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Cnucok cokpameHHi

MHO - mexnayHapoanoe HOpMaNU30BaHHOE OTHOILEHHE.

AJIT - anannHaMuHOTpaHCchepasa.

ACT - acnapratamutorpaHcdepasa.

BUIIAII - ot anrxn. Biphasic Positive Airway Pressure, BPAP, BiPAP.

BAIII - Bu3yansHo-aHanoropas mkana Bopra.,

JAT - nuctpoduH-accoUMMPOBaHHBII IMKOMPOTEMHOBBIH KOMILIEKC.

JIH - neixaTennHast HEIOCTATOYHOCTD.

JHK - nezokcupubonykinenHoBas Kucnora.

XEJI - :kn3HeHHast eMKOCTh JIETKHX.

HAII® - uHruGUTOpHI aHTMOTEH3HH-NIPERPAIIAIOLIETro (PepMEHTa.

WBJI - uHBa3uBHas BEHTHIISILIUSA JIETKUX,

kJla - KuIoanbsTOH.

KT - komnetorepHas Tomorpadus.

K®K - kpeatundocdoxmrtaza (CHHOHUM - KpeaTHHKHHA3a).

KILC - KucnoTHO-11eN04HOI cOCTaB KPOBH.

JIAT - nakraTaeruaporeHasa.

MPT - MarHuTHO-pe30HaHCHAs: TOMOrpadus.

HUBJI - HeuHBa3uBHast BEHTHIALUA JIETKHX.

O®B1 - 06veM GopcHpOBaHHOTO BBIIOXA 32 NEPBYIO CEKYHAY MaHEBpa (GOPCUPOBaHHOTO
BBIIOXA.

ITJIE - noreHUHansl ABUraTeIbHBIX €AHHULL.

[IMJIA - nporpeccupyollias MeleyHas auctpodus JroleHHa.

[IMJIB - nporpeccupytoias MeieyHas aucrpodust bekxepa.

I1CB - nukoBas CKOpPOCTh BHIAOXA.

[1CK - nuxoBasi CKOpOCTh KalllIs,

I1®M - nporpamMa GU3NYECKOro MEHEAKMEHTA.

PHK - pubonykneuHoras xucnora.

CHUIIAII - ot anra. Constant Positive Airway Pressure, CPAP.

CMA - cniuHaneHas Mblle4Has aTpodus.

CMA I - cnuHanbHas MblleyHas atpodus, Tun I,

TCP - TexHUYeCKUE CPEACTBA peaOHIUTALUH.

@OXEJI - byHKUMOHANBHAS XKH3HEHHAs EMKOCTB JIETKHX.

VVP - ypoBeHb YOEAUTENBHOCTH PEKOMEH AL,



VI - ypoBEHb JOCTOBEPHOCTH I0KA3aTENbCTB.

OKT - anexrpokapavorpadus.

OMTI' - anexTpomuorpagus.

OHMT - anexrponeiipomuorpadus.

9XO-KT - sxokapauorpadus.

MLPA - mynpTHmnekcHas aMruduKanys TMrupoBaHHbIX 30HA0B (0T aHrL.Muliiplex
Ligation-dependent Probe Amplification).

NIPPV - HenwHBa3WBHas BEHTHIALMS JIETKUX ITOJIOKUTENIBHBIM AAaBJICHHEM (OT
anrn.NoninvasivePositivePressureVentilation).

HFMSE - «<Hammersmith Function Motor Scale Expandedy, mkana ¢pyHkumonansHo
JIBUraTeIbHOH akTUBHOCTH XaMMepcMuTa Jist 6oneHeIX CMA.

RULM - «Revised Upper Limb Module», nepecMoTpeHHbIit MOAYNb OLIEHKH MOTOPHOIA
GbyHKUMYN BepXHUX KOHeuHocTel mpu CMA.

MFM - «Motor Function measurey, 1mkana Juist OLIEHKH ABUraTeNnbHO# pyHKUMK y 60onb-
HBIX C HEpPBHO-MBILIEYHHIMHU 3a001€BaHUAMH.

6MWT - «6 minute walk test», Tect 6-MUHYTHOH X0ABOHI.

