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Pa3paboTunk KIMHNYECKON peKOMEHIaluH
- Acconmanus TpaBMaToJIOroB-opTonenoB Poccun
- Poccuiickas accounanus Xupypros-BepTeopoioron

Ono6peno Hayuno-npaktudeckum CosetoM Munzipasa PO
Cnucok cokpaliueHun

MHO — MexayHapoIHO€ HOPMAJIM30BAaHHOE OTHOIIICHHE.

AJIT — ananmHaMuHOTpaHCheEpasa.

ACT — acnapraTamuHOTpaHcdepasa.

BUIIAII - ot aur:. Biphasic Positive Airway Pressure, BPAP, BiPAP.
BAIII - BuzyanbHO-aHanorosas mkana bopra.

JAT — nquctpoduH-acCOMMPOBAHHBIN TTTUKOMTPOTEUHOBBIA KOMILIEKC.
JH — ngpixarenbHas HEIOCTATOYHOCTbD.

JIHK — ne30kcupruOOHYKIIEHHOBAsI KUCIIOTA.

KEJI — )xu3HEHHas1 EMKOCTb JIETKUX.

HNAII® — uHruOMTOpHI AHTMOTEH3UH-TIPEBpaIIaroiero GpepMenra.
BJI — nuBa3uBHAsI BEHTWIALUS JETKUX.

kJla — KujI0JaabTOH.

KT — xomnbproTepHas Tomorpadusi.

K®K — kpeatnnpochoknnaza (CHHOHUM — KpeaTUHKHHA34).
KHIIC — KuCIOTHO-IIETIOYHOM COCTaB KPOBH.

JIAI' — nakTaTmernaporenasa.

MPT — mMarauTHO-pe30HaHCHAs TOMOTpadus.

HUBJI — HenHBa3uBHAag BEHTW SN JIETKUX.

ODBI1 — 00bem GopcupoOBaHHOTO BBIAOXA 32 MEPBYIO CEKYHy MaHEBpa (OPCUPOBAHHOTO BBIJOXA.
IIIE — noTeHLMabl IBUTaTSIbHBIX €IMHMII.

I[IM/1/] — nporpeccupytoiiasi MpimiedHasi fuctpodus JlromeHHa.
IIM/Ib — nporpeccupyrorias Melmednas auctpodus bexkepa.
IICB — nukoBasi CKOPOCTh BBIIOXA.

IICK — nukoBast CKOPOCTh KallIs.

[1dM — nporpamma (pU3HYECKOr0 MEHEIKMEHTA.

PHK — pubonykienHoBas KMCIOTA.

CHUITAII - ot aurn. Constant Positive Airway Pressure, CPAP.
CMA — cnivHanbHas MbIIIEYHAs aTPOQHSL.

CMA I — cnunanbHasg MbleyHas arpodus, tam .

TCP — Texauueckue cpeicTBa peaduIUTallUu.

@OXKEJI — pyHKIMOHAIBHAS )KU3HEHHAs] EMKOCTD JIETKHUX.
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YVYP — ypoBeHb yOSIUTETHPHOCTA PEKOMEHIAITUH.

Y/ — ypoBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB.

OKI — snexrpokapauorpadus.

OMI — snekrpomuorpagusi.

OHMI — snextpoHeipomuorpadusi.

3XO-KI" — sxokapauorpadmusi.

MLPA — MynbTHIUIEKCHAsT aMIUTM(UKAIS JTUTHPOBAHHBIX 30HI0B (0T anri. Muliiplex Ligation-
dependent Probe Amplification).

NIPPV — HeuHBa3uBHas BEHTWISALMS JICTKAX IIOJOXKHUTEILHBIM JIaBJIeHUEM (OT aHTIL
NoninvasivePositivePressureVentilation).
HFMSE - "Hammersmith Function Motor Scale Expanded", mkana QyHKIIMOHATEHOM

JIBUTATEIFHON aKTUBHOCTH XaMMepcMuTa it 00bHBIX CMA.

RULM — "Revised Upper Limb Module", nepecMOTpeHHbIN MOyab OLIEHKH MOTOPHOM (YHKIIMH
BEpPXHUX KOHeuHocTel mpu CMA.

MFM — "Motor Function measure”, mikaua i OIEHKH JBHraTeIbHONH (YHKIHUH y OOJBHBIX C
HEPBHO-MBIIIIEYHBIMH 3a00JICBaHUSIMHU.

6MWT — "6 minute walk test", Tect 6-MHHYTHO# XOIb0BI.

ADL — "activities of daily living", noBceHeBHas )KHU3HB (aKTHBHOCTH).

TepMVIHbI n onpepgeneHusa

HepBHo-Mbiieunsie  Oosiesun (HMDB) — oOmuphas rpymnmna TEeHETHYECKHMX TIeTepOreHHbBIX
3a00JIeBaHN, OCHOBHBIMH KIMHHUYECKUMH TPOSIBICHUSIMU KOTOPBIX SBIAIOTCS ClIabocTh U arpoduu
Pa3IMYHBIX TPYII MBIIIIL

I'unepkudo3 — mpeBbllIeHHe TPAHUIIBI HOPMATIBHBIX TAPAMETPOB I'PYIHOTO OT/ela M03BOHOYHUKA B
CaruTTAIBHOU MIIOCKOCTH (> 40°).

l'unokudo3 — ymuomeHue rpyIHOTO KuQo3a 3a Hpeaesbl HIKHEH TIpaHULbl ero HOPMalIbHBIX
napameTpoB (< 20°), Ho 6e3 GopMHUpPOBAHUS TPYAHOTO JIOPAO3A.

I'op6 (gibbus) — ocTpoBepIIMHHABIN YTI0BOM KU(DO3.

Kudos — wusmenenue ¢Qopmbl cerMeHTa TO3BOHOYHHMKA B CArUTTAIbHOW IIJIOCKOCTH C
dbopmupoBanueM gepopMalum, BHITYKIOCTIO, OOpallleHHON JOpCcallbHO; aHOMAIbHBIN KU(O3.
Kudockonmos — coueTaHwe CKOJMOTHYECKOH JegopManuud C HCTUHHBIM TUNEPKUGPO30M.

Porammonnas pedopmanusi B COYETaHMU C KaXKYIIUMCS KH(PO30M HE JOJDKHA 0003HAYaThCS 3TUM
TEPMUHOM.

Mpimeynast auctpodusi — mblieunas auctpodus JromenHa u MpimeyHas auctpodus — bekkepa
SIBJISIOTCST X-CLETIJICHHBIMU PELIECCUBHBIMU PACCTPONCTBAMU, XapaKTEPU3YIOITUMUCS MPOrPEeCCUpPYIOIIeH
C1a00CThbI0 TMPOKCUMANIBHBIX MBIIII, BBI3BAHHOW JereHepanueil MBIIICYHBIX BOJIOKOH. Jluctpodus
bekkepa nMeer no3aHee HAYaIoO U BbI3bIBACT 0OJiee IETKUE CUMITTOMBI.

CrnunanpHble Mblmeynble atpoduun (CMA) — rpynmna HacleICTBEHHBIX 3a00JieBaHUN JETCKOTO
BO3pacTa, BuepBble onucanHbix Werdnig B 1891 r. 3aboneBaHue nposBIsSETCS CUMMETPUYHON aTpodueit
HUOKHUX MOTOPHBIX HEHpPOHOB IMEpPEeIHUX POTOB M KOPELIKOB CIIMHHOTO MO3ra, YTO BBI3BIBACT
MIPOrPECCUPYIOLTNH Mapainy Ha (OHE HAPYIIEHUs HEPBHO-MBIIIEUHON MepeIadH.

[IpokcumanbHas cnuHanbHas MeimedHast arpodus 5q (CMA) — Tspkenoe ayToCOMHO-PEIeCCHBHOE
HEPBHO-MbIIIEYHOE 3a00JieBaHHEe, XapaKTepU3YIoIleecs MPOTPECCUPYIOIIMMUA CUMITOMAMHU BSJIOTO
napainuya ¥ MBIIIEYHON aTpo(duu BCIEACTBHUE ACTEHEpAIlUU a-MOTOHEHPOHOB MEPEIHUX POTOB CIIMHHOTO
mo3ra [1].

Ammorpoduss (Oosesnp @Ppuapeiixa, ©Oonesnp [apko-Mapu-Tyra, O6onesns Pycu-Jlesn):
sKkBUHYCHasi nedopMmarus cton ("koHckas" croma"), Ku(OCKONIHMO3; HapylIeHHWE MOXOIKH, MOYepKa,
nu3apTpusi, c1aboOCTh B HOTAX; HApYIIEHUE U MOTeps clyXa, HapylleHHe TIyOOKOW YyBCTBHUTEIBHOCTH,
MBbIIIIeYHass aTpodusi MOCTETIEHHO HapacTaeT, arpodusi 3pUTENBHOTO HEpBa, KaTapakTa, HapylleHUe
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(GyHKIMH Ta30BBIX OPraHOB, JIEMEHIUS, CaxapHbli auabeT, THIIOTOHAIN3M, HApYIIEHUS pPUTMA,
M3MEHEHHs TPEACEPIHO-KETyJOUYKOBOW M BHYTPHIKEIYJOYKOBOW mpoBoauMocTd. [lomynsiuonHas
gactoTa: 2,7:100000. CooTHOILIEHUE [10JIOB: HE U3BECTHO. THI HacleOBaHMs: ayTOCOMHO-PELIECCUBHBIN
[121].

BposkieHHBIC CTPYKTYpPHBIC MUOIIATUN — T€TEPOTeHHASI TPYIIA TeHETUYCCKU JIETCPMUHUPOBAHHBIX
3a00JIeBaHMid C pa3HBIMU THUIIAMH HACJIEOBAaHUS W MHOrooOpasmeM BapuaHTOB TeueHHs. [Ipowmcxomut
Hapymieane QyHKIUU Mbimi. OOMMME MPU3HAKAMU BPOXKICHHBIX CTPYKTYPHBIX MHUOIATHUN SIBIISFOTCS
paHHUHN 1eOI0T (C POXKICHHS MITH C TIEPBBIX MECSIIEB )KU3HM ), TEHEPATM30BaHHAs MBIIICYHAS TUTIOTOHUS,
CHIDKEHHE WM OTCYTCTBHE CYXOXXWIJIBHBIX pEeQIIEKCOB, aTpO(PHUM MBI U CTPYKTYpHBIE AHOMAJIHMH
ckenera. Kak mpaBuiio, He Mporpeccupyromiee TeueHue.

Mpleynble JUCTPOPHUHN HPEACTABIAIOT COOON KIMHUYECKH HEOTHOPOJHYIO TPYIIY PAacCTPONCTB,
KOTOpBIE BCE MMEIOT OOIINe KIMHUYECKHE XapaKTEPUCTUKUA MPOTPECCUPYIONMIEH MBIIIEYHOH ciabocTu.
Tepmun "maucrpodus", ucnoab3yeMblil B €r0 caMOM CTPOTOM IaTOJIOTHYECKOM CMBICIIE, OTHOCUTCS K
XPOHUYECKHUM U TSKEJIBIM MHUOTATHYECKAM HM3MCHCHHSIM B MBINIIAX. BOJBIIUHCTBO MBIIICUHBIX
aucTpoduil UMEIOT 001Ke NaTOJI0rHYecKue pU3HaKu (udpo3a U 3aMelIeHUs KUPOBOIl TKaHU, 0COOEHHO
Ha TMO3HHUX CTaAMAX 3a0o0seBanms. KITMHIYECKH U TeHETHUECKN Pa3HOOOpas3Has TPYIIa HACIeCTBEHHBIX
HApYIIEHWH CTPYKTYPHl IOTEPEYHOIIONIOCATOW MYCKYNaTypsl, B TOM YHCIE€ U CEepACYHOH,
XapaKTEPHU3YIONIUXCSI TTPOTPECCUPYIONIEH MBIIIEYHOW CJIab0CThI0 M HcTOleHueM. [Iporpeccupyronum
JBUTATEIHLHBIM JICHUITUTOM.

JUUIT — nerckuii nepedpanbHbIi Hapainy.

LIT — epebpanbHbIi mapamuy.

Spina bifida — He3apaienre MO3BOHOYHOTO KaHAIa 3a CUET HAPYIICHUS CiusHUs Ayr (spina bifida
posterior) niu Ten (spina bifida anterior) mO3BOHKOB.

Spina bifida aperta (0TKpbITOE pacuienieHue OCTUCTOTO OTPOCTKA) — OJMH U3 CHHOHMMOB OOIIETO
0003HaYCHHsI BPOXKICHHBIX Ne()EKTOB HEBpPAJbHOU TPYOKM — KOMOWHHPOBAHHBIX TOPOKOB Pa3BUTHS
MMO3BOHOYHOTO KaHaja, CIMHHOTO MO3ra M €ro 000JOYeK: CHMHHOMO3TOBBIX TPBDK (MHENOLENE),
JUTIOMEHUHIOLIETIE U PaXUIIN3HUCa.

Spina bifida occulta (3akpbIToe paciiemyieHne OCTUCTOTO OTPOCTKA) — HApYIICHUE CIUSHUS JyT
MI03BOHKOB, HE COMPOBOKAaromIeecs GopMrUpoBaHHEM CIIMHHOMO3TOBOM IPIKH.

Risser TecT — KOJMYECTBEHHBIH TECT, OMPENCNAIOMUN CTaui0 occudukanuu >nupu3oB rpedHen
MO/AB3JOIIHBIX KOCTEH, KOTOpBIM HauyMHAeTcsi B 00JacTU MepeiHeld BepXHEeW OCTU U MPOJOJDKAeTCs B
JOpCaIbHOM HaIpaBJICHUU JI0 3aJHEN BepxHel ocTh. TedeHue mpoliecca OmpenesieT CTafuid KOCTHOTO
CO3pEBaHUs U MPOJOIDKACTCS B CpeaHEM B TeueHue NIByX JjeT. [lo Risser rpebeHp moaB3IOMIHOM KOCTH
JeNuTCs Ha 4 4acTu, U CTaAMMHOCTH Mpollecca BBITISAUT cieayromuM oOpasom: Risser-0 (otcyrcTBue
tenu snudusza), Risser-1 (occudukanus B npenenax 25% rpedus), Risser-2 (occudukanus B mpenenax
50% rpebns), Risser-3 (occuduxanms B mpeaenax 75% rpeOus), Risser-4 (monnas occudukanus
rpe6Hs), Risser-5 (cnusiHue snudusa u Tena noAB3A0UIHON KOCTH). Risser-4 coOTBETCTBYET 3aBEPILICHUIO
pocTa MO3BOHOYHOTO CTOJIOA.

