeCTBEHHEIE ITapaMeTphl aMOy-
JIATOPHOCTH JUIST Ha3HAUYCHMS TIperapaTa B MHCTPYKIIUHN
OTCYTCTBYIOT.
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IMokazaHue Kk mpuMeHeHMIO 3TerupceHa — MJIJI,
BBI3BaHHASI MyTaIlMSIMU TeHa TUCTPO(PUHA, KOPPEKTUPY-
e€MBIMM MPOITYCKOM 9K30Ha 51¢ mmpomyckoM 3k30Ha 51 [39].
[pemapat mccaenoBam Ha KOTOpTe IMMAIIMEHTOB B BO3PacTe
oT 4 1o 19 ner 6e3 yKazaHUsI cTaTyca MX aMOyJIaTOPHOCTH.

HMHCTpyKIIHsI 110 TTPUMEHEHUIO TOJIOMMPCeHA PEKOMEH-
IyeT HazHayaThb mpernapat aetsam ¢ M/IJI, BeI3BaHHOI
MYTaIsSIMK TeHa TUCTPOGHHA, KOPPEKTUPYEMBIMHU TIPO-
IyCKOM 3K30Ha 53. Bo3pacT meTteii B IpUBOIMMOM B MH-
CTPYKLIMH MCCIenoBaHnM — 6—13 J1eT. YkazaHuii mo oocy-
JKIAeMbIM ITOHSITUSIM B TOKYMEHTE HeT [46].

WHcTpykims BunTonapceHa [47] He COIEepKUAT yKa3a-
HU MO ornpeaeaeHu0 aMOyJ1aTOPHOCTU OOJIbHBIX UIST HAa-
3HAYCHUS IIperapaTa, HO UMEET CCBUIKY, YTO Iperapar
HU3yJaJIi B KOTOpTe aMOyIaTOPHBIX IeTeld B Bo3pacTe ot 10
1o 12 jret, KoTopele He MeHee 3 MecC TTOITyJalid KOPTUKOCTe-
poumsl. Takke yKa3pIBaeTCs, YTO B IPYTOM MCCICIOBAHUN
IpenapaT UCIIOIb30BaJIM B KOTOPTE aMOYJIaTOPHBIX U He-
aMOyIaTOPHBIX MALIMEHTOB B Bo3pacTe OT 5 1o 18 JeT.

KasumepceH pekoMeHayOT Ha3HavyaTh AeTsam ¢ M,
BBI3BAHHOM MyTaIlUsIMM TeHa JUCTPO(DUHA, KOPPEKTUPY-
e€MBIMH IIPOITYCKOM 3K30Ha 45. Bo3pacr nereii B uccieno-
BaHuUM — 7—13 netr. YKa3aHUii 1O OLIEHKE CIIOCOOHOCTU
MMAIleHTOB MEPEIBUTAThCS B MHCTPYKIIU HeT [48].

TakuMm 00pa3oM, 4 13 5 UHCTPYKILIMIA TTO0 TPUMEHEHUTO
¥ Ha3HAYCHUIO 00CYXXKIaeMbIX TeHOTePAIIeBTHUECKHUX TIpe-
ImapaToB HE comepxXaT OIIpenesIeHNsI aMOyJIaTOPHOCTH,
a B clTyJae ee YIIOMUHAHUS HeT YeTKNX KPUTEPHUEB TIOHSATHS
M €r0 KOJIMIECTBEHHO OIICHKH.

3aKknoueHue

B oCHOBHBIX IIpOoaHaJIM3UPOBAHHBIX UICTOYHUKAX JIN-
TepaTypbl MOHSTUS «aMOYJIaTOPHBIN MallMEHT» U «HEeaM-
6y.]'IaTOprII7I INanueHT HEC UMCIOT OJHO3HAYHOI'O OIIPEaC-
JICHUS. Me)KI[YHapOZLHble Y HALIMOHAJIbHBIC KIIMHUYECKUEC
PEKOMEHAAIIMU U CTAHAAPTHI TAKXKE OIICPUPYIOT 1OCTATOY-
HO LIMPOKUMMU OINpPEeAeIeHUSIMU 00CYKIaeMbIX TIOHSITUI,
HE OoImMpasCh Ha Kakue-J1moo CTpOTUEC KPUTEPUU.