ADL - «activities of dail yliving», noBceaHeBHas :KU3Hb (AKTUBHOCTB).
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TepMHHbl H ofpeae/ieHus

Hepsuo-Meieunsie 6onesun (HMB) - oOmupHast rpynna reHETHYECKUX MeTeporeHHBIX
3aboneBaHUil, OCHOBHBIMM KIMHMYECKUMH TPOSBICHUSIMH KOTOPBIX SABJAIOTCA CNaGocTh M
aTpodUH pa3IMYHBIX IPYIIT MBILILL.

I'nnepkugos - npeBbllleHHE IPaHULBI HOPMANIBHBIX MapaMETPOB IPYAHOTO OTAENa MO-
3BOHOYHHKA B CaTUTTAJIBHOMI 110cKoCTH (>40°).

I'mnoxudos - ynnouenue rpyaHoro kudosa 3a npeaesl HKHeH rpaHUIbl €ro HopMalb-
HBIX napameTpoB (<20°), Ho 6e3 GopMHpOBaHUs IPYAHOTO JIOPA03a.

["op6 (gibbus) - ocTpoBepluHHHEIH yrioBoi KO3,

Kudos - uameHenue Gopmsl cermeHTa Mo3BOHOYHHUKA B CArMTTANBHOM IJIOCKOCTH ¢ dop-
MHpoBaHHeM AedopMalry, BEITYKIOCTEIO, 00pallieHHO) JopcanbHO; aHOManbHBIR Kngo3.

Kudockonuos - coueranue ckonuoTHyeckoit aegopMauyu ¢ UCTHHHBIM runepkudosom.
Poranonnas nedopmanus B coueTaHuu ¢ Kaxxymumes kudo3oM He J0JDKHA 0003HAYATHCS STHM
TEPMUHOM,

Meieynas guctpodust - MblueyHas auctpogus JllomeHHa U Mblle4Has auctpodus-
Bexkepa sBnsioTcs X-CLUEMIEHHBIMH PELECCHBHBIMU PaccTpOHCTBAMH, XapaKTepHU3YIOLUMHCS
nporpeccHpyoeii cirabocTeio NPOKCMMANBHBIX MBI, BBI3BAaHHON AereHepalueil MBIIIEYHBIX
BOJIOKOH. [TucTpodus Bekkepa UMeeT no3atee Hayano v BRI3BIBAET Gosee Ierkue CUMNTOMBI.

CnunanbsHsle MblieuHsle atpoguu (CMA) - rpynmna HacneacTBEHHBIX 3aboneBaHuit fet-
cKOro BospacTa, Brepsble onucaHHbx Werdnig B 1891 r. 3aboneranue mposBisercs CUMMeT-
puuHoii aTpodueit HIXKHUX MOTOPHBIX HEHPOHOB MepeHUX POroB U KOPEIIKOB CIMHHOIO MO3ra,
YTO BHI3BIBAET NMPOrpeccUpyIoUuii napanuy Ha (oHe HapyIleHHsl HEpBHO-MBIILIEYHOI Nepeayum.

[TpokcuMansHast cnuHaneHasg MelmeyHass atpodus Sq (CMA) - Tsxenoe ayroCoMHO-
peLieCCHBHOE HEpBHO-MblIeuHOe 3a0osieBaHHE, XapaKTepu3ylolleecs MpOrpeccHpyrolUMU
CUMIITOMaMH BSUIOTO T[apajdya M MBIIeYyHOit aTpoduu BCNEACTBHE JiereHepaluud  a-
MOTOHEHPOHOB MEepeJHUX POroB CIIMHHOIO Mo3ra [1]. .

Amuotpodus (6oneznr Opuapeiixa, 6onesus llapko-Mapu-Tyra, 6onesns Pycu-Jlesu):
OKBUHYCHas AedopMalus CTom («Koﬁcxaﬂ» cTomnay), kudoCKoIMO03; HapyIIEHHE TMOXOAKH, MO-
uepKa, AU3apTpus, cnabocTh B HOTax; HapylIeHUe W NOTeps CiyXa, HapylieHue riyGokoi uys-
CTBUTEJILHOCTH, MBILLIEYHAs aTpodus MOCTENEHHO HapacTaeT, aTpodusl 3pUTEJIBHOTO HEpBa, Ka-
TapakTa, HapylleHre QYHKLMI Ta30BEIX OPraHOB, JEMEHLUS, caXxapHEbIit AHabeT, THIOroHaans3Mm,
HapyILIeHUS] PUTMA, M3MEHEHHUS MPeICEepIHO-XKENYyJOYKOBOH W BHYTPU XKENYIOYKOBOH MpPOBO-
qumoctu. [lonmynauuonHas wyactora: 2,7:100000. CooTHouieHHe NONOB: HE M3BECTHO. THn
HaclleJOBaHUs: ayTOCOMHO-pellecCUBHBII [121].