GMFCS — mexnayHaponaHas cucTeMa KiacCH(pHUKaluu MOTOPHbIX GyHKIU manuentoB c JILIT
cTaplie ABYX JIeT, KOTOpasl OLleHUBaeT OoOIIyl0 (YHKIIMOHATBHYIO aKTUBHOCTH MAIlEHTa B MPUBBIYHON
JUIS HETO cpele U CTeNeHb ee OorpaHuydeHus. [IpWHIUMMUANBHO Ba)XXHO, YTO OILIEHMBAETCS WMEHHO
MOBCETHEBHBIN YPOBEHb AKTUBHOCTH, a HE MAKCUMAIbHO BO3MOXKHBIHM, TEMOHCTPUPYEMBIH TOJBKO BO
BpEMSsI UCCIICIOBAHMSL.

MACS — Manual Ability Classification System, knaccudukarys HapyuieHU# QYHKIAU PYKH.

CFCS - Communication Function Classification System, Illkara KOMMYHHKAaTHBHBIX
BO3MOYKHOCTEH.

FMS — Functional Mobility Scale, ®yHkironansHas 1mkana ABUTaTeIbHON aKTUBHOCTH.

EDACS - Eating and Drinking Ability Classification System, Illkaia BO3MOXHOCTH SHTEPAIHLHOTO
MUTaHUS.

KT — xomnbproTepHas Tomorpagusi.
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MPT — MarHuTHO-pe30HaHCHas TOMOTpadus.

OHMI — snektpoHeipoMuorpadusi.

HMB — HepBHO-MBIIIIEUHBIE OOJIE3HU.

Koppekmust 1 uHCTpyMeHTanbHast (PUKCaIys MO3BOHOYHUKA — XUPYPIHUECKOE BMEIIATENILCTBO, B
X0/Ie KOTOPOTO BBITIOJHSIETCS KOPPEKIHA M CTAOMIM3alMs CETMEHTOB IMO3BOHOYHHMKA (DUKCHPYIOIIUMHU
YCTPOMCTBaMHU.

1. KpaTtkaa nHdopmaums no 3aboneBaHUIO UMIN COCTOAAHUIO (rpynnbl 3aboneBaHnn
WUIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

HelipoMbliieyHblii  CKOJIMO3 —  TPEXIUIOCKOCTHAas  JedopMalius TMO3BOHOYHHKA, SIBISIETCS
OpPTONEINYECKIM OCJIO)KHEHHEM T'PYIIbl HEPBHO-MBIILIEYHBIX 3a00J€BaHUI "C HapyllIeHHEM MPOBEICHUS
HEpPBHOTO HMITYJbCA 10 HEPBHOMY BOJIOKHY, JIMOO CBSI3aHHBIX C HapyIIEHHMEM HEHPOMBIIIEYHON
nepenaun” [2].

1.2. dTmonorusa n nartoreHes 3aboneBaHUsi UNN COCTOAAHUA (rpynnbl 3ab6oneBaHun
UIIN COCTOSIHUN)

B 3aBucmmocTH oOT YPOBHA TMOPAXKCHHA Ppa3indaroT HeﬁpOHaTquCKHe U MHUOIIATHYCCKUEC
nehopmanuu mo3BoHoYHKKA [3].

[lepBrie, B CBOIO ouepelb, MOAPA3AEISAIOTCS Ha 3a00JIeBaHUs C MOPAKEHHUEM IEPBOTO U BTOPOIO
MoToHeipoHa (puc. 1). K Helponatuyeckum aegopManusiM C MOPaKEHHEM IEPBOTO MOTOHEHWpOHa
OTHOCSIT CKOJHO3bl y TAIMEHTOB, CTPAJAIONIUX JETCKUM IiepeOpanpHbiM  mapanuaoMm (L),
CUPUHTOMHUEINEH, OIMyXOJSIMH IIEHTPAJbHOW HEpBHOW cucTeMbl. Jledopmaru MO3BOHOYHUKA C
MOPAXKEHUSIMU HI)KHETO MOTOHEWPOHAa MOTYT BBI3bIBaTh MOJHMOMUEIUT M JPYTru€ MUEIUTHI BUPYCHOM
STHOJIOTUY, CIHHAJbHBIE MbIlIeyHble aTpoduuu Apyrue 3aboneBanus. Kax mnpasmiio, nedopmarus
MO03BOHOYHHUKA MPH JaHHOH MaTOJIOTHH HOCUT MPOrpeCCUpyromuii xapakrep [4, 5].

Muonaruuyeckue aedopmannu Mo3BOHOYHUKA MOTYT HAOMIOAATHCS MPU MBIMICYHBIX AUCTPOPHIX
(Muoguctpoduu JromeHa, Mepo3MH-HETaTUBHA MbIIIEUHast AUCTPO(HSI), MUACTCHUU.

Taxxke HEHpOMBILIEUHBIN CKOMNO3 (KHU(POCKOINO3) MOXKET pa3BUThCs Kak Ha (OHE OIyXOJu
CIIMHHOTO MO3ra, TaK U MOCie yAaJIeHUs MmocieqHell 0e3 aJeKBaTHON cTaOWiIn3aliy MOo3BOHOYHKKA. [6].
[Ipn Takux COCTOSHUSIX 1LIE€IECOO0pa3HO TOBOPUTH O JICHEPBAIIMOHHOM WM TMapAIUTHYECKOM
(xudockonuose). Ilocrie XUPypruyeckoro JEUEHHs] OMYyXOJedl MO3BOHOYHHMKA BO3MOXKHO pPa3BUTHE
nehopMariuu, CX0IHOM M0 XapaKTepy ¢ MOCTIAMHUHIKTOMHYCSCKOM MK MOCTTpaBMaTu4eckoi [7, 8].
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Puc. 1. Cxema ypoBHeil mopakeHrs HEPBHOM CHCTEMBI Ha ATarax MpOBEICHHS] HEPBHOTO UMITYJIbCa
P pa3IMyYHbIX BUAAX HEMPOMBIIIEUHBIX CKOJIMO030B (M3 atiiaca Spine Surgery Information Portal, Prof.
Dr. med. J. Harms).

1.3. dnupemmonorna 3aboneBaHMA WUNM COCTOSAHUA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

YacrtoTa BO3HMKHOBEHHs Je(OpMAIliK MO3BOHOYHHKA 3aBUCHT OT OCHOBHOTO HEHPOMBILIIEYHOTO
3a00JICBaHMsI U CEPHE3HOCTH €ro mposiBiieHus [9].

Tabmuma 1. PacnpocTpaneHHOCTh JedopManuii  MO3BOHOYHHMKA TIPU  HEPBHO-MBIIIEYHBIX
3a00JIeBaHUSIX
PacnipoctpanennocTs nedopmannii HO3BOHOYHHUKA PU HEPBHO-MBILICYHBIX 3a00JI€BaHUAX
Jnaruos [Ipouent
[epeOpanbHbIii Tapauy 25
[Tonuomuenur 17-80
Muenonucriazus 60
CrnivHanbpHas MbllIeuHas aTpous 67
Arakcus @punpeiixa 80
Meleynast arpogus Jromena 90
TpaBma ciuaHOrO MO3ra (TpaBma o 10 ser) 100

CyMMapHasi pacpOCTpaHEHHOCTh HEPBHO-MBIIIEUHBIX 00JIe3Hel cocTaBiseT npuMepHo 1 Ha 3-3,5
TBIC. HAaceleHus B pazauuHblX nomynsmusx mupa [10, 11, 12]. Ceituac B ¢enepanbHom peructpe PO
6osee 1200 manueHToB, OJJHAKO, €CIIM NEPECUUTATh JAHHYIO CTATUCTUKY Ha YMCIEHHOCTh HaceneHus: PO,
TO MOXXHO MpPEINOJ0XKNUTh, YTO B CTpaHE HacUMThIBaeTcs okoyno 48 Toic. OonbHbIX ¢ HMB.
[Iporpeccupytomue MbIlIEUYHbIE JUCTPO(GUU M CIHMHAIBHBIE aMUOTPO(UU SBIAIOTCA Haubolee
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pacnpocTpaHeHHbIMU 3a0o0sieBaHUsIMU U3 3ToM rpynibl (13-33 Gonbubix Ha 100 ThIC. Hacenenus u 10
0osbHBIX Ha 100 ThIC. HaceIeHUsI COOTBETCTBEHHO [12]).

PacnipocTpaHeHHOCTh MPOKCUMAIBHON CIMHAIBHON MBIIIEYHON aTpoduu cocraBiser 1 na 6000-
10000 nHOBOpokAeHHBbIX [13]. JlaHHBIE TO pacHpoCTpaHEHHOCTH 3abojeBaHus B PP OTCYyTCTBYIOT.
Yacrora HOcuTenbcTBa 3aboieBanus — 1/40-1/50 B nomynsiuu B neiom [14, 15]. Ilo manasim ®T'BHY
MI'HII MUHOBPHAYKMU Poccun gactora HocutenbectBa CMA B Poccun — 1/36 denoBek u pacueTHast
yacToTa BctpeuaeMocTu 1 Ha 5184 HOBopoxIeHHBIX [16].

CkoJ11o3 mupoxo pacrpoctpanet y ngereid ¢ CMA 1 u 2 tumna, yactora 3a0071€Ba€MOCTH COCTABIISIET
60-90% c Hauaiom B panHem jgerctse [17, 18].

Oo6mas 3a005eBaeMOCTh ckomo3oM B nomyisituu LI Bapeupyercs ot 21% 1o 76% B 3aBUCHMOCTH
ot cepun u Tspkectu LT [11, 12, 19, 20, 21, 22]. KpuBsie 00brdHO MeHbIIe 40°, HO BeIMYHWHA CKOJIHO3a,
3aBucuT oT Tsokectd L{IT [11]. 3abosieBaeMOCTh CKOJIMO30M YBEIMYHBAECTCA C BO3pacToM Ha (oHe
OTpaHUYCHHUST MOOMIIBHOCTH (TIepeABIKCHUI) U (opMHUpOBaHUs IBUTaTeIbHBIX HaBBIKOB. Persson-Bunke
M. ¢ coaBT. 0OHAPYKWIIH, YTO PUCK PA3BUTHS CKOJIMO03a BO3PACTACT C YBEIMUEHHEM BO3pACTa MAIlHEHTOB
¢ HUIT u ypoBus GMFCS (y mamuentoB ¢ LIT ¢ GMFCS IV-V umeercs puck 50% KIMHUYECKH
YMEpeHHOTo WiIu Tspkenoro ckonmos3a B 18 yer) [20]. Hagglund G. c¢ coaBT. mokasamu, 4to y 8%
nanueHToB ¢ GMFCS V 0butn KIMHWYECKHE TPU3HAKK CKOJIMO3a B Bo3pacTe J0 S5 jeT, a y 75%
nanueHToB ¢ GMFCS V kxoncTatupoBaHna aeopmanus no3BoHoYHHKaA ¢ yriiom Ko66a > 40° x 20 rogam
[23].

['umepnopao3 TOSCHAYHOTO OTAENa IMO3BOHOYHWKA WM  KH(POCKOJIMO3 TPYJHOTO OTAea
MO3BOHOYHMKA Tarke uyacto BeTpeuatorcss mpu LIIT [22]. EcrecTBeHHas MCTOpHSI TPOTPECCHPOBAHUS
ckonmo3a y nanuentoB ¢ LI nokazana, 4ro Hayano rudkoil gegopmariy mo3BOHOYHUKA MPOUCXOIUT B
Bo3pacte oT 3 10 10 jer ¢ OBICTPBIM MPOrPECCHpPOBaHUEM 0 kecTkoro ckommo3a [19]. Gu ¢ coaBr.
ompenenwIn, 4yto y narueHToB ¢ kBaapuruiernen LI ¢ medopmarmeit > 40° x 12-metHeMy Bo3pacty
BEpPOSTHOCTH MPOTPECCUPOBAHUs ObLIa BBHIIIE, YEM Y MAIMEHTOB ¢ KpuBOH < 40° K TOMY K€ BO3pacTy
[24].

Pacnipoctpanennocte atakcum @Dpuupeiixa y TpeAcTaBUTENECH Oeoi  e€BPONMEOMJIHONW pachl
onenuBaercs ot 1/20,000 no 1/50,000, ckonmrotnueckas aedopmarnus pasBuBaercsa y 60-79% manueHToB
[25].

Y mnamuentoB ¢ MJIJI, koTopble HE MOJY4alOT TJIFOKOKOPTUKOUIBI, BEPOSITHOCTH Pa3BUTHUS
BBIPAKEHHOTO MPOrPECCUPYIOIIETO CKOJIMO03a cocTaBisieT nmpudnusutensio 90% [26, 27], a BeposTHOCTh
KOMITPECCHOHHOTO TeperioMa MO3BOHKOB, BEI3BAHHOTO OCTEONOpo30M, Mana. [lokazaHo, 4to exenHeBHas
Tepanusi TIIOKOKOPTUKOMIAMH CHIKAeT PUCK Pa3BUTHUS ckoymo3a [28, 29], onHako pucK mepeloma
m03BOHKOB Bo3pactaer [30, 31].

1.4. OcobGeHHOCTM KoaAupOBaHMA 3aboneBaHMA WM COCTOAHMA  (rpynnbl
3aboneBaHun wunum coctossHMM) no MexagyHapogHOM cTaTU4eckom Knaccudumkauum
6onesHen n npobnem, CBA3aHHbIX CO 340POBbLEM

M41.4 — HepBHO-MbIlIeuHBINH CKOJIMO3. CKOJIMO3 BCIEACTBUE LEpPeOpabHOTO Mapainya, aTaKCUu
Opunpeiixa, MOJIMOMUEINTA U IPYTUX HEPBHO-MBIIICYHBIX HAPYILICHUH.

KoMMeHTapuu: B HACTOANINX KIMHUYECKUX PEKOMEHAANNIX ACIIEKThl TeUEHUS PA3IMUYHBIX HEPBHO-
MBIIIEYHBIX ~ OOJNe3Hell  paccMaTpHBAIOTCS TOJNBKO B paMKaxX OIICHKHM  PHCKOB,  acleKTOB
MpeIoNepallnOHHOr0 00CIeI0BaHuUS, HHTPA- U MOCICOTePAIMOHHOTO BEACHUS MAIMEHTOB.

1.5. Knaccucmkauma 3aboneBaHUsi UM COCTOSAAHMA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

Haubosnee mosHass dTHOJOTMYECKas KIAaCCH(HKAIUSA CKOJHO30B, KH()O30B H  JIOPAO30B
npencrasiena Lonstein E.J. ¢ coart. (1995) [32]:
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l. U pmonaTnyeckue

A. Nadantmienbie (ot 0 10 3 ner):
1. camopasperarommecs;

2. Iporpeccupyrouue.

B. IOBenmnbnbie (ot 3 1o 10 jer).
C. Ilonpoctkoseie (crapiie 10 ser).

Il. HevpomblLeYHbIe

A. Heilponatuueckue:

1. Ha mouBe nopaxeHusi BEpXHETO MOTOHEWPOHA:
a. 1iepeOpabHBIN Mapainy,

b. MO3BOHOYHO-MO3KEUKOBAS JICTCHEPAIIHS:
1. 6omre3ns Friedreich;

2. 6oezns Charcot-Marie-Tooth;

3. 6one3np Roussy-Levy;

c. CupuHromuenus;

d. omyxoy1h CHUHHOTO MO3Ta;

€. TpaBMa CITMHHOTO MO3Ta;

f. apyrue npUYMHBIL.