PasHoutenug ,Z[e(l)I/IHI/ILII/II/I HNMCIOTCY B KIIMHUYCECKUX
NCCJIECA0BAHUAX, HO ITPU 9TOM MCCJICAOBAHUA YaCTO CTaBAT
0oJiee KECTKUE KPpUTEPpUU, YTO 00BACHIETCH HeOﬁXO,E[I/I—
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MOCTBIO PETYJISIPHOTO M3MEPEHUSI U COIMOCTABIEHUS TEX
WIN WUHBIX TTApaMETPOB B DKCIEPUMEHTAILHON U KOHT-
pOJIbHOM rpymmnax. B To xke BpeMsi B pealbHON KIMHUYEC-
KOl MpaKTUKe, MEXITYHAPOIHbBIX, JIOKATbHBIX KITMHUYECKHX
pEKOMeHAALMSIX U 00CEpBaLIMOHHBIX MCCIIEIOBAHMSIX Yallle
HUCMOJb3YIOTCSl 60Jiee MSTKME KPUTEPUM OOCYXIAAaeMbIX
MOHSITU, YTO MPUBOJAUT K pa3HbIM BapuaHTaM ompeaesie-
HUM. AMOYJIaTOPHOCTb MPEUMYILIECTBEHHO OIpPEAEsIeTCs
KaK CIIOCOOHOCTb XOAUTh 6€3 NCITOJb30BaHMSI BCIIOMOTa-
TEJIbHBIX CPEACTB 1 0€3 yKazaHUsl IMCTaHLIMM U BpEMEHMU.
B oTnenbHBIX Ciiydyasix MUCIOJIb3YIOTCS KOJIUMYECTBEHHbBIE
KpuTepur (BpeMsI IPOXOKICHUS TUCTAHIINH, BPEMsI TTOIb-
€Ma 13 MOJIOXKEHMS JiexKa 1 T. 11.). B KkauecTBe onpeneneHus
HeaMOyIaTOpHOCTH/TIOTepr aMOYIaTOPHOCTH Yallle BCTpe-
YalOTCsl KAYECTBEHHbIE KPUTEPUU, TAKME KaK MOCTOSIHHAS
NOTpeOHOCTh B MCIIOJb30BaHUM MHBAJIMIHOIO Kpecia
IJIs1 TIepeaBUXKEHMS, HEBO3MOXHOCTb XOIUThb WU CTOSITh
C ITOIIEePKKOM.

Tak win vHavye MOHsATHE aMOyJIaTOPHOCTU SIBJISIETCS
BOMPOCOM BpayeOHOro KOHCEHCYCHOTO CYXKIEHUS, KOTOPOE
JOJKHO YYMThIBaTh MHAMBUAYAIbHbIE aCMIEKTHI MAlIUEHTA
B KaXIOM KOHKpeTHOM ciydae. g Poccuiickoit Dexe-
paluy BpaueOHbIA KOHCEHCYC IO OMpPEAeIeHUIO JaHHBIX
napaMeTpoB y nayeHToB ¢ M/1/] nmeet ocoboe 3HaUeHNE
B CBSI3M ¢ paboToit poHpa «Kpyr 1odbpa», KOTOpHI Ha OC-
HOBE BpayeOHbIX KOHCUJIMYMOB ITPOBOJUT 3aKYIKU AOPO-
TOCTOSIIIIMX TAPTeTHBIX MpPENnapaToB, 3aMEMISIOIIUX MPO-
rpeccupoBaHue 00JIE3HU U YIyUIIAIOIIUX KAYECTBO XKU3HU
nauueHToB. OTpeneneHne MOHITHI «aMOyJIaTOPHOCTh»
¥ «HeaMOYJIAaTOPHOCTh» KPUTUYHO TaKKe IPU BHIOOPE TaK-
TUKM BeaeHUs nanueHToB ¢ MJ1J1, Haxomsiuxcs Ha pa3-
HBIX CTaAusIX OOJIE3HU.

Ha ocHoBaHMM NpPOBEIEHHOIO aHaauW3a Mpeajiaraem
B peajibHOM KIMHUYECKOU MpaKTUKe TpaKTOBaTh aMOyJia-
TOPHOCTB 001bHBIX M/1/] KaK CrIoCOOHOCTB XOAUTh O€3 UC-
MOJIb30BaHMS BCIIOMOTATEJIbHBIX CPEICTB, 0€3 yKazaHus
MPOXOAMMOM TUCTAHLIMY U BPEMEHU Ha €€ TIPEOAO0JIEHUE,
a nop motepeil amMmOyJaTOPHOCTU CUMTATh COCTOSIHUE,
MpPU KOTOPOM MAaLMEHT BBIHYKAEH MOCTOSIHHO UCMO0JIb30-
BaTh MHBAJMIHOE KPECIO AJisl TIepeaBUXEHUST KaK BHE
JloMa, Tak U B TIOMAILIHUX YCJIOBUSIX.
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