BpO)KlIC‘HHI:IC CTPYKTYPHBIC MUONNIATUN — ICTCPOrcHHAA rpymnna reHeCTHYCCKH ACTCPMU-

6
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HHMPOBaHHBIX 3a00/I€BaHMI € Pa3HEIMU THMaMH HAcleOBaHUS U MHOroobpa3ueM BapHaHTOB Te-
yenus. Ilpoucxoaur Hapymenne ¢ynxuun Muimy. O6UMMH NPU3HAKaMH BPOXIACHHBIX CTPYK-
TYPHBIX MMOMATHH SABIAIOTCA paHHUI AeOIOT (C POXACHUS MM € NEPBEIX MECLEB XKH3HH), Ie-
HEpaU30BaHHAs MBILIEYHAst THITOTOHUS, CHHXEHHUE MM OTCYTCTBHE CYXOXKHJIBHBIX pedieKkcos,
aTpoduu MBI M CTPYKTYpHEIE aHOMaluu ckenera. Kak npaBuilo, He nporpeccupyrollee Teue-
HHE.

MeieyHsle JUCTpopUM NpeAcTaBNsAOT co00 KIMHUYECKH HEOAHOPOAHYIO IPpyNMy pac-
CTPOJCTB, KOTOphIE BCE UMEIOT OOLIME KIMHUYECKHE XapaKTepUCTUKHU Mporpeccupyoleid Mbl-
weyHoil cnaboctu. Tepmun “muctpodus”, UCMONB3IYEMBIii B ero camom CTPOroM MNaToJIOTHYe-
CKOM CMBbICJIE, OTHOCHTCS K XPOHMYECKUM M TSKENBIM MHONATHYECKUM W3MEHEHMAM B MBILILAX.
BOJIBIUMHCTBO MBIMICYHBIX JUCTpodUil MMEIOT oblue MaToJOrM¥ecKue Npu3Haku ¢udposa U
3aMeLleHHs XXHPOBOH TKaHH, 0CODEHHO Ha NMO3AHMX cTaausx 3aboneBaHus. KnuHHYeckH U reHe-
THUYECKH pa3HoOOpa3Hast rpynna HacJeACTBEHHBIX HapyIIEHHUI CTPYKTYphI MONEPEYHONONocaTon
MYCKYNaTyphl, B TOM YHMCJI€ U CEPAEYHOI, XapaKTepH3yIOUUXCsl NPOrpecCUpyYIOLLEi MBILIEYHOM
cnabocThio U uctouieHueM. [Iporpeccupytomym ABHraTeIbHBIM A€PUIMTOM.

JLIT - nerckuii nepebpanbHblii mapanuy.

LIIT - uepeGpaneHbiii napanuy,

Spina bifida - HesapauieHHe NMO3BOHOYHOrO KaHana 3a CYET HApPYLIEHUSA CIOUAHUA AYT
(spina bifida posterior) nnu ten (spina bifida anterior) nossoHxos.

Spina bifida aperta (oTKpbITOE pacllenIeHHe OCTUCTOrO OTPOCTKA) - OAMH U3 CHHOHHUMOB
obuero 0603HaYeHUst BPOXKACHHBIX JeeKTOB HEBpaNbHON TPyOKM - KOMOMHHMPOBAHHBIX NOPO-
KOB pa3BUTHSA MO3BOHOYMHOTO KaHala, CIMHHOTO MO3ra M ero 000/104YeK: CIIHHHOMO3TOBBIX IPhIXK
(Muenouene), TMIOMEHUHIOLIENE U paxHUILHU3UCA.

Spina bifida occulta (3akpsITOE pacuienieHHe OCTUCTOrO OTPOCTKA) = HAPYLUEHHE CIHA-
HUS YT I03BOHKOB, HE CONPOBOXKAaroLIeecs GOPMUPOBaHHEM CITMHHOMO3TOBOI IPEIKH.