2. Ha nouBe nopaxeHne HUKHETO MOTOHENPOHA:
a. TIOJTMOMUEIIHT;

b. Ipyrue BUpyCHbIE MUEIUTHI,

C. TpaBMa;

d. MO3BOHOYHO-MBIIIIEYHBIE aTPOPHH:

1. 6one3up Werdnig-Hoffmann;

2. 6one3up Kugelberg-Welander;

3. MHEIIOMEHHUHTOI1IeINEe (TTAaPATUTHIECKOE).
3. Iuzayronomus (cuuapom Riley-Day).

4. Ipyrue.

B. Muonaruueckue.

1. Aptporpuros.

2. MplimeyHast AUCTpousl.

3. BpoxxaeHHas rurnoToOHuUs.

4. Tuctpoduyeckas MUOTOHHUS.

5. Hdpyrue.
lll. BpoxXaeHHbIe

A. Hapymenust popmMupoBaHusi.
1. KiinHOBUAHBIN MIO3BOHOK.

2. Ilonyno3BOHOK.

B. Hapymenus cermenTanuu.

1. OmHOCTOPOHHHUE.

[Tpumeuanwue.
Hymeparus myHKTOB JJaHa B COOTBETCTBUHU C O(PUIIMATHHBIM TEKCTOM JIOKYMEHTA.

1. /IBycTopoHHHUE.
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C. CmMmerranHble aHOMAJIUH.
IV. Henpocumbpomartos

V. Me3eHxumanbHasa natonorusa

A. Cunapom Marfan.
B. Cunapom Ehlers-Danlos.

C. Hpyrue.
VI. PeBmaTougHble 3aboneBaHus

A. YOBeHUIIbHBIN PEBMATOUAHBIN apTPHUT.
B. Hpyrue.

VIl. TpaBmaTunyeckue aecdopmauum

A. Tlocne nepenoma.

B. Ilocne Xxupypruueckoro BMEIaTeabCTBA.
1. ITocTnaMUHIKTOMUYECKHE.

2. ITocTrropakomiacTU4eCKHe.

VIIl. Ha noyBe KOHTPaKTyp BHe NO3BOHOYHOM JlOKanusauum

A. Tlocne >MIIueMBl.
B. Ilocie 0kK0roB.

IX. OcteoxoHgpoaucTpocpuyeckume

A. Jluctpoduueckuii qu3padusm.

B. Mykonoaucaxapuao3 (Hanpumep, 60j1e3Hb Morquio).
C. CnopaunosnudusapHas JUCILIA3ZUSL

D. MHuoxecTBeHHast anudu3apHas JUCILIA3UA.

E. Axonapomna3usi.

F. Hpyrue.
X. Ha nouBe ocTteomuenura
XI. MeTabonu4yeckue HapyLueHUA

A. Paxur.
B. HecoBepleHHBIN 0CTEOTEHES.
C. 'omoumcTunypHs.

D. dpyrue.
Xll. Ha nouBe naTonorMm NOAACHNYHO-KPECTLLOBOro COYNIeHEeHUA

A. CrioHaWIONU3 U CHOHIUJIOIHUCTES.
B. BpoxaeHHble aHOMATMU OSICHUYHO-KPECTIIOBOTO COUJICHEHHS.
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XIlll. Ha nouyBe onyxonu

A. Tlo3BoHOYHOTO cTOJI0A.
1. OcTeoun-ocreoMma.
2. 'mectmormros X.

3. Hpyrue.
B. CninaHOTro Mo3ra (cM. HeHpOMBIILIEYHbIE CKOJIUO3BI).

1.6. KnuHnyeckas kapTMHa 3aboneBaHUA UM COCTOAAHUSA (rpynnbl 3aboneBaHUU Unu

COCTOSIHUN)

Knunanueckue

(hopMHUpOBaHHEM:
1. Cxkonmo3sa

NN DR W

. Kugo3za

. Kudockonmnoza
. [losicanyHOTO TUTIEpIOpI03a
. [Iepekoca Taza
. TopcroHHO# AedopMariu rpyIHON KIETKH
. I'pynHoro nopmo3a

MMPOABJICHUA

nedopmanuu

IIO3BOHOYHHKA

pu

HMb

XapaKTepU3yTCs

OcHOBHBIE OCOOCHHOCTH TE€UEHHUS HEPBHO-MBIIIEUHBIX 3a00JIeBaHUN MMpencTaBieHbl B Tabnuie 2

[33, 34].

Tabnuma 2. OCHOBHBIEC 0COOCHHOCTH HEHpOMBIIeuHbIX Goesneit [120]

bonesns Hayano | HacnenoBanue Oxugaemast IIpesenTanus [IporpeccupoBanue [loreps
(uactoTa (romsr) MPOJOIKUTENEHO cimaboctu CIIOCOOHOCTH
BCTPEYAaEMOCTH) CTb JKM3HH HEPEABUTaTHC
(romprn) st (TOJIBI)

MpliieuHbIe quctpodun
JroreHHa 1,5-4 | XR 20 +/- 4 [pokcuMansHas Beictpoe yxymmenne | 10 +/- 2,5
(1:4000 MBILIEYHAS or 5 mo 13 uer,
HOBOPOXIEHHBIX cnabocTh, HWKHHE | MEIUICHHEE — II0CIe
MYXCKOTO T1071a) crabee, yeM | 14 ner

BEpXHHE

KOHEYHOCTH,

pasrudartenu

ciabee, qeM

crubaTesy, MBI

cepaua U

pecnupaTopHoOit

CHCTEMBI
Bekkepa 8,5+- |XR 23-89 Pacnpoctpanenne | MemieHHoe 25-58
(4:100000 8,5 nomo6Ho J{foleHHa | yXy/IeHne
HOBOPOXICHHBIX
MYXCKOTO TI0J1a)
Juctpodust 9+4/-4 |AR (exp AD) |BapuabenpHO Pacnipenencnue BricTpas morepst 75% K
Jletinena mos1o0Ho JlformeHHa BO3pacty 20
(gactora HE u  bekkepa, 3a
MOXET OBITH UCKITIOYCHHEM
OLICHEHA) OTCYTCTBUS

Ppa3HULIBI
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pasrudareneit u
crubareneit

MuoTroHndeckas
(AKASteinert"s)
(1:20000

HOBOPOXKJIEHHBIX

)

23 +/-
13

AD
(ayrocoMHBIIH
JIOMHHAHTHBIH)

BapHabeNbHO
(3aBucHT
apuTMUiL)

oT

JIunieBas cmabocTh
OTIINYAETCS
1570):10)7 8 MTO3,
reHepan30BaHHast
c1a00CTh
MPOU3BOJIBHBIX
MBIIIII]
KOHEUYHOCTEH,
c1a00CTh
JIUCTANILHBIX
MBI, W  IIEH,
JIMNEBBIX W MBIIII]
nradparmel, u
MEXPEOEPHBIX.
PasBuBaercst  OJIOK
cepna,
HECIIOCOOHOCTE
0CBOOOIUTE
coKaTHE

MC,HJ'ICHHaSI noreps

ITo3nHO B
JKM3HH, €CIIH
u
pa3BUBaeTCA

BpoxxaeHnnas
MHUOTOHHYECKas

C
POXIEH
us

AR
(ayrocoMHBIH
PEIeCCUBHBI)

BapuabensHo (%

HEOHATaJILHOM
CMEpPTHOCTB)

CunpHast ¢1a00CTh,
MacCHUBHBIN
pebeHok, Tpedyer
BECHTUIIALINIO u
n00aBKy MUTaHUS B
MJIaJICHYCCTBE,
yMepeHHast
YMCTBEHHasI
perapaanust

Moryt
HUKOI/1a
IOCTUYb
CITOCOOHOCTH
XOIUTh

HC

ApTporpuros
(1:3000

HOBOPOXIEHHBIX

)

C
pOXIeH
i

Herenetnuecko
c,
SMOpHOHANIbHAS
akunHe3us, 30%
AR
(ayrocomHo-
PeleCcCUBHEIH)

HopmanbHas
(50%
HEOHaTaJIbHas

CMEPTHOCTb TIpH

CALIHC

dokanpHas
¢1a00CTh B
MPUCYTCTBHH
CHJIBHBIX
KOHTPAKTYp
CyCTaBOB:
KJIACCUYECKU PYKH,
JTyde3arsicTHbIe
CyCTaBHI, JIOKTEBHIE
CyCTaBHI, IUICYECBHIE
CyCTaBHI,
Taz00eIpeHHbIC
CyCTaBBI, CTONBI H
KOJICHHBIE CYCTaBEI.
Tsoxenble  ciaydaw,
BCE CyCTaBHI,
BKJIFOYasi YEIIOCTH
1 TI03BOHOYHUK.

CraTtnueckas, MOXKET
MPOrpecCcupoBaTh ¢
JchyHKITUEH,

aTpodus MOXET
NPUCYTCTBOBaTh, U
MBIl WU TPYIIITBI
MBIIIII] MOT'YT
OTCYTCTBOBATh

BapuabensHo

CrmHansHast MpimedHast atpodust (1:6000 HOBOPOKIEHHBIX )

Tun 1 (octpas
MJIaIeHYECKasl,
octpast Oone3Hb
Bepanura-
l'odpdpmanna

0-0,5

AR
(ayrocoMHBIH
peleCCHBHEIH)

1,5
YMHPAIOT
JOCTIKCHUS
JeT)

(50%

110
2

Tsoxemas
reHepai30BaHHAS
€1a00CTh  MBIIIIII,
BeyIas K
HECIIOCOOHOCTH
MTUTAHNS u
JIBIXAHUS,

Huxorma wHe

XOIAT
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HECIIOCOOHOCTH
CUIETH

Tun II
(XpoHMUecKas
6011€3Hb
Bepanura-
T'odpdmanna)

30-40

CmabocTh
MPOKCUMAITBbHBIX
MBIIIILL, HIKHHE
KOHEUHOCTH ciiabee
BEPXHUX,
pasrubatenu
crnabee yeM
crubaTenu, CHIAT,
HO CIIOXXHOCTH C
X0a600iH, eciu
JIaXKe CITIOCOOHBI

I[IporpeccupoBanue
BapHadenbHO

Pannssa
norepst

Tun III (Oone3nn
Kyrennbepra-
Benanzep)

23 +/-
19

HOpMaJjibHasA

CnabocTs
MPOKCUMAJTbHBIX
MBIIIILL,

OTCYTCTBYET
pasHuIa MEKITY
HWKHUMU u
BerHI/IM u Nin
crudarensamMu u
pasrubatensmu

MennenHas notepst

Ouenn

mO3JHO, €CIIH

u

MporucCxoauT

[Tonnomuenur

(3aboreBaeMOCTh
B 2003: 623
city4ast IO BCEMY

MHpY)

Bapuad
eJIbHO

[TpuobpereHHbI
51 (Hurepus,
Nunus,
Ilakucras,
AdranucraH,
Erumer)

HopmanbHas
(moxer
norpedoBaThecs
pecriupaTopHast
MOZICPKKa)

IIpompom: xap 5-7
JTHE nepen
HaCTyHHeHI/ICM
rOJIOBHOM ooiu,
TYrOMOABUXHOCTb
IIEH, ¢71a00CTh
napacriuHaIbHBIX
MBIIIIL,
accuMeTpuyHast
nepudepuieckast
cmabocte  (TONBKO
Ha OIIHOM CTOpOHE,
mbo  Xyxke Ha
OTHOM  CTOpOHE),
pacrpocTpaHeHue
3aBHCHT OT YPOBHS
MOpaKEeHHs
CIIMHHOTO ~ MO3Ta,
aHOMaJIbHAS
YYBCTBUTEIBHOCTh
c
THIIEPYYBCTBUTENb
HOCTBIO

bricTpoe Hayaio,
MIpOrpeccupoBaHue
JI0 napaiuua,
[IEPMAHEHTHBIM  WIN
BpPEMEHHBIN c
BO3MOYKHOHI
YMEPEHHOMI
OTCPOYEHHOU
perpeccueit

BapuabenbHo

El

B

3aBUCUMOCTH
OT TSDKECTH,
CYOKITMHUYEC

KHH,

HeTIapaJIuTu4

CCKHH,

HnapajJuTHIec

KWK

HacnencrBeHHass MOTOpHO-CEHCOpHAst HEUPOIATHS

ITapko-Mapu
(1:2500
HOBOPOXXICHHBIX

)

13 +/-
14

AD
(ayrocoMHBIH
JIOMHHAHTHBIH )

CpaBHHUTEIBEHO
HOpMalbHas

Cnabocth
JINCTAITEHEIX
MBIIIILI,
OTCYTCTBYET
OTJIMYNE BEPXHUX B
CpaBHECHUH c
HIDKHMMM, a TakKe
crudarenei B
CpaBHCHHH c
pasrudartensiMu

Meiennas norepst

Ilo3xe,
u

€CIIn

TIPOUCXOIHAT

HepebpanbHerii

[TpnobpereHHsI

BapuabensHo

CriacTaecKuit

l'ummoronus MOXET

BapunabensHo
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MBIIIICUHOM TKaHU:
CTONBI, HOTH, PYKH,
noreps
YyBCTBUTEIHHOCTH
co BpEMEHEM,
HHUCTarM,
KapAHOMHUOTIATHS,
MHUOKapIruaibHbII
¢$hudpo3

napanuy poXaeH |’ WHCYJIBT | (3aBHCHUT ot | (50%): pa3BUTHCA
(2:1000 us TOJIOBHOTO MOOMJIBHOCTH; HE | TYTOIOJBIDKHBIH, | CIIACTHYHOCTH
HOBOPOXXICHHBIX Mo3ra CIIOCOOHBIE TPYIHbIE TBIKCHUS
) BHYTPUYTPOOHO | CHIIETh: 30; | AuckuneTnyecknii/
/TIiepUHATAIIBHO, | CIOCOOHBIE ATETOW/THBIN
[MocTuHdekuno | cuneTsb: 46, | (20%):
HHBIH CIIOcOOHBIE HETIPOM3BOJILHBIE
XO/IUTB: 62) HEKOHTP OJINPYEMBI
e JIBIDKSHUS
ATakTHYECKHH
(penxo): Ioxas
KOOpAMHAIINS U
GanaHc
CMenraHHbIN
(30%)):
KOMOMHAIMS  ATHX
THIIOB
CrnimHO-1IepeberusipHas TUchyHKIHS
Hacnencreennas |10 +/-5 | AR Pannmii Chavanma  cioxHo | Meniennas 15-20 JIET
aTakcus (ayrocoMHBIH B3POCJIBII XOIUTb,  ATaKCHs, | IPOTPECCHS rnocie
Opunpeiixa pelieccuBHbIN) | Bo3pact 38 +/- 14| 3aTem MMOCTaHOBKHU
(KapAMONOrMYecK | pacrpocTpaHeHue JIMarHo3a
uif) Ha pyKH, 3aTeM —
TYJIOBHIIE,
c1ab0CTh MBI,
UCTOLICHUE