Risser TecT -KOJIMYECTBEHHEI TECT, onpeensiouuii cranuio occuduxaum snuduzor
rpeGHeil MOAB3JOIIHEIX KOCTEH, KOTOpHI HauMHaeTcst B o0ONacTH nepeiHeil BepxHeil ocTH M
NpOJIoJKaeTCsl B JIOPCalbHOM HalpaBleHHH JI0 3afiHel BepxHeii octu. TeueHue npouecca onpe-
JIeJISIeT CTaZlMH KOCTHOTO CO3pEBaHHs M MPOJ0JKAETCS B CpEAHEM B TeyeHHe AByX Jer. ITo Risser
rpe6eHb MOAB3JOMIHOM KOCTH AENMTCS Ha 4 4acTW, U CTaaMiHOCTH Mpolecca BBIMIATUT
cineayromuM obpasoM: Risser-0 (orcyrcTBue TeHH anudusa), Risser-1 (occudukaums B npenenax
25% rpebus), Risser-2 (occudukauus B npepenax 50% rpe6us), Risser-3 (occuduxauus B
npenenax 75% rpe6Hs), Risser-4 (nonuas occudukanus rpedus), Risser-5 (cnusuue snudusza u
TeNa MoAB310WHON KocTH). Risser-4 cooTBETCTBYET 3aBepIUCHHIO POCTa MO3BOHOYHOIO CTON0A.

GMFCS - MexayHapoaHas cucTeMa KIacCH(pHUKAlMU MOTOPHBIX (YHKUHMH MalUEHTOB C
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JLIIT crapie aByx ner, KOTopast OLEHHBaeT o0LIyl0 GYHKIMOHANBEHYIO aKTUBHOCTE MallMEeHTa B
NPUBBIYHOMN AJIs1 HErO Cpeie M CTeneHb ee orpaHudeHHs. [IpHHIMIHANBHO BaXXHO, YTO OLICHHBA-
€TCS MMEHHO MOBCEIHEBHBII YPOBEHH AKTHBHOCTH, a HE MaKCUMaJIbHO BO3MOXHBIM, JAEMOH-
CTPUPYEMBIii TOJIBKO BO BpeMs UCCNEHOBAHHS.

MACS - Manual Ability Classification System, knaccudukauus Hapywenuit GyHkuuu
PYKH.

CFCS - Communication Function Classification System, Illkama KOMMYHMKaTHBHBIX
BO3MOXHOCTEH.

FMS - Functional Mobility Scale, @yHkunoHansHas 1ikana JBUraTebHON akTHBHOCTH.

EDACS - Eating and Drinking Ability Classification System, 1lIxana Bo3MOXHOCTH 3H-
TEpaNbHOTO MUTAHUS.

KT - komnsioTepHast Tomorpadusi.

MPT - MarHuUTHO-pe30HaHCHas ToMorpadus.

OHMT - anexrponeiipomuorpadus.

HMB - HepBHO-MEIIIEHHEIE GOJIE3HU.

Koppekuus U MHCTpyMeHTanbHas Qukcalus NO3BOHOYHHMKA - XHUpYprHyeckoe BMellla-
TEJIECTBO, B XO/I€ KOTOPOTO BHINOJHAETCS KOPPEKUMS U CTaOMIM3aLUs CErMEHTOB NO3BOHOYHHUKA

(bHUKCHPYIOLIMMH YCTPOHCTBAMH.
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1. Kpatkast ungopmanus no 3a6ojeBanmio WJIH COCTOSTHUIO (TpyIe

3a00J1eBaHUii WIIH COCTOSIHUIA)

1.1 Onpe[[enemle 3a000eBAHHA __ HJIH___COCTOSIHUSA (mynnm 3abosneBanuii uan

cocTosiHuii)

HelipoMblieuHslit CKOHO3 - TpEXIJIOCKOCTHas jedopManus NO3BOHOYHHKA, ABIAETCS
OpPTOMEAMYECKUM OCJIOXKHEHHEM TIpYNINBl HEPBHO-MBIIIEYHBIX 3a00J€BaHMil «c HapyLICHHEM
NMpPOBEACHUA HEPBHOrO HMMIIYJIbCa MO HEPBHOMY BOJIOKHY, JMOO CBA3aHHHIX € HapyleHHWEM

HelipoMeiteyHoi nepenaumn» [2].