2. [OwarHoctuka 3aboneBaHUss WU COCTOSAAHUA (rpynnbl

3aboneBaHUn wunNun

COCTOﬂHMﬁ) MeaAuUMHCKNe nokKasaHuA U npoTuBonokKasaHnA K npnMeHeHUO mMetToaoB

ANAarHOCTUKu1

KpI/ITCpI/II/I YCTAaHOBJICHUS Auar HO03a/COCTOSIHHS Ha OCHOBAHUU:
1. AHaMHECTHYECKHX JaHHBIX — YCTAHOBJICHHOC HEPBHO-MBIIIICYHOC 3a00JIeBaHUE WU MO JO3PCHUC

Ha €ro HaJIM4uc,

2. HaHHHX (I)I/I?»I/IKaJ'IBHOFO O6CJ'IC,I[OBaHI/I$I — BBIABJICHBI IIPHU3HAKH ,Z[e(bOpMaI_lI/II/I IIO3BOHOYHHUKA BO
(prHTaHLHOﬁ WM CaruTTalIbLHOMN IIIIOCKOCTAX,

3. .Ha60paTOpHBIX HCCIeNOBaHUM — MNOATBCPKACHHOC HCPBHO-MBIIICYHOC 3a00JieBaHE Ha
OCHOBAHUH JaHHBIX T€HETHYECKOM OKCIICPTU3BI;
4, I/IHCTPYMCHTB.J'IBHOFO 06CJ'ICI[OB8.HI/ISI — TNOATBCPKACHHAA HWHCTPYMCHTAJIBHBIMU MCETOJaMU

HUCCICIOBaHUA ,He(bOpMaL[I/IH IIO3BOHOYHHUKA.

2.1. XXanoObl U aHaMHe3

PCKOMCHI[yCTCSI OLCHUBATH:

- CTCTICHb BBIPAXKCHHOCTU )Kasmo0 caMoro nmanyueHTa u €ro pO,Z[HTCJ'ICfI (I[J'I}I I[eTeﬁ);
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- BpeMs osiBiIeHHs JehopMaluy O3BOHOYHUKA U JIMHAMUKY €¢ HapacTaHHS;

- TEMII TIOSIBJICHHSI U HAPACTAaHUS KaJoo;

- HCTOPUIO MPE/IILIECTBOBABIIETO JICYCHUS;

- YPOBEHb JIBUTATEIbHOM aKTHBHOCTH, €€ YCIOBUS U OTPaHUYCHMS;

- HAJIMYME COMYTCTBYIOIICH MATOJIOTHH;

- MOJIY4aeMYIO JICKAPCTBEHHYIO TEPAIHIO MM allapaTHYI0 3aBUCHMOCTb M UX CPOKH;
- HAJIMYHUE aJJICPT Uy, JCKapCTBEHHOW HerepeHocuMocTu [32].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KoMMeHTapuu: MepBbIil 3Tan JUarHOCTHKU — cOop aHamHe3a. HeoOXoIuMo BBISICHHTH, B KaKOM
BO3pacTe U KEeM BIIepBble ObUIa 3aMedeHa jAedopmarysi MO3BOHOYHHMKA, OOpAaIlaUCh JM POJUTETU
00JBHOIO K Bpaudy, HIOPOBOAWIOCH JHM JI€UEHUE, KAaKOe HMEHHO M B 4YeM BbIpaxaica 3PQeEKT.
[IpousBoauTCs OlLlEHKAa AaKTUBHOCTH peOEHKAa W COOTBETCTBUSl pa3BUTUsA Bo3pacTy. OlleHuBaercs
MMEIOIIAsCs MEIUIIMHCKAsl JOKYMEHTAlMsI, paHee MPOBEJCHHOE JIEUEHUE M 3aKIIIOYEHUS CIEIMaIUCTOB.
VY3ke Ha 3TOM 3Tane ecTh BO3MOKHOCTh 3aI10I03pUTh HAJIWYME HACJIECTBEHHO-TEHETUUECKOTO CHHApOMa
unu 3aboneBanus. [lpu BBISIBIEHMHM CTUTM JU33MOPHOTEHE3a, DPA3JIMYHBIX BHEIIHUX MPU3HAKOB
OTKJIOHCHHUSI OT HOPMAJIBHOTO PAa3BUTHs, TAKWX KaK HapylieHue (OPMUPOBAHHE OPraHOB, HAPYIICHUE
pocTa, U3MEHEHHE poCcTa BOJIOC, [IBETA M BIAXKHOCTH KOXHBIX MOKPOBOB, aHOMAJIMM PA3BUTHS U TpyOble
OTKJIOHEHHS OT HOPMBI 10 pe3ysibTaTaM OOIIEKIMHUYECKUX U MapaKIMHUYECKUX METOJI0B 00CIe0BaHNUS,
MalMeHT B TIEPBYIO OYEpPEIh HAMPAaBISICTCS HAa KOHCYJAbTAlIMI0 K TeHeTWKy. [lpu BBIsABICHUU
OTPEIEIEHHOTO0  HACJEJICTBEHHO-TEHETUYECKOTO  CHHApOMa W 3a0oJjieBaHUs,  Ha3HAuYaloTCsA
JOTIOJTHUTEIHHBIE METO/IbI TUATHOCTUKH TSI OTIPEIIEICHHS] COCTOSTHUS M (DYHKITUU PA3IMYHBIX OPraHOB U
CHCTEM, KOTOpPbIE MOTYT ObITh BOBJICUYEHBI B MATOJIOTHYECKHM IMpoliecc MpH AaHHOM 3abosneBaHuu. [Ipu
HAJIMYUU YK€ W3BECTHOW T'€HETUYECKOM MaToJOrMM — akIEHT B IPeIOoNepariOHHOM OO0CJeI0BaHUH
JIeNlaeTCsl Ha TapreTHbIE OPraHbl U CUCTEMBI, KOTOPbIe MOTYT ObITh BOBJIEUEHBI B OCHOBHOE 3a00JI€BaHUE.
B ocranbHOM, TakTHKa BeACHUS MALMEHTOB IMPHU CUHIPOMAJBHBIX CKOJINO3aX, MPU OTCYTCTBUH IPyOBIX
OTKJIOHEHUI OT HOPMBI, HE OTJINYAeTCs OT TAKOBOI MPU BPOXKACHHBIX UAUOMATUYECKUX CKOJIHO3aX.

Crnenyromuii 3Tan — BBISICHEHHE XKajno0 marueHTa. B xupyprum aegopmManuii T0O3BOHOYHHKA STOT
MeMeHT oOcienoBaHus mnpuoodperaeT ocoboe 3ByuaHue. OCHOBHBIX JKaJIOO0 OOBIYHO J1BE —
KOCMEeTHYeCKHil NedeKT, CBSA3aHHBIN ¢ aedopmanmell MO3BOHOYHMKA M TPYAHON KIETKU, M O0JIeBOI
CUHJPOM, MPUYEM BOBCE HEOOS3aTeIbHO, YTOOBI OOJLHON MPEeAbABIUT 00€ kamoObl. X mpu mepBom
pasroBope € MAlMEHTOM MOKET BooOImie He ObiTh. CreAyeT y4MThIBaTh, YTO CaMOOILIEHKAa OOJBHBIM
CBOEr0 BHEUIHEr0 BHJA 4Ype3BbIUAWHO BapuabesnbHa. CpaBHUTENBHO HEOOJbIIAS CKOJIUOTHYECKAs
nedopmaruss B 40-45° mo Cobb MOXET NPHUHOCHTH IOHOW TAIMEHTKE HEMBICIMMBIE MOpPAJIbHBIC
CTpaJaHusi, O KOTOPbIX OHA U €€ POJUTENHM HE MOTYT TOBOPHUTHh MHAue KaK co clie3aMH. B Toxke Bpems
00JIbHBIE CO CKOJMO30M B 90° HEpEIKO CYMTAIOT, YTO UX BHEITHHWM BUJ BIIOJHE MIPUEMIIEM U HU B KaKOM
KOPpEeKIIMH He Hyxknaaercs. Taike OICHMBAIOTCS 3KaloObl, HE OTHOCAIIMECS Ha MEPBBIA B3IISAI K
negopMaluu Mo3BOHOYHUKA, TaKWE KAaK COH, alleTUT, MUTaHHE, YTOMIISIEMOCTb, aKTUBHOCTD, OJIBIIIKA,
MOOHIIBHOCTh U O0BEM JBIKEHUS B CyCTaBaX, 4acTOTa MPOCTYIHBIX 3a00JI€BaHHM, YTO MOXET TaKXKe
HATOJIKHYTh Ha HEOOXOIUMOCTb TOOOCIET0BAHHUS.

Heob6xomuMo BBISICHUTH, OECTIOKOUT JIM TMAallME€HTa OJIBIIIKA, KOTJa OHa OTMEYEeHa BIEpPBHIE, MPHU
KaKHX Harpy3Kax OTMEYaeTcsl U yCUIMBAETCS JIU C TOJAaMH.

2.2. ®usnkanbHoe obcnegoBaHue

PCKOMCHI[yeTCH OIICHKA:

- (prHTaJ'ILHOFO U CaruTTaJIbHOrO OajlaHca IIO3BOHOYHHUKA,

- MOOHJILHOCTH ITO3BOHOYHHUKA C MMOMOMIBIO TPAKIIMOHHOT'O TECTA,

- HEPCKOCa Ta3a,

- TMOCTYPAJIBbHOI'0O KOHTPOJII CAMOCTOATCIIBHO WX TIpU HOOMOIIU TEXHUYCCKHUX CPCIACTB
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peabunmuranuu (TCP);
- HAJIMYHE U CTCTICHU BBIPAKEHHOCTH KOHTPAKTYp KOHEYHOCTEH;
- MBIIIICUHOM CHJIBI;
- 6o o BAIII (ripu ee Hamm4aum);
- UMT.

Oynkmuonanpabie mkanel HFMSE, RULM, MFM, GMFSC, CFCS and MACS (npumeHsoTcs
OTIIMOHHO CHEIHAIMCTAMH BpadyaMU-HEBPOJOTraMH W BpadaMH IO MEAHWIIMHCKOW peaduiauTanuu B
3aBUCHMOCTH OT BHJIa OCHOBHOTO 3a00JICBaHUs).

PeKOMeH}IyeTCfI pru HaJINYIUU COHYTCTBYIOHIeﬁ MMaToJIOru MNPOBCCTH KOHCYJIbTAIHWIO Bpada
COOTBETCTBYHOIIEr0 Tpodus [32].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KOMMGHTapI/II/II nmanyueHTa pCKOMCHAOBAHO HAIPAaBUTbh HA KOHCYJIbTAIUIO K BPAYY-TCHCTHKY IIPpHU
MOAO3PCHNU HA HACJICACTBCHHO-TCHCTUYCCKYIO MAaTOJIOTHIO. HpI/I HaJIMYUU MOATBCPKIACHHOTO I[I/IaFHOSa
BpauOM-TCHECTUKOM — HA3HAYCHUC CHGIII/I(l)I/I‘-ICCKI/IX METOJ0B I[OO6CJ'I€I[OBaHI/I${, KOHCYJIbTAllUN Y3KHUX
CTIETIHAJIACTOB.

OcMOTp mMamnMeHTa BpadyoOM-HEBPOJOIOM — HEOThemJIeMas M BaKHEWINAs 4YacThb KIMHHUYECKOTO
oOcienoBanus. Bpad — TpaBMaTojor-opromen W Bpad-HEBPOJIOT JIOJDKHBI pabOTaTh KOJUIETHAIBHO,
0COOEHHO €CITM COCTOSHHE TaleHTa BBI3BIBACT HEOJHO3HAYHOE TOJIKOBaHHWE. PekomeHmanuu Bpadya-
HEBPOJIOTA, KAaCaIOIIMECs JOIMOJHUTEIHHBIX METOJOB OOCIEeNMOBaHHMS M KOHCYJIbTAIMH CIHEIHAIMCTOB
Apyroro mMpoQuIIs, TOHKHBI BBIIOTHATHCS, JaKe €CITU Bpady — TPaBMAaTOJOTY-OPTOIENY 3TO HE Bcernaa
MPEJCTaBISAETCS 1eNIecO00pa3HbIM.

2.3. JlabopaTopHble AMarHoCTU4YeCcKue uccriegoBaHus

PekoMeHIyeTCs: TpU MPOBEACHUH aMOyIaTOPHOTO M CTAI[HOHAPHOTO KOHCEPBATHBHOTO JICUCHHUS
Ha3HAYaTh KIMHUYCCKHE, OMOXMMHYECKHE M WHBIC HCCICIOBAHHS B COOTBETCTBUM C HMEIOIIAMUCS
KIMHUYECKUMHU TIPOSIBIICHUSIMHA BEPTEOPATbHON M BHE BEpTEOPATBbHON IMATOJIOTHH C JAMArHOCTHYECKOM
renbio [32].

VpoBenb yoeautenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMmenTapuii. BoccraHoBIICHHE BEPTHKAIBLHOTO TIOJIOKEHHUS (CTOS WM CHIS), CTaOMIIA3AIMs
JBIXaTeIBbHOTO 00beMa, YIydIIeHHe YIPaBIcHHE PyKaMH, TIOBBIIICHHE KAYeCTBA U, IPH PSJIC HO30JIOTHIA)

MIPOAOJIKUTCIIBHOCTH XU3HU SABJIAIOTCA LCIISIMU OHepaTHBHOﬁ KOppE€KIHH HEPBHO-MBINICYHOI'O CKOJIMO3a
[3, 9, 127, 128].

PexomentyeTcst mpu MOJArOTOBKE M IMPOBEICHUU XUPYPTUYECKOIO JIEYEHUS C JAMArHOCTHYECKOU
LIEJIBIO BBINOJIHATH J1a00paTOpHbIE TECTHI, BKIIOYAOLUe o0mmue (KIMHUYECKUE) aHaIu3bl KPOBH U MOUH,
OMOXMMHUYECKUH  aH&IW3 KPOBU  OOLIETepalneBTUYECKUH, KoaryjaorpaMMmy  (OpHEHTHPOBOYHOE
HCcCe0BaHUE CUCTEMBI TEMOCTa3a), ONpeIelieHne anTuTen K oneanoi Tpenoneme (Treponema pallidum)
B HerpenoHeMHbIX TecTax (RPR, PMII) (kauecTBeHHOE€ M MOJIYKOJHMYECTBEHHOE MCCIEIOBaHUE) B
CBIBOPOTKE KpoOBH, ompenenenue anturesa (HbsAg) Bupyca remaruta B (Hepatitis B virus) B xpoBw,
omnpenenenue anturen k Bupycy renatuta C (Hepatitis C virus) B KpoBH, OTIpeI€TICHNE aHTUTEIN KJIaCcCOB
M, G (IgM, IgG) k Bupycy ummyHozaepumura yenoseka BUY-1 (Human immunodeficiency virus HIV 1)
B KpOBH, onpezeneHue anturen kiaccos M, G (IgM, 1gG) k Bupycy nMmmyHoaeduuta yenoseka BUY-2
(Human immunodeficiency virus HIV 2) B kpoBu, ompeneneHre OCHOBHBIX rpymm mo cucteme ABO,
omnpenenenue anturena D cucremsl Pesyc (pesyc-gakrop) [32].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

[Tatmentam ¢ HMbB pekoMeHayr0TCSl KOHCYJIbTALMU CIIELIUATIUCTOB:
- Bpava-Iieinarpa, Bpada-TepareBTa, Bpaya — aHECTE3M0JI0ra-peaHuMaToJIora, Bpaya-HeBpOJIoTa;
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- Bpava-TeHeTHKa (IIpu OTCYTCTBUU BepU(PUKALIMU TUArHO34);
- Bpava-3HI0KpUHOJIOTa (7151 OLIEHKH 0COOEHHOCTEH 0OMEHHBIX HAPYILICHH);
- IPYr'UX Bpauei-CrenraluCcTOB ¢ paciupeHreM o0beMa J1abopaTopHOi TuarHocTuku [32].

KoMMeHTapuu: KOHCyabTallsl HE00X0AMMa BCEM MallMeHTaM JjIsl IPOTHO3a TeUEHUs 3a00J1eBaHusl.
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

2.4. MHCTpYMeHTaanbIe AnarHoctu4yeckume nccriegqosaHus
PeKOMCHIIOBaHO BBINIOJIHATD:

- Pentrenorpaguio menHOro, rpyIHOTO MU MOSCHUYHO-KPECTIIOBOTO OT/EJIOB IMO3BOHOYHHKA C
3aXBaTOM Ta3a M Ta300eIpeHHBIX CYCTaBOB (peHTreHorpadus Ta3a) B MpsMOM U OOKOBOM MPOEKIUAX CTOS
(y cTosuMX TAlMeHTOB), cuis (y CHUASYMX MAIMEHTOB) WM Jieka (y JIeKAYUX TMAlUeHTOB) JJIsi OLEHKH
(POHTANLHOTO M CATUTTAILHOTO MPOQHIIs MOo3BOHOYHMKA [3, 123].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KoMMeHTapuu: CHUMKH B TpSMONH TPOEKIUM PEKOMEHIYETCSl BBINOJHATH €XKEroJHO Ipu
WCKPUBJICHUH TO3BOHOYHWKA MeHee 15-20°, m kaxmpie 6 MecsieB Npu HCKpuBiIeHWU Oomnee 20° mo
co3peBaHus ckeneTa. [IpoMexyTok MeXIy MpoBeleHHEeM peHTreHorpaduu Oosee 1 rojga yBenuyuBaeT
BEPOSITHOCTh TOTO, YTO MPOrPECCUPOBAaHHE CKOJIMO3a OCTaHETCs HezaMeueHHbIM. [locne co3peBanus
CKeJleTa pellleHne O HeOOXOJAWMOCTH NMPOBENEHUSI PeHTreHorpauu MpUHUMAeTCs CHOBA, HA OCHOBAaHUU
KJIIMHUYECKOM OLICHKH.

- KT no3Bonounuka (mepes mpoBeAeHUEM ONIEpaTHBHOTO BMeMaTensCTBa) [ 3, 123].

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommeHTapuu: koMIbloTepHasi ToMorpadust 1aeT CBEACHUSI O TIOBPEKICHUSIX KOCTHON CTPYKTYPHI
MO3BOHKOB, JIa€T BO3MOYKHOCTh OIICHUTH ()OPMY, pa3Mep CTPYKTYp MO3BOHKOB U ITO3BOHOYHOTO KaHAJIa,
YTO OCOOCHHO B&)KHO TPHU IJIAHWPOBAHUH OINEPATHBHBIX BMEMIATEILCTB. BOJbIIOE BHUMAaHUE YICISIOT
W3YYEHHUIO CTPYKTYPHBIX OCOOEHHOCTEHW W TOPCHUU TIO3BOHKOB HA BEpIIMHE Je(GOpMaIliu, OCTEOTICHUU
KayJIaIbHBIX OT/EIOB TOSCHUYHO-KPECTIIOBOTO OTNENIa M Ta3a, KOTOPhIC OIPEICNSIOT 00BeM U
TUTAHUPOBAHUE XUPYPTUUYECKOTO BMEIIATEIILCTBA.

- MPT no3BoHo4HMKaA (TP HEOOXOIUMOCTHU TEpe]] IPOBEICHHUEM ONEPaTUBHOIO BMEIIATEIbCTBA)
[3, 123].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)

KoMMeHTapuu: MarHMTHO-pe30HAHCHas ToMorpadus HaeT TOYHbIE CBEICHHS O COCTOSHHH
CHMHHOTO Mo3ra. JlocTaTouHo 4eTko ompeaensieTcss MOpPQOJIOrus BepTeOpaIbHOTO CHHAPOMA, HAIMYHE
MUEJIONATUU U BepTEeOpO-MeTy/UIapHOTO KOH(IIUKTA.

- HccnenoBanne HECIPOBOIMPOBAHHBIX bIXaTEIbHBIX 00beMOB M moTokoB mim KT nerkux (B
3aBUCHMOCTH OT PECIHMPATOPHBIX MAapaMETPOB B IUIAHE MOATOTOBKU K ONEPATHBHOMY JICUEHHIO C LIENBIO
OLIEHKH PECHUPaTOpHON QYHKINH JIeTKuX) [124].

VpoBeHb yoeauTenbHOCTH pekoMerauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- OKI, Oxo-KI', xonTepoBcko€ MOHUTOPUPOBAHUE CEPACYHOTO pUTMA U KOHCYJIbTaLlUs Bpada-
cnenuanucra (Ipd HeoOXOAMMOCTH) TMepes Olepalueil s IJIaHUPOBAaHUS PHCKOB MPOBEACHUS
aHECTE3MOJIOTHYECKOr0 MOCOOMS WM CelalliM JUIs KOHTPOJIS CepAeuHOM TUCHYHKIUH (TUnepTpodus
MHUOKap/a, apUTMUH, pa3IMyHbIe OJIOKaIbl MPOBOJUMOCTH) C ONTUMU3AIMENH KapJUOTPOIHOMN Tepanuu
[35, 36, 37].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).
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- PeHTreHoBCKyl0 aOCOpPOLMOHHYIO JI€HCHUTOMETPHIO IOSCHHUYHOTO OT/eNia MO3BOHOYHUKA U
IIPOKCUMAJIBHBIX OT/EJIOB OEAPEHHBIX KOCTeH (PEHTI€HIEHCUTOMETpHs) ¢ yacToTod | pa3 B rom muis
UCKIIIOYEHMSI 0cTeonopo3a. Taxke peKOMEHyeTCsl IPOBEIECHUE 3TOr0 MCCIIEN0BAaHUS MPU MOJATOTOBKE K
OPTOIEANYCCKOMY XUPYPTrUIeCKOMY BMeIaTebCTBY [38, 125].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 3)

KommeHTapun: yduThiBas KpailHE OTPAHWYEHHYIO JIBUTATEIbHYI0 AaKTUBHOCTH TAllMEHTOB C
npyrumMu HMDB 3Ty pexkoMeHaanuio 1eaecooOpa3HO HCIOJIb30BaTh NPU IUIAHUPOBAHMM ONEPATUBHOU
KOPPEKIUH JIeOopMaliy MO3BOHOYHMKA. OTHAKO €€ TOKa3aTeIbHOCTh KpaifHe OrpaHHYeHa.

Jst manenToB co CMA xapakTepHa BBICOKas 4acTOTa MEPEJIOMOB U OCTEONIEHUH. J{aHHbIE pUCKH
00yCIIOBIICHBI HE TOJBKO MBIIIEUYHON CIIa00CTHIO M HU3KOH IMOIBHKHOCTHIO MMALIMEHTOB, HO U TEM, YTO I'eH
SMN wurpaer onpeeseHHy0 pojib B MeTaboIu3Me KOCTHOU TKaHu [38].

- IMammentam co CMA 5q I Ttuma, a taxke y maumeHtoB co CMA Il Ttuma pexkomeHmyercs
YPECKOXKHBIH MOHMTOPHUHI TApUUAIBbHOTO JaBJIEHUS KHUCIOpOJa BO BpeMs HOYHOIO CHa IIpH
MUHUMAaJbHBIX TOJO3PEHUAX (MYIbCOKCUMETPHs) JJs BBISBICHUS HOYHOW TUIOBEHTWISLUU U
0OCTPYKTHBHOTO amHod cHa [39, 124].

VYpoBeHb yOeAUTEIBHOCTH PeKOoMeH 1aIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KoMMeHTapuu: HCMonb30BaHHE MYJIbCOKCUMETPUM B KayecTBe €AMHCTBEHHOro crocoba
MOHHUTOPHHIa HOYHOMN T'HMIMOBEHTWISILIMM CUUTAETCS AOMYCTUMBIM, KOT/Ia HET BO3MOKHOCTH BBITIOJIHSTH
kamHorpaduto. B HopMme mokazarenu catypanuu HaxoasaTcs B npeaenax 95-100%. Ipu SpO2 mmxe 90%
HEOOXOIMMO TPUHATH HEOTIOXkHble Mepbl. Carypamus wmexay 94-90% cuuraercs NOrpaHUYHOM.
[TarmeHnTam ¢ rUNOBEHTUJIALIMEH PEKOMEHI0BAHO UMETh JI0Ma ITYJIbCOKCUMETD.

- [TarueHTaM ¢ MPOKCUMATILHOM MBIIIEYHOW TUIIOTOHUEH M MBIIIEYHOW CIa00CThIO, HE UMEIOIINM
FeHETUYECKOTO TOATBEPXKIACHUSI JIMarHo3a, pPEeKOMEHIyeTCsl MAarHUTHO-pE30HaHCHas ToMmorpadus
MBIIIIEYHOW CHUCTEMBbl KOHEUHOCTEH ¢ menbto mauddepennmanbroir muarHoctukd CMA 5q u nmpyrux
HEPBHO-MBIIIIEYHBIX 3a00eBanuii [40].

YpoBeHb yOeaUTEIbHOCTH PeKoMeHIaIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTCIILCTB — 2)

KomMmentapuu: MPT wmbliii BBISIBISET KMPOBOE 3aMEILIEHUE MBIIIEYHON TKaHW. Busyanusupyercs
XapaKTepHBIA MaTTEPH MOpPaXKeHUs] — rUnepTpodus U oTHOCUTeNbHas coxpaHnHocTh m. Adductor longus
(ITMHHOW TOJIOBKU aJJIyKTOpa), KOTOPBINA SBISETCS JIOBOJBHO CHEUU(PUUHBIM JUIsI CHHHAJILHOM
MblleyHoi aTpoduu. OpHako crenudUyYecKuil maTTepH MOpPaKeHHs MPOSBIAETCS Ha MO3JHEH CcTaauu
3a00JieBaHUs, B CAMOM Havasie 3a00JIeBaHuUs U Y MAJICHBbKUX JIETEH BBISIBUTH €0 JOBOJIBHO TPYAHO.

- Becem getsim co CMA 1I crapiie 5 neT pekoMEeHAYyeTCs KapAuOPECIUPATOPHbIA MOHUTOPHUHT JJIs
KOHTPOJISL HaJl IIPOTPECCUPOBAHNUEM JIbIXATEIbHBIX HapymeHuii [122].
VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

- [Mariuentam co CMA 5q pexoMeHayeTcsl TPOBeIeHUE MOTMCOMHOTpa(UH, €ClIi €CTh MOJ03PEHUE
HA HAJIMYKE TUIOBCHTUIIAIMHI JIJIsl yTOYHEHUSI €€ XapaKTepa U UCKITFOUCHUS COHHBIX arHo [41, 124].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH AaIuii B (ypoBeHb T0CTOBEPHOCTH JOKA3ATEIbCTB — 2).

KommenTtapuu: namuertsl co CMA moiBep>KeHbl HapyIICHUIO JbIXaHHs BO CHE, HanboJiee 4acTo —
TUMOBEHTUJISIIIUM  M3-32 YMEHBIICHUS JbIXaTeIbHOTO 00beMa, HapylieHus padoTel auadparmsl,
CHIDKEHHST (YHKIIMU MEXKPEOEPHBIX M BCIOMOTATEIbHBIX MBIIII. Takke OTMeudaeTcsi 0O0CTPYKTHUBHBIN
CHUHIPOM H3-32 CIa0OCTH MBI TOPTaHH U TJIOTKH, OOYCIOBIMBAIOIIMKA MPEIPACIONOKEHHOCTh K
KOJUIANCy AbIXaTENbHBIX MyTEH.

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 1).

KoMMeHTapuu: olleHKa [bIXaTelNbHON (YHKIMM JOJDKHA BKJIIOYATh MOAPOOHBIN aHaMHE3 U
(U3MKABHBI OCMOTp, PEHTreHOrpaduio TPYIHOW KIETKH, OLEHKY peclmUpaTOpHON (YHKIHU W
3¢ GEeKTUBHOCTH Kalljis, a TakKe Ha MPeaMeT PacCTPOMCTB ABIXaHUsS, aCCOIMUPOBAHHBIX cO CHOM [36,
42]. Ouenka npixatensHoi (GyHKIMU BKItodaeT usMmepenue JKEJL, nHeBHYyI0 mynbcokcumerputo (SpO2).
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SpO2 menee 95% nHa atMocdepHOM BO3ayXE OMPEICNIeTCs KaK KIMHHYECKHA 3HAYMMOE TaTOJIOTHIECKOe
3Ha4YeHue, TpeOyrolee JOMOJIHUTENHHO OLIEHKU NapIHaJbHOTO HAMPSDKEHUS YTIIEKHCIIOTO ra3a.