1.2 JTHoaorns H narorene3 3a0oJeBanusA MIH cocTosaHus (rpynnel 3a6oaeBaHuii HiaH
COCTOSIHNIT)

B 3aBMCHMOCTH OT YpOBHSI MOpaXKEHUS pa3IMyalOT Heliponaruyeckie M MHOMATHYECKUE
nedopMaiy no3BoHo4HUKa [3].

[lepBhie, B cBOIO Ouepenb, MOAPa3NENAIOTCS Ha 3a00JNEBaHUS € NOPAKEHHUEM NMEPBOro U
BTOpOoro MotoHeitpona (puc. 1). K Helipomaruueckum paedopmalsiM € IHOPaKEHUEM MEPBOro
MOTOHEHPOHA OTHOCST CKOJIMO3b! y NMALUEHTOB, CTPAJaloINX AETCKUM LepeOpalbHEIM NapaliyoM
(AUII), cupuHroMuenueit, omnyxonsMM LeEHTpanbHOH HepBHOH cuctemsl, Jledhopmauuu
NO3BOHOYHHKA € MOPAXKEHUSIMH HIXKHETO MOTOHEHPOHA MOTYT BBI3BIBATH MOJIMOMHUENUT U ApYyrHe
MMEINTBl BUPYCHOI DTHOJIOTHH, CTIMHAIBHEIE MBIIEUHbE aTpoduuy Apyrue 3abonesanus. Kak
npaBuno, aedopManus MO3BOHOYHMKA NPM JAHHOH MNATOJNIOTMM HOCHT HPOTPEcCHpYIOLIHi
xapakrep [4,5].

MuonaTtuyeckue aedopmanyu MO3BOHOYHHWKA MOTYT HaOMIOAAThCs NMPU MBIUEYHBEIX JUC-
Tpodusax (Muoauctpoduu JlromeHa, Mepo3UMH-HEraTUBHA MBILIEYHAS AUCTPOGHs), MUACTEHHH.

Takoxe HelipoMbllIeUHBIH CKOJIMO3 (KH(POCKONNO3) MOXET Pa3BUTHCS Kak Ha QOHe omyxonu
CIMHHOTO MO3ra, Tak W TMocje YHaneHus mnocneqHedl 6e3 ajeksaTHo# crabunuzauuu mo-
3BoHo4HuKa. [6]. IIpu Takux cocTosHMUAX LenecooOpa3HO rOBOPUTH O JICHEPBALMOHHOM MM Ia-
panuruyeckoM (kudockonuose). Ilocne Xupypruueckoro JEHeHMs OMyxolieif MO3BOHOYHHUKA
BO3MOXHO pa3BUTHe AedOpMallUM, CXOJIHOH IO XapaKTepy € NMOCTIAMHHIKTOMUYECKOH UIU mo-

cTTpaBMaTHyeckoii [7,8].
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| MOTOHENPOH XOPbI,
- ‘ ronoBHOro Mo3ra*

I mpul «-receiving ox» de

| MmoTOHeRporCTBONG .

TONOBHOTO MO3ra

CMUHHOW mo3r

2 MOTOHEHPOH NepPeaHUX«
POroOB CNUHHOIO MO3ra =

. XK
Muonatuyeckue - 1 kiiponar irKexiK

Puc. 1. Cxema ypoBHeii nopaxkeHUst HEpBHOI CHCTEMBI Ha dTanax MPOBEACHUST HEPBHOTO UM-
nyJbca Mpy pa3iM4HBIX BUAAX HEHPOMBILICUHBIX CKOJIMO30B (U3 aTiaca Spine Surgery
Information Portal, Prof .Dr. med. J. Harms).

1.3 Dnuaemuonorus 3a6oaeBalnus WIH cOCTOstHUS (rpvinbl 3a6oseBanuii niu

cocTostuii)

HactoTa BO3HHKHOBEHHA JedopMallMi MO3BOHOYHHKA 32aBHCUT OT OCHOBHOI'O HEHpOMBI-
HIe4Horo 3ab0sIeBaHuUs U CEPbE3HOCTH €To0 nposiBieHuUs [9].

Tabanna 1. PacnpoctpaneHHoCTh AedopMalivii NO3BOHOYHHKA NPH HEPBHO-MBIIIEUHBIX

3a00JICBaHUAX
PacnpocTpaneHHOCTh AcdopMalyit MO3BOHOYHHKA NMPH HEPBHO-MBIIIEYHEIX 3a00JIeBaHUAX
HarHo3 [IpoueHT
[{epeGpanpHEIii napanuy 25
[TonuoMuenur 17-80
Muenonucinasus 60
CnuHalbHas MbllIeyHas atpodus 67
Atakcus Opunpeiixa 80
Mebieysast arpodus JromeHa 90
''paBMa cnMHHOro Mo3ra (TpasMa o 10 ner) 100

CyMMapHas pacnpocTpaHeHHOCTh HEpBHO-MBIIIEYHBIX OoMe3Hell cocTaBnseT npumepHo 1
Ha 3-3,5 TBIC. HaceleHUs B pasnuyHBIX nonyasuusx mupa [10,11,12]. Ceituac B deaepanstom
peructpe PO Gonee 1200 naumeHTOB, ORHAKO, €CAIH NEPECUUTATh AAHHYIO CTATUCTHKY Ha YMC-
JIEHHOCTH HaceneHust PO, To MOXXHO NPeANONoXKUTh, YTO B CTpaHe HACUUTHIBAETCA OKOJIO 48 ThIC,
GomeHpix ¢ HMB. Ilporpeccupyromue Melmeynsle AMCTPOPUM M CNUHANBHEIE aMHOTPOGHH
SIBJISIIOTCSL Hauboee pacnpocTpaHeHHBIMHU 3a0oNeBaHUAMH M3 3Toit rpynnsl (13 - 33 GonbHBIX Ha

100 ToIc. Hacenenus u 10 6onpHEIx Ha 100 TRIC, HaceneHHUs COOTBETCTBEHHO [12]).
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PacnpocTpaHeHHOCTh MPOKCHMaNbHOM CNMHANBHON MbIIe4YHOH aTpodun coctasisier | Ha
6000 - 10 000 HoBopoxaeHHbIXx [13]. JaHHble MO pacrnpocTpaHeHHOCTH 3aboneBaHuss B Pd
oTCyTcTBYIOT. YacToTa HocuTenbcTBa 3aboneranus - 1/40 - 1/50 B nonynsauuu B nenom [14,15].
ITonauusiMy ®I'BHY MI'HIT MI/IHOBPHAYKﬁ Poccuu yactora HocurenscTea CMA B Poccny -
1/36 yenosek 1 pacuerHast yactTora BcTpeuaeMocTH | Ha 5184 HoBopoxaeHHbIX [16].

Ckonno3 mupoko pacnpoctpadeH y aereit ¢ CMA 1 u 2 Tuna, yacrora 3abojeBaeMOCTH
coctasiser 60-90% c Hayanom B paHHeM aercrse [17,18].

O6mas 3a60NIeBaEMOCTb CKONHO30M B nonynsauun LT Bapsupyercs ot 21% no 76% B
3aBUCUMOCTH OT cepuﬁ n toxecru LIT [11,12,19,20,21,22]. Kpussle o6sMH0 MeHblne 40°, HO
BEJIMYHMHA CKOJINO03a, 3aBUCHT OT TspxecTH LIIT [11]. 3aboneBaeMocTh ckoMo30M yBenuqHBaeréﬂ c
BO3pacTOM Ha (oHe oOrpaHuyeHus MOOWIBHOCTH (nepeABwxeHuid) u  ¢opMHUpoBaHUs
JBUraTensHBIX HaBHIKOB. Persson-Bunke M. ¢ coaBT. o0HapyXuiH, YTO PUCK pa3BUTUA CKOJIMO3a
BO3pacTaeT ¢ yBennyeHHeM Bo3pacta nauueHtoB ¢ LT u yposus GMFCS (y nauuenros ¢ L{IT ¢
GMFCSIV - V umeercst puck 50% KIMHMYECKH YMEPEHHOrO WM TSKEIOro ckoauosa B 18 ner)
[20]. Hagglund G. c coaBT. nokasanu, uro y 8% nauuentoB ¢ GMFCS V 6bun kniMHUueckue
NpH3HaKH CKONMMO3a B Bo3pacte Ao 5 neT, 2 y 75% naunenroB ¢ GMFCS V koxcratupoBaHa
Aedopmanus no3BoHouHUKA ¢ yriiom Ko66a >40 ° k 20 rogam [23].