- Bcem mnamuentam ¢ HM3 pexkoMeHnoBaHa KOHCYJIbTallMs Bpaya-KapauoJiora, HMEIOIIEro
JOTIOJIHUTENbHYI0 MOAroToBKY o HM3, ¢ menbio AMAarHOCTUKM U JIEUYEHUS CEPIAEUHO-COCYAUCTOU
narosioruu [44].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommentapuu: JIH — wacteie nmpuuunbl cMepTH, ocodenHo npu MJIJT [45].

2.5. UHble gnarHoctu4yeckume nccrienqoBaHus

PekoMmenayercsi: manueHTaM C atunuyHbiM BapuantoM CMA, ecium aumarHo3 CMA 5q He
MOATBEPXK/IEH TE€HeTHYeCKH, c¢ uenbio nudpdepenumnansHoro auarHoza CMA 5q M JOpyrux HEpBHO-
MBIIIIEYHBIX 3a001€BaHMIA:

- Guoricus Mpimig [46, 126].

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- TIATOJIOTOAHATOMHUYECKOe (MOp(]OIOTHIECKOe) HCCIIeOBaHUE OHWOICUWHOTO (OTIEPAIIMOHHOTO)
MaTepuajga MBINICYHOW TKAaHU C TNPUMEHECHHEM WMMYHOTHCTOXHUMHYECKUX METOJIOB C  IEJIBI0
maddepennuanpHOTO MUartHosa [46, 126].

VYposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KoMMeHTapuu: mpu MOpQOJIOTHYECKOM HCCIISIOBAHUU OMONTaTa MBIIII Y OOJBHBIX CO CITMHATBLHOM
MBIIIIEYHOW aTpoduel BBIABISAIOTCS HECHEIU(PUICSCKHe MPU3HAKH ITYyYKOBOW aTpo(Uu W TPYINITHPOBKH
MBIIIEYHBIX BOJIOKOH. BOJBIIMHCTBO YBETMYEHHBIX MBIIMICYHBIX BOJOKOH OTHOCATCS K | Tmmy. Bce
UMMYHOTUCTOXUMHUYECKAE MapKepsl OyayT HOPMAIBHBIMH. YJBTPACTPYKTYPHBIE H3MEHCHHUS TaKKe
OynyT Hecielu(pUIECKUMH.

3. JleyeHue, BKnO4an MeOAUKAMEeHTO3HYH0O U HeMeaAUKaAaMEeHTO3HYH Tepanuum,
AuvneTtToTepanuio, o6e3bonnBaHue, MeOMLMHCKME MOKa3aHMA W npoTUBONOKa3aHUA K
nNMPpUMEeHeHNn0 MeTo40B JieYeHUuA

3.1. KoHcepBaTuBHOE ne4yeHue

PexomennoBano:

- KopcerHoe neyeHne mNpPUMEHSETCS IS TOJJICPKKH OCIa0JICHHOTO0 MBIIIEYHOTO TOHYCa
MO3BOHOYHHUKA U JICYCHUSI CKOJIHO03a > 20°, 0c00eHHO Y pebeHKa ¢ ObICTphIM pocToM [47, 48].

YpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

KomMmeHTapuu: HEeT MEeXIKCIIEPTHOTO COTJIACHS IO THITY KOPCETOB, KOTOPBIM HY)KHO HCIOJIb30BaTh
y TakuX OOJbHBIX. PEKOMEH/IOBaHbBI KaK JKECTKUE, TAK U MATKUE CITUHAIBHBIC TPYAOMOSICHUYHBIE OPTE3bI
C OIOPOH Ha Ta3, HUKHIOK allepTypy I'PYJHON KICTKH U ¢ "a00MUHAIBLHBIM OKHOM'".

PekoMeHIylOTCd  MHAMBHUAYAJIbHBIE  JKECTKHE  OPTONEAWYECKHUE  KOPCETHI,  IO3BOJISIIOIINE
MIOJICP)KUBATH MOJIOKECHUE TEJIa CUAA, TIPH YCIOBHUH, €CJIM OHM HE HapyLIaoT Jierounyto ¢ynkuuto. [13].
VpoBeHb yoeautenbHOCTH pekoMeHanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

Pexomenayercs opTe3upoBaHUE B KAUECTBE BEAYILETO KOMIIOHEHTA B CIEAYIOLIUX CUTYalUAX:

- IIpu OTCYTCTBUM NOKA3aHUN K XUPYPrUYECKOMY JIEYEHUIO;

- Ilpy Hamuuuu OrpaHMYEHUH K XUPYPrHUECKONW KOppeKIuu ckosmo3a y xaerer: UMT < 12;
ocreornienus (Z-kputepuii < -3 SD) [48, 51-57].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanmii C (YpoBeHb TIOCTOBEPHOCTH JJOKA3aTEIbCTB — 4).

KommenTapuu: opre3npoBanue (KOpCETUPOBAHUE) SABISAETCS MAaJUIMATUBHBIM METOOM, KOTODBI, B
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KaueCcTBE CaMOCTOSTEIBHOIO METOJa, HE CIOCOOCH OCTAaHOBUTH IMPOrpeccUpoBaHue aedopmammu
no3BoHOYHHUKa [48, 51].

Kopcetbl, KOTOpbIe OOBIYHO HCHOJB3YIOTCS TPU JICUCHUH HAUOTATUYECKOTO CKOJIMO3a, YacTo
HeadexruBubl y marmerton ¢ LI1 [52, 53, 54].

Kpome TOro, mammeHTH HE BCerja COOJIOMAIOT IMpaBWiIa HCIOJIb30BaHUS KopceToB. CHHIpOM
CyIIOpOT TpH DJMHIENTHYCCKHX (opMax, OrpaHUYCHHE JBYWIKCHUH TPYAHOW CTCHKH, CBS3aHHBIX C
HOIIICHUEM KOPCETOB, MOXKET yCYT'YOHUTH CYIIECTBYIOIIME MPOOJIEMBI C JISTKUMH M MOKET IMPUBECTH K
npodiexHasM. OnadccoH U COaBT. TMOKa3alM HEKOTOPBIC OTPAHHUYCHHS HA MPOTPECCHPOBAHUE KPHUBOH Y
aMOyJaTOPHBIX TAIIMEHTOB C HEOOJBIIUMH MOSCHUYHBIME KpuBbiMU [55]. Hakamypa wu coaBT.
MIPOJIEMOHCTPUPOBAIH YIYYIICHUS TIPU CKOJHMO3e, CTAaOMIBHOCTh CHJICHHUS W YIOBJICTBOPEHHOCTH
MOTICYUTESI B TPYIIIE MAI[HEHTOB, UCIOIb30BABIIMX TpexToueuHblii kKopceT [56]. [lerTepccon u Poaou-
bycke, nuzyuus 251 marmenta ¢ 2800 LI, ncrnonp3oBanu CiMHAIBHBIA OpTE3, U OHM MPHUIILIA K BBIBOY,
9TO OOJBIMHCTBO ACTEH JCNAIOT ITO JUIS YIydmieHUs (QYHKIUH (CTaOMIBHOCTh, KOHTPOJb TOJIOBBI H
GbYHKIMU PYKH/KHUCTH), a HE IPeAO0TBpalleHus aedopmarmn [57].

Pexomennyercs y aereit ¢ LI1 ucnonpzoBanue cuasuux omnop v MpUCIOCOOIEHUM /71 MHBAIUIHON
KOJISICKHM KaK CPEJCTBa /I KOHTPOJIS aedopMarnuy mo3BoHoYHKKa [58].
YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4).

- PexoMmeHyeTcs HEXHPYpPrHUECKOE JICUYCHHE CITACTUYHOCTH BEPXHEH W HIDKHEH KOHEYHOCTH
OOTYTHMHUYECKUM TOKCHHOM THa A*¥* y nereit 2-17 ner ¢ LI [59].

VYposeHs yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4).

KomMmeHTapuu: TaHHBII METOJI JICUeHHs OIIEHUBAJICS B OTPAaHMYCHHOM YHCIIE CIyYaeB MalMeHTOB C
HIT u mapamuTrueckuMHu JeGopManusIMH  OCEBOTO CKeleTa C KpaTKUM HaOIOJCHHWEM, HO C
o0OHaIe)KMBAIOIIUME pe3yabTataMu. Hyimmo u coaBT. [59] cooOmummm, 910 MHBEKIUSA OOTYIHHUIECKOTO
TOKCHHA TUTa A** B BOTHYTYIO CTOPOHY Yy THAIlMEHTOB, KOTOpBIE HYXIAINCh B OTCPOUYKE OIEPAIUH,
noBbIcHIIa A(PPEKTHBHOCTh JICYCHHUS CKOOKAaMH M OCTAaHOBWJIA TporpeccrupoBaHue KpuBoil. Criemyer
YYHUTHIBaTh KPAaTKOBPEMEHHYIO d(D(PEKTUBHOCTh OOTYIMHUYECKOTO TOKCHMHA THUMAa A** u TOT (pakT, 4TO
€ro HeJb3sl UCIOJIb30BaTh Ha 0ojiee MO3AHMUX CTAIHMsIX H3-3a MEXaHHMYECKOro KoJurarca aedopmaiuu
MO3BOHOYHUKA.

3.2. Xupypruyeckoe neyeHue

PekoMeHayeTcss Xupypruueckas KOPpPEKIHsl Yy MalleHTOB C HEHPOMBIIICUYHBIM CKOJHO30M IO
CIIEYIOIIUM MOKA3aHUSAM:

- ckonmo3 6osee 40° mo Cobb (ans CMA 6onee 50°),

- rurniepkudo3 wim rurnepiopaos 6omnee 50° mo Cobb,

- rI00aNbHBIN AucOanaHc TyJIOBUIA BO (PPOHTATBHON U (UJTH) CaruTTaIbHON TUIOCKOCTH,

- ObICTpO€ MpOrpeccupoBaHue CKoJMOTHYECKON nedopmanuu (Oonee 5° B rox, manss CMA > 10°
€XKET0JTHO),

- MOTPeOHOCTh B BEPTHKAIMU3AINY MAIMEHTOB U yIy4IIEHUIO KauecTBa wu3nu [60, 61, 62, 63, 64,
65, 66, 67].

YpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

KommenTtapuu: y manueHtoB ¢ MMJI, KoTopble MONydYarOT TIIFOKOKOPTHKOHBI, XUPYpPrHUecKas
cTabunm3anus onpaBaaHa B ciiydae, eCiIl HCKpUBIIEHUE BO (PpOHTANBHOMN TIockocTH wiun > 30° mo Ko6oy
OTKJIOHEHUS B CAarUTTAIBHON TIOCKOCTH) U CKOPOCTH TporpeccupoBanus (> 10° exeroaHo), a Takxke mpu
OCTEOTIOPOTUYECKUX TeperoMax TIO3BOHKOB U coXpaHsmomelics Oonu mpu  HedhdeKTuBHOCTH
MEIMKAMEHTO3HOU TEPaNuu dTUX CHHIPOMOB, BHE 3aBUCUMOCTH OT 3PEIOCTH CKelleTa.

He PCKOMCHAYCTCA XUPYPIrUUCCKasaA KOPPCKHOHA CKOJIMO3a Yy IMAalUCHTOB C HCI>'IPOMBIHJC‘{HBIM
CKOJIMO30M IIPU HAJINMYUHA CIICAYIOIINX HpOTHBOHOKa3aHHﬁZ
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- UMT < 12;

- ocreonenus (Z-kputepuii < -3 SD);

- HecTaOWJIbHBIC BUTAJIbHBIC apameTpsl [32].

VYpoBeHb yoeauTenbHOCTH pekoMenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMeHTapuu: TpH NPHUHATHU PEIICHHS O XUPYPrHYECKOM BMEIIATEIbCTBE PEKOMEHIYESTCS
YUYUTBHIBATh CHYDKECHHE (QYHKLUU AbIXaHHs, nedopMmaliuio pedep, runepkrdos, BiIusHue Ha MOOMIBHOCTD
U (YHKIMOHUPOBAHKME MAIMEHTA, HAKIOH Ta3a M IUcOaJaHC TYJIOBHIA. PEeKOMEHIyeTcs OTJIOKHUTH
BBITIOJTHEHUE XHUPYPTUYECKOTO BMEIIATEILCTBA Y JeTel 10 4-X JIeTHEro Bo3pacrta [65].

VY nereit B Bo3zpacte oT 8 a0 12 ner Xxupyprudeckuil mojaxoj 3aBUCHUT OT KIMHUYECKUX IAHHBIX,
0COOCHHO C TOYKH 3PEHHS CKEJICTHOM 3pPEJIOCTH U POCTA MIO3BOHOYHHKA.

B cnyuasx, ecnu nmepexoc Taza paBeH Oosiee 15°, y nereit peKkOMEHI0BAaHO BBIMIOJIHATH KOPPEKIIUIO U
3a/IHIOI0 UHCTPYMEHTAIBHYIO (PUKCAIMIO TPYAHOTO M MOSICHUYHOTO OTIEJIOB MO3BOHOYHHKA C 3aXBAaTOM
tasa [68, 69, 70, 71].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

He pexomenmyercs: BhIMOJNIHEHHWE (PUKCAIMK Ta3a TAIMEHTaM C BO3MOXHOCTBIO XOJUTH M TpHU
OTCYTCTBUM TI€pEKOca Ta3a y HeaMOylTaTOpHBIX TMalUeHTOB. BaXHO ToAIepKUBaTh TOSICHUYHO-
KPECTIIOBYIO CBSI3b MIPH BpallaTeIbHBIX ABIKEHHUSIX TYJIOBHUINA BO BpeMst MOXoaku [72].

VYposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTtapun: mpu MJIJ] 3amgnss craOuian3anusi TO3BOHOYHHKA OIpaBJaHa TOJBKO y OOJIBHBIX,
HECITOCOOHBIX K CAMOCTOSITEIFbHOMY TIEPEABUKEHHUIO, Y KOTOPBIX UCKPUBJIEHNE TTO3BOHOYHUKA Ootee 20°,
U TeX, KTO HE TMOJYYarOT TJIIOKOKOPTHUKOUIBI W YK€ JOJDKHBI JIOCTUTHYTH COCTOSIHHSI 3PEIOCTH
M03BOHOYHHKA [66, 74, 75].

PexkomeHnyeTcs: paccMOTpETh BO3MOYKHOCTE HCIIOJIB30BAHMS JUHAMHYECKOTO (He
npensTcTBytomero pocty) wuHctpymeHntapusi (Dual Growing Rods, Shilla) y mnammentoB ¢
HE3aBEPIIICHHBIM POCTOM CKeJieTa JiIs CTaOMJIM3allMKM IMO3BOHOYHMKA C WM 0e3 (HuKcaluu Ta3a B
3aBHCHMOCTH OT BOBJICUCHHS Ta3a B CKOJMOTHUYECKYIO Ayry [76, 77, 78, 79, 80, 81, 82, 83].