['Mnepnopao3 noscHUYHOro OTAENa MO3BOHOYHHMKA MM KU(OCKONHO3 IpyAHOro OTjena
MO3BOHOYHUKA Takoke uacto Berpeyatorcst npu LT [22]. EcrecTBeHHas HUCTOpHUS MporpeccHpo-
BaHUs ckosuo3a y nauuentoB ¢ LT mokasana, uyto Havyano rubkoii aedopMauny No3BOHOUHHKA
npoucxonut B Bospacte oT 3 o 10 ser ¢ OBICTPEIM NPOrpecCHpOBaHHEM [0 KECTKOTO CKOJIMO3a
[19]. Gu c coaBT. onpeaenunny, uto y nauveHtoB c¢ kBagpuruerueii LI ¢ nedpopmanueit >40° k
12neTHeMy BO3pacTy BepOATHOCTB IPOrpecCUpoBaHHs Oblna BhIlle, YeM Y MAlMEHTOB C KPUBOM
<40° k Tomy ke Bo3pacty [24].

PacnpocTtpanentocts atakcun @punpeiixa y npexncraButeneit 6enoii esponeonaHoi packt
ouenusaercst ot 1/20,000 no 1/50,000, cxomuoruyeckass aedopmauus passuBaercs y 60-79%
nauueHTos [25].

V¥ nauuenro ¢ MJIJI, koTopble He MONYYalOT INIIOKOKOPTHUKOUEI, BEPOSITHOCTh Pa3BUTHS

" BEIPOXEHHOrO MPOTPECCUPYIOIIEr0 CKONMO3a COCTaBIseT mpubmmsutensHo 90% [26,27], a
BEPOATHOCTh KOMIMPECCHOHHOIO MepesioMa MO3BOHKOB, BEI3BAHHOTO OCTEOINOPO30M, mana. TToka-
3aHO, YTO €XEJHEBHAs Tepamnus IIIIOKOKOPTUKOMIAMH CHUXKAET PUCK Pa3BUTHS ckonuosa [28, 29],

OJTHAKO PUCK NepesioMa Mo3BOHKOR Bo3pactaet [30, 31].

1.4 OcobGennoer  KoaupoRaHusi  3a0ojJeBaHust  HAH  cocrosinns  (rpynnsl

sabosaeBanuii  wan  cocrosinuii) mo Mexavnapoanoii cratHerHveckoii  kiaaccupurkaiuu

foJe3Heil 1 npodJeM, CBA3AHHLIX €O 3[10POBLEM
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M41.4 - HepsHo-MeieuHslli ckonno3. CKoMMo3 BCIAEACTBHE LiepeOpalibHOro mapanuya,
atakcuu Opujpeiixa, NOITUOMHUENNTA U IPYTHX HEPRHO-MEBILICYHBIX HAapyLIEHHIA.

KoMMeHTApHH: @ HACMOSUUX KNURUYECKUX PeKOMEHOAYUAX aCHeKmbl meueHus pasnuy-
HbIX HEPEHO-MbIULeYHbIX 00ae3Hel paccMampueéaiomes moasko 8 PAMKAX OYEHKYU DUCKOE, ac-

neKmos npedonepayuorRHo2o 06c1e008anusl, UHMPa- U NOCIEONEPAYUOHHO20 BE0EHUS NAYUEHMOS.

1.5 Knacendukauust 3abojeBaHns HJIH  cocTosHust (rpynusl 3alogeBaHuit wian

coCTOAHUI)

HauGonee MoHas DTHONOTHuECKas KnaccuduKalMs CKOJIMO30B, KH(]PO30B M J10pA030B
npeacrasneHa Lonstein E.J. ¢ coasr. (1995) [32]:
I. Hnpuonaruyeckue
A. Hudautunseie (ot 0 1o 3 ner):
1. camopaspeiatomuecs;
2. nporpeccHpylomue.
B. IOBenunsueie (ot 3 no 10 ner).
C. Ioapoctkosrie (crapiue 10 neT).
II. HeiipoMsiieuHrie
A. Heiiponartuueckue:
1. Ha noure nopaxeHus BepXxHero MOTOHEHpoOHa:
a. UepeOpanbHBIH Mapanuy;
b. NMO3BOHOYHO-MO3KECYUKOBAS ACTCHEPALIUA:
1) Oonesus Friedreich;
2) ©Gonesnn Charcot-Marie-Tooth;
3) ©ones3un Roussy-Levy;
c. Cupunromuenus;
d. omyxons CIMHHOTO MO3ra;
€. TpaBMa CIIMHHOTO MO3ra;
f. apyrue npuuumsl.
2. Ha nouse nopaxxeHHe HKHETO MOTOHEHpOHa:
a. TOJMOMHEINT;
b. Apyrue BUpYCHEBIE MUCITUTEI;
C. TpaBMa;
d. no3BOHOYHO-MEILIEYHEIE aTPOHH:

1) 6Gone3nr Werdnig-Hoffmann;

2) ©Gonezns Kugelberg-Welander;
3) MuenoMeHuHrouene (MapaaTUTHYECKOE),
12
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3. usayroHomus (cuHapom Riley-Day).
4. Jlpyrue.
B. Muonaru4eckue.
ApTporpunos.
Menueynas qucrpodus.
BpoxxaeHHast runoToHus.
’ Juctpoduyeckas MUOTOHHS.

Hpyrue.
II. BpoxnaeHHsble

A

A. Hapymenns ¢opmupoBanus.
1. KnuHOBHAHBI! MO3BOHOK.
2. Ilonyno3BoHOK.
B. Hapymenns cermenrauumu.
1. OnHocTopoHHHe.
2. JIBycTOpOHHUE.
C. CwmelanHsle aHOMANHHK.
IV. Heiipopubpomaros
V. MesenxuMansHas naTonorus
A. Cunapom Marfan.
B. Cunppom Ehlers-Danlos.
C. [pyrue.
VI. Permarouansie 3aboneBaHUs
A. TOBeHMNbHBINA peBMaTOUAHBINA apTPUT.
B. [lpyrue.
VII. Tpasmatudeckue aedopmauuu
A. ITocne nepenoma.
B. [Tocne XMpypru4eckoro BMeLIaTEbCTRA.
1. TloctnaMUHIKTOMMYECKHE.
2. [IocTrropaxoniacTyuecKue.
VIII. Ha nouBe KOHTpaKTyp BHE [TO3BOHOYHOH JIOKAJIH3aLUH
A. TTocne sMnueMsl.
B. ITocne oxoros.
IX. Ocreoxonapoauctpoduueckue
A. Nucrpoduyeckuii Auzpapusm.
B. Mykononucaxapuio3 (Hanpumep, 6oie3ns Morquio).
C. CrnonaunosnuduszapHas aucrnnasus.

D. MHoxecTBeHHas dnudu3apHas JUCIasms.
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E. Axonaponnasus.
F. [pyrue.
X. Ha noyse ocreomuesnura,
XI. Merabonuueckue HapyleHusl.
A. Paxwur.
B. HecoBepuieHHBIH ocTeoreHes.
C. TomouuctuHypHs.
D. Hpyrue.
XII. Ha nouee naTonoruu nossCHUYHO-KPECTLOBOTO COYICHEHUS.
A. Cnonaunonus ¥ CIOHAUONUCTES,
B. Bpox/eHHble aHOMaINHU NOSICHUYHO-KPECTLIOBOTO COYJICHEHHS.
XIII. Ha nouse omyxoJm.
A. Tlo3BoHouHOTO cTONOA.
1. Octeounn-ocreoma.
2. Tuctnouuros X.

3. [Hpyrue.

B. CnivnHOro Moara (cM. HelpoMBILLIEUHBIE CKOJTHO3EL).

1.6 Kanunveckas kapTHHA 3200J¢BaHUS HIN cocTOAHUS (rpvinbl 3aboaeBanuit Han

COCTOIHHI)

Kauunyeckue nposas/icHus aeopmaunn nospoHounuka npu HMB xapakrepusylorcs

(popmupoBaHHem:

1