VYposens yoeaurenbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KoMMeHTapuu: B HacTosIee BpeMs B KadeCTBE aJbTCPHATUBBI TPAJAULIHMOHHBIM CHCTEMaM
TMHAMHYECKOM  (ukcamuu (4TOOBI  YMCHBIIUTH TMOTPEOHOCTH B IMOBTOPHOM  XHPYPrHYECKOM
BMEIIATEIIBCTBE), IIPU KOTOPBIX TPEOYIOTCS MOCIIEI0BATECIIbHBIC XUPYPIrUUCCKUE YIUTHHCHHUS, B IIOCIICHEES
BpeMsl aKTHBHO HCITIOJIb3YETCSI MAarHHUTHO-KOHTPOJIMPYeMbIe yuTHHSIomuecs crepxkan [84, 85]. OmHako
KOJIMYECTBO OCJIOKHCHHMU IIPU HCIOJIh30BAaHUM MAarHHUTHO-KOHTPOJHMPYEMBIX YUIMHSIOIIAECS CTCPIKHEH
COIMMOCTaBUMO C TPaJUIHOHHBIMU crcTeMamu [86, 87].

He pexkoMeHayeTcs: NpuUMEHEHHUE CHUCTEM JWHAMUYECKOW (UKcallud C BO3JEHCTBHEM Ha
no3BoHOuHUK Ui pedpa (VEPTR u ero ananoru) y aereir co CMA ¢ 1enbo KOppekuuu aedopMariu
pebep 1o Tumy "CII0KEHHOTO 30HTa" BBUIY HU3KOH 3(h(heKTUBHOCTH 3TUX METOOB UCIOJb30BaHus [88].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4).

PexomeHtyeTcs: OCTaBUTh CBOOOJHBIMM OJIMH WJIM JIBa YPOBHS B CPEIHENOSICHUYHOM OT/AENE IO
cpelHel mmHuM y nanueHTos co CMA npu miaHnpoOBaHUM ONIEPALMU Ha TO3BOHOYHUKE JUISL BBITIOJIHEHUS
JTFOMOaNTbHBIX MTYHKIWH, B TOM YUCIIE JUIs POBEACHUS TapreTHOH Tepanuu [89].

VpoBeHb yoeautenbHOCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

Pexomenayercsa: IpoOBOAUTH HMHTPAONEPALMOHHBIA HEUPOMOHMTOPHUHI COCTOSIHUS IPOBOSALIUX
CTpyKTyp cnHHOTO Mo3ra (MOHM) ¢ KOHTpoJieM HEpPBHO-MBILIEYHON MPOBOJUMOCTH nanuentam ¢ HM3
BHE 3aBUCHUMOCTU OT JBMUIaTEIbHOTO CTAaTycCa Uil CHUXKEHHUS pUCKA TPAKLMOHHOM PaIUKyJIONATUH U
CeHCO-MOTOpPHBIX Hapymienuit [90, 91, 92, 93].
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YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1a1uii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2).

3.3. Hoe neueHue
Her.

4. MeguumHckan pea6m1MTau,Mﬂ, MeaANUMHCKMNEe NOoKa3aHuAa U NMpoTUBONOKa3aHUA K
npunMeHeHNO MeTo40B pea6m1MTau,M|/|

PexomentyeTcst MeTUIIMHCKAsE peadrInTalys MaeHToB ¢ qeGopManu My MO3BOHOYHUKA HA (poHe
HMDb c¢ nenpro yiydiieHMs JBUTAaTENIBHOTO CTaTyCca M HE3aBUCUMOCTH OT OKPYKAIOIIMX, a TAaKXKe
npouITaKTHKA OCIOXKHEHUH, CBSI3aHHBIX ¢ THmoanHamueii [13, 95, 96, 97, 98].

YposeHs yoeauTenbHOCTH pekoMeHaanuii — C; ypoBeHb T0CTOBEPHOCTH JI0OKA3aTEIbCTB — .

5. npO(bVIﬂaKTVIKa n gucnaHcepHoe HabnwaeHne, MeaAUUMHCKUE MNOKa3aHuMA u
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(*)I/I.ﬂaKTMKVI

Metogamu TpoQUIAKTHKHA Pa3BUTHSI HEPBHO-MBIIIEYHOTO CKOJIMO3a SIBIISIOTCS HCIOJb30BaHUE
OpTE3HOI/KOpCceTHOM Tepamuu U TexHU4eckux cpeiactB peadbwutanuu  (TCP), unbopmanus
KOHTUHTEHTOB rpynn pucka (6ompHble ¢ HM3) o mMepax npouiakTUKU BTOPHUYHBIX OPTONEIUYECKHX
OCJIOKHEHU .

Pexomennyercs qucnaHcepHOe HAOMIOACHHUE MAIIMEHTOB ¢ JAeQOopMaIMsIiMU MMO3BOHOYHUKA Ha (OHE
HMB ¢ uenpro quHaMudeckoro Hadmoaenus [32].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C; ypoBEeHb JOCTOBEPHOCTH JI0Ka3aTEILCTB — .

Kommenrtapuu. Ilepuon nucnancepHoro HaOMIOAEHHS MALMEHTOB C  OPTONEAMYECKUMU
ocinoxHeHussMu HM3 sBisiercst 6eccpounbiM. OCHOBHBIE METOJBI KOHTPOJS — KIMHUYECKUNA OCMOTD,
nabopaTtopHble W JydeBble ucciefoBaHus. Kpureprem 3(pQGEeKTUBHOTO J€UeHUsS HEPBHO-MBIIIEYHOTO
CKOJINO3a SIBJISIIOTCS YJy4IlEHHE KIMHUYECKUX U JIy4eBbIX MposiBIeHUN 3abosieBanus. JlyueBbie
MIPOSIBIIEHUSI KOHTPOJIA JepopMalui Mpu KOHCEPBATUBHOM JIEYEHHH — OTCYTCTBHE NMPOTPECCHPOBAHUS
nedopmaruu B npeaenax 20° mo Cobb, orcyrcTBHe HapacTaHus IepeKoca Tasa, yJAydlleHHe KOCTHOU
IUIOTHOCTHU IO JAHHBIM PEHTTEHOBCKOU JIEHCUTOMETPUH, Yallle — MPOSIBIISIFOTCS yepe3 6-8 mMec. OT Havana
nedeHus. [ 60JIbHBIX, MepEeHECIINX XUPYPTUUECKOe JIeUeHHE, Ty4eBbIMH IpUu3HaKaMu 3G (EeKTUBHOCTH
SIBJIIETCS COXpPaHEHHE KOPPEeKIHH JiehopMaliii, OTCYTCTBUE IPU3HAKOB IPOTpeccupoBanus Aedopmanuu
MMO3BOHOYHUKA U HECTAOMJIBHOCTH METAJUIOKOHCTPYKIIMH, OTCYTCTBHE MEPUUMIUIAHTHOM pe3opOuuu u
HAJIMYUE MPU3HAKOB (hOpMHpOBaHKE OJI0Ka KOCTHBIX CTPYKTYP — IIO3BOHKOB, B 30HE ¢ukcaiuu [32].

6. OpraHusauusa okasaHMA MeAULMHCKON NoOMOoLUn

Xupypruyeckas: MOMOIIb OOJBHBIM C HEPBHO-MBIIIEYHBIM CKOJIMO30M OKAa3bIBAaeTCSd B paMKax
BBICOKOTEXHOJIOTMYECKONH MEIMIMHCKON IOMOIIM B CTallMOHApHBIX ycioBUAX. KoHcepBaTuBHOE
JieYeHHe, B 3aBUCUMOCTH OT BBIPQKEHHOCTH KIMHUYECKUX MPOSIBIECHUHN M CIOKHOCTH M3IEIHM, MOXET
MIPOBOJIUTHCS Kak B aMOYyJIaTOPHOM peXHMe, TaKk U B CHELHMAIU3MPOBAHHOM (HEBPOJIOTMYECKUHA WIIN
peadMInTalMOHHBIN NPO(UIb KOEK) CTallioHape.

NMokasaHuaMK ansa rocnutanMsauum B MeaAULMNHCKYI0 opraHn3auunio ABnAOTCA:

1. HanuuKe nokazaHui 11 xupyprudeckoro yedenns HMC;

2. pa3BuUTHE HEBpOJIOrHUecKux ocioxHennit HMC;

3. He KynHpyeMblii KOHCEpBATUBHBIMHU METOJJaMU BEpTEOPOTreHHbII 00JIEBON CHHIPOM;

4. pa3BUTHE HECTAOMIBHOCTH METAJUIOKOHCTPYKIMH II03BOHOYHMKA C PHCKOM HOBPEKICHUS
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MATKUX TKaHEH, B T.4. COMPOBOXIAOIIeecss OOJIEBHIM CHHAPOMOM M jAedopmanmeil MO3BOHOYHHUKA,
YXYALIAIOIIEH Ka4eCTBO KU3HHU MTAlIUCHTA,
5. xponnuecku (6omee 3 mecsteB) GyHKITMOHUPYIOMIUNA CBHUIII.

lNMoka3aHMAMM K BbINUCKE NaLueHTa U3 MeauLMHCKOro CTalunoHapa ABnsAeTcCH.

1. peHTreHosornyeckas kKapTuHa coxpanenus koppexkuuu HMC;

2. OTCYTCTBHUE NPU3HAKOB U HECTAOUILHOCTU METAJUIOKOHCTPYKLINU;

3. HopMmanm3anmst oOmmx nabopatopHbIx nokazareneit (Hb, COD, nelikonurapaoii popmyssl) wiu
UX CTaOMJIM3alUsi Ha JIOTOCIUTAILHOM YPOBHE; OTCYTCTBHE COCTOSHHM, TPEOYIOUIMX CTAallMOHAPHOTO
JICUEHUS;

4. OTCYTCTBUE NPU3HAKOB HH(PEKIIMOHHO-BOCTAIUTEIbHBIX M3MEHEHUN B 30HE XUPYPrUUYECKOIrO
BMEIIATENIbCTBA;

5. KynupoBaHue BEpTEOpPOreHHOT0 00JIEBOr0 CHHIPOMA JI0 3HAYEHHUH, HEe TPEOYIOIINX Ha3HAYCHUS
MHBEKIMOHHBIX 00€300JIMBAOIIUX MpEenapaToB WiM CyObEKTUBHO OLEHMBAEMbIX NAIlMEHTOM He Ooiee,
gyeM B 3 6ayuta BAIII.

JlanpHeiiliee jeyeHWe NMaldeHTa ¢ KyMUPOBAHUEM WIM YIYYIIEHUEM KIMHUYECKUX MPOSBICHUI
OCHOBHOTO 3a00JI€BaHUS MOXKET OBITh MPOJOJDKEHO, C YYeTOM TIOKa3aHWi, B CTAIllMOHAPHOM WIIH
amMOyllaTOpHOM  pexume, B T.4. B NpOoQUIbHBIX (HEBPOJOTHYECKOM, pPEaOMIMTALMOHHBIX)
OT/ICTICHUSX/TIEHTpaX, MO HaOII0IeHHEeM Bpada-Xupypra u/uiv Bpada — TpaBMaToJI0ra-opTore/a.

Xupyprudueckoe JiedeHue maiueHToB ¢ HM3 npoBomdT B cHenHATIM3UPOBAHHBIX OTIEICHUSIX
®enepanbubix HUU B paMKkax BBICOKOTEXHOJIOTUYHON MEIUIIMHCKOM MOMOIIIH.

7. NononHuTenbHaa uHdopmaumsa (B ToMm uyucne cakTopbl, BAUAKOWME HA UCXOA
3aboneBaHUA UNN COCTOAHUSA)

[TanuenT-opreHTHpOBaHHbIE (HAKTOPbI, OKAa3bIBAIOLIME HEraTMBHOE BJIMSHHE Ha pE3yJabTaThl
JICUEHUS:

1. comaTu4eckoe COCTOSTHUE OOJIBHOTO, B T.4. HAIMYUE OCTPBHIX M XPOHUYECKUX 3a00JI€BaHUM —
OKHMpEHHEe, JbIXaTeldbHash HEJOCTaTOYHOCTh; COIYTCTBYIOIIME XPOHUYECKUE  BOCHAIUTEIbHBIC
3a00JIeBaHUsI MOYEBBIJCIUTEIBHON U JBIXaTeIbHONW CHUCTEM, MOJOCTU PTa, KOXKHU M MOJKOKHO-KUPOBOU
KJIETYaTKH; 3a00JI€BaHUsI, COMIPOBOKIAIOIINECS HEHPO-TPODUUECKUMU HAPYILICHUSIM;

2. 0OCTEOTNOPO3;

3. uMMyHOJehUIUTHBIE COCTOSHUSA, B T.4. BBI3BAHHBIX IPE/IIECTBOBABIICH Tepamnuei
(TTIIOKOKOPTUKOUTHBIE TTPerapaThl, IMMYHOCYIIPECCHS).

3a00seBaHNe-OPUCHTHPOBAHHbBIE (DAKTOPHI, OKA3bIBAIOIINE HEOJArOMpPUITHOE BIUSHUE HA HMCXO]I
3a00J1€BaHUA:

1. HeOIAroNMPHUATHOE TEUECHHUE OCHOBHOIO 3a00JIEBaHHUS C IIPOIPECCHPOBAHUEM IMOPAKECHHUS MBIIIIIL;

2. pa3BUTHE BTOPUYHBIX JeGOpMaLIUil TPYIHOM KIETKH.

[ToreHumansHO HeOMaronpusTHoIE (PAaKTOPHI, CBSI3aHHBIE C JIEYEHHEM 3a00JIeBaHUSL.

1. mpy KOHCEPBAaTUBHOM JICYEHUU — PA3BUTUE TSHKEIBIX HEHPOTPOPHUECKUX MPOSBICHUNA MATKUX
TKaHEM;

2. NpU XUPYPrUUECKOM JIEYEHUH — HecTaOW/IbHas MHCTPYMEHTaJbHas (HUKcalus U paHeBas
UHQEKIHSL.
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KpVITepVIVI OLIeHKMN KayecTBa MeAULMHCKOMN NOMOLLU

N Kpurepun kauecrsa YpoBeHb YpoBeHb
JOCTOBEPHOCTH | yOETUTETbHOCTH
JI0KA3aTeIbCTB PEKOMEH1alui

Ortan HoCTaHOBKHM AMAarHo3a

1. [IpoBenena pentreHorpagusi IWEHHOro, TPYJHOTO U |D C
MOSICHUYHO-KPECTLOBOTO OTJIEJIOB [I03BOHOYHHKA,
peHTreHorpadus Taza

2. [Iposenena KT no3BoHouHMKa nepes onepanueit 5 C

DTan XupypruuecKkoro JeUeHUus

3. [IpoBenena xupyprudeckass KOppeKLUs TNpH Hanuyuu |4 C
ITOKAa3aHUM U OTCYTCTBUHU MPOTUBONOKA3aHUN

OTan IMMOCJICONEPATUOHHOT'O JICUCHU A

4. [IpoBenena peabunuranus 5 C

5. [IpoBeneHo nucmancepHoe HabOIOIEHNE 5 C
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[Tpunoxenue Al

Cocras padoueii rpynnsl mo pa3padorke v nepecMoTpy KIMHHYECKHX
pPeKOMeHAa M

d.1.0. uctionuurenen Yupexaenue

1. Pa6bix Cepreit OneroBud (oTBEeTCTBEHHBIH wucnonHutendb), | PI'BY HMUI[ TO umenu akanemuka
IM.H. <1>, <2>, <3> I'.A. UnuzapoBa Mun3apasa Poccun,
2. @unatoB Erop FOpbeBuy, k.M.H. <1>, <2>, <3> r. Kypran

. Ounposa [lonuna BsyecnaBoBHa, K.M.H. <1>, <2>, <3>
. CaBuH [Imutpuii Muxaitnosuu, k.M.H. <1>, <2>, <3>

. Cepreenko Onpra MuxaiinoBsa, k.M.H. <1>, <2>, <3>

. Psa6b1x TaTbsiHa Buktoposna <1>

. Mensenesa Cernana HukonaeBna <1>

. CaitpyraunoB Mapar CamaToBud, a1.0.H. <1>

O |00 1N N &~ W

. I'youn Anekcanap BaaumoBuu, a.M.H., ipodeccop <1>, <2>/ |®I'bY HMMUI[ TO wumenu H.H.
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<3>
10. Berpmins Mapuen CrenanoBud, K.M.H. <1>, <2> Mocksa

11. TperpsikoBa AHactacus HukonaeBHa

IIpuopoBa Mun3apasa Poccun, T.

12. MuxaitnoBckuit Muxann BurtanbeBud, n.M.H., mpodeccop |PI'BY HHUUTO um. fA.JI. L{uBesna

<1>, <2>

Munznpasa Poccun, r. HoBocubupck

13. Vuepux Dayapn BmagumupoBud, a.M.H., mpodeccop <1> |OI'BOY BO CIIGITIMY Mun3zapasa
<2>

Poccun, r. Cankr-IlerepOypr

14. Mymkun Anekcanap FOpeeBuu, n.Mm.H., mpodeccop <1>,|®I'BY  CIIGHUHN®  Munsapasa

<2>, <3>
15. Haymos Jlenunc ['eopruesnd, k.M.H. <1>, <2> <3>

Poccun, r. Cankr-IlerepOypr

<1> Poccuiickas accoruanus xupypros-sepredposioros (RASS);
<2> Acconuanus TpaBmatosioroB-opromnenoB Poccuu (ATOP);
<3> I'mobanpHast accoIuaIus CrenruaIucToB 10 MaToJIOruu mo3BoHoUHMKa AOSpine.

Kondaukr unrepecos:
ABTODBI 3asBISIOT 00 OTCYTCTBHE KOH(DIUKTA HHTEPECOB.

[Tpunoxxenue A2

MeTtonoJiorusi pa3padoTki KIMHUYECKHX PeKOMeEH AU

LleneBas ayanTopusa AaHHbIX KIMMUMHUYeCKUxX peKOMeHﬂaLIVIf”IZ

1. Bpauu TpaBMaTOJIOTH-OPTONEBI.
2. Bpauu Heilpoxupypru.

3. Bpauu HeBpOJIOTH.

4. Bpauu xupypru.

Tabnuua 1. WLkana oueHKM ypoBHeW [OCTOBEpPHOCTUM AokasartenbctB (YOMO) ansa
MeTO[O0B ANarHOCTUKM (AMarHOCTMYECKUX BMelaTesibCTB)

YA

Pacmmmdposka

1

CucremaTnyecKkue O630pbl HCCJ'ICI[OBB.HI/Iﬁ C KOHTpOJIEM pe(l)epeHCHLIM MCTOAOM MU
CUCTEMaTUYCCKUI O630p PaHAOMH3UPOBAHHBIX KIIMHUYCCKUX HCCIEIOBAHUN C IMPUMCHCHUEM
MCTaaHaJIn3a

OTILeJ'ILHLIe HCCIICAOBAHUA C  KOHTPOJIEM pe(pepeHCHBIM METOJOM WM  OTACIBHBIC
PAaHAOMU3UPOBAHHBIC KIMHHUYCCKHEC HUCCICAO0BaHUA n CUCTCMATHUYCCKUC 0630]3]91
HCCIIeJOBaHUI 000r0 HH3aﬁHa, 3a HCKIIIOYCHUCM PAHAOMHU3SUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPUMCHCHUCM METaaHalin3a

HccnenoBanus oe3 MOCJICAOBATCIIBHOT'O KOHTPOJIA pe(l)epeHCHLIM MCTOJ0M HJIN HUCCIICAOBAHUA
C pe(bCpCHCHLIM MCTOOOM, HC SABJIAIOMIUMCA HC3aBHUCHMBIM OT HCCICAYEMOI'0 MCETOJa HIIN
HCPpAaHAOMHU3HUPOBAHHBIC  CPABHUTCIIBHBIC  UCCIICAOBAHUS, B TOM 4YHUCIIC KOI'OPTHBIC
HUCCICIOBaHUA

2913 33



http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHaauum — HepBHO-MbILLEYHbIA CKONno3 — 2021-2022-2023 (03.03.2022) — YTBepxaeHbl MnHsgpasom PO

4 HeCpaBHI/ITeJIBHBIe HCCIICA0OBaHUsA, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeercs nuinbs 000CHOBAaHUE MEXaHHU3Ma I[ef/'ICTBI/ISI HJIM MHCHHE 5KCIICPTOB

Tabnuua 2. Lllkana oueHKU ypoBHeW OOCTOBEpHOCTU AokasatenbctB (YOO) ansa
MeToAOoB NpodUNaKkTUKU, NeYeHUA U peabunutaumm (nNpodunakTM4yeckux, neyebHbIX,
peabnnuTaunMoHHbIX BMeLaTenbLCTB)

Y PactmmdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem meraananusa
2 Otnenbapie  PKM u  cucrematudeckue 0030pbl HWCCIEAOBAHHWM JIFOOOTO JaM3aiiHa, 3a

nckirouennem PKH, ¢ npuMeHennem MeraaHaimsa

HepaHILOMI/ISI/IpOBaHHBIe CPaBHUTCJILHBIC UCCIICAOBAaHMs, B T.4. KOTOPTHBIC UCCIICAOBAHUS

4 HecpaBuutenbHble UCCIENOBaHMS, ONMUCAHWE KIMHUYECKOTO CIIydass WM CEpPUH CIIydaes,
HcclieIoBaHus "'ciy4ai-KOHTPOJIb"

5 Nmeercss nmmb 00OCHOBaHHWE MeEXaHW3Ma JIEHCTBUS BMEIIATENbCTBA  (JIOKIMHUYECKHE
WCCTIe0OBAHUs) WJIM MHEHHE DKCIIEPTOB

Tab6nuua 3. lLkana oueHKM ypoBHen ybeauTenbHOCTM pekomeHaauun (YYP) ansa
MeToAOB NPOo(UNaKTUKA, ANArHOCTUKU, NIeYeHUA U peabunutaumm (npocdunakTnyeckmx,
ONarHoCTUYeCKNX, NeYyebHbIX, peabunuTaumMoHHbIX BMeLLaTeNnbLCTB)

YVP Pacmudposka

A CunbHasi pekoMeHanus (Bce paccMaTpuBaeMbie KpUTEpUH dPGEKTUBHOCTH (MCXOIbI)
SIBIISTIOTCSI BaYXHBIMH, BCE HCCIICOBAHUS MMEIOT BBICOKOE WJIM YJOBIIECTBOPHTEIHHOE
METOJIOJIOTHYECKOE Ka4eCTBO, WX BBIBOJBI 10 HHTEPECYIOIUM HCXOJaM SIBIISIOTCS
COTJIACOBAHHBIMH )

B VYcnoBHas pexomeHpanus (He BCe paccMaTpuBaeMble KpuUTepuH 3(PPeKTHBHOCTU
(ucxonpl) SBISIOTCS BaXKHBIMH, HE BCE HCCIEIOBAaHUS HMEIOT BBICOKOE WIIH
yIIOBJIETBOPUTEIILHOE  METOJOJIOTUYECKOE  KAueCTBO W/WIM HUX  BBIBOJBI IO
WHTEPECYIOIIUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pexkoMeHganus (OTCYTCTBHE JI0OKa3aTEeNbCTB HAAJEXKAIEro KauecTBa (Bce
paccmarpuBaeMble Kputepuu 3()pPeKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMH, BCE
UCCIIEIOBAaHUSI HMEIOT HHU3KOE€ METOAOJOTMYEeCKOe KaueCTBO W HUX BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Mopsaaok 0GHOBNEHUSA KITMHUYECKUX peKoOMeHaauumn

MexaHu3M OOHOBIEHHS KIMHUYECKHX PEKOMEHAANMN MpelycMaTpUBAeT HUX CHUCTEMATHUYECKYIO
aKTyallu3alliio — He PeKe YeM OJIMH pa3 B TPU rojia, a TaKyKe MPH MOSIBICHUN HOBBIX JaHHBIX C MO3UIUU
JOKa3aTeNIbHON MEAUIMHBI 10 BOMPOCAM JUATHOCTHKH, JIEYeHHs, MPO(UIAKTUKA U peadUITUTAINH
KOHKPETHBIX 3a00JIeBaHMi, HaIHMUYWU OOOCHOBAaHHBIX JOTOJHEHUI/3aMeUaHuil K paHee YTBEPKICHHBIM
KP, HO He yamie 1 pa3a B 6 mecs1eB.
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ITpunoxxenne A3

CrnpaBouyHble MaTepHaJbl, BKJIKYAsl COOTBETCTBHE MOKA3aHUI K IPUMEHEHHIO U
NPOTHBONOKA3aHUI, CIOCO00B NPUMEHEHMS U /103 JIEKAPCTBEHHBIX NPenaparos,
HHCTPYKUMH [0 NPUMEHEHHUIO JIeKAPCTBEHHOI0 Npenapara

IIpunoxenue b

AJITOPUTMBI IeCTBUI Bpa4ya

IMaunent ¢ aedopmauneii NOIBOHOUHIKA
npin HM3

Chop ananme3a; Ceedennn o MEYeIn 3A00NeEann, NPOSPECCHPOSAIIT CROTIOZA, CONYMCRGYIonei
HMOAHN, AEROCTIN CHMTIROMNOG, HATYUA OSPAHUNEHUN K XUPYPRUYECROMY TEHCHUKD

Havnteunee nowasands k onepamusiion KOPPeKyng KOO, OCMOME HeGHOT0

Hem
Ha
Jywesoe odciedosane: | Jiyweeoe oderedosane:
Penmeenoepagna nossonounnsa u masa, K, | Penmeenozpadhs nossonovnika
MPT | fowenka avipancennocmu dedhopicnpm o=
{onenna  GspARCHROCI. deqboparannie esio- | 3GONGUNNET I HEPEROCa Maia)

NOYHNKEG B NEPCROCH 3T, COCRIOANNR CRNO=-
Sr MQEIA,  NOICHNTSION KA Ta, KOsy
CHIPYERIYVE HRERRC R TR, MASKCITEANHBIX

CIPYERIV

(J}M’}'J(H".'IRHHH RO KA CReTHE A

l

Hr!ﬂ".Il."i'?HL’Pt'I'i‘f.l‘IHHHt'I‘H 1 WA THMANIA I HAGTKNEHIE

ITpunoxxenne B
HNudopmanus 115 naumeHTa

Her.
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[Tpunoxxenue I'1-I'N

I kanbl OICHKHU, BOIIPOCHUKHU U JIPYIH€ OHCHOYHbIC HHCTPYMEHTDLI COCTOAHUSA
MmanueHTa, NPpUBEACHHBIC B KIMHHYCCKHUX PEKOMCHIAIUAX

Ha3zBanue Ha pycckoMm si3bike: bayuibHast OlieHKa CHITBI MBIIIIT

Hcrounuk (oduuanbHelii cCalT pa3pabOoTIYMKOB, MyOIMKalus ¢ Baauganueii) [118]:
Tun (moaYepkHyTh): 1IKajla OLIEHKH

Haznauenue: oreHka CHIIBI MBIIIII]

Conepxanue (1rabioH):

0 - OTCYTCTBUC aKTUBHBIX JIBI/I)KGHI/If/'I - IJIE€TUA

1 - COXpaHHOCTb IIEBeJeHHs (C €eaBa 3aMETHBIM |- [IyOOKuii mapes
COKpAIICHUEM MBIIIIIT)

2 - BO3MOJKHOCTb JIBUKEHHUS B MOJTHOM O0OBEME TOJBKO |- TIIYOOKHH mape3
MOCIIE YCTPAHEHUS CHITBI TSDKECTH

3 - YMEpPEHHOE CHIDKEHHE CHJIBI MBI (aKTUBHBIC |- YMEPEHHBIH mapes
JBWDKEHUSI B TIOJTHOM OOBEME TNPH ICWCTBUH CHIIBI
TSDKECTH Ha KOHEYHOCTH )

4 - JIETKO€ CHUKEHUE CHIIBI (YCTYMTYUBOCTH ) - JICTKUM Tape3

- MBIIIIEYHAs CHJja B IOJIHOM 00beMe - HOpMa

HasBanue Ha pycckom si3bike: BusyanpHas aHanoroBas mmkana 0oy (mudpoas) OpurnHaabHOE
Ha3BaHue (ecnm ecth): Visual Analog Scale

Hctounuk (opuIHaNbHbIN cCAiT pa3paboTINKOB, MyOnuKanus ¢ Banuaanuei): [119]

Tun (moayepkHyTh): 1IKala OLIEHKH

Ha3nadenue: ornieHKa BEIPaKCHHOCTH 0OOJIEBOTO CHHIIPOMA

Coneprxanue (11a0JIoH):

Het Sone Caman cansmas Sons
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Hoggsle, n3nannsie B 2020-2022 rr. 1 odpuHaIbHO yTBep K IEHHBIE MuH31paBoM PO,
KJIMHUYECKHE PEKOMEHIAalNHU (PYKOBOJICTBA, IPOTOKOJIbI JIECYEHHSI) — HA HALLIEM CaiTe.
HNHuTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-To keM-To 1aHHBIM JOKYMEHT ObLI paHee pacreuaTaH, JaHHoe n3oopaxenne QR-koma
MTOMOYKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMa)KHOM KOMUU — B HEM HaXOJUTCS 3Ta CChLIKA.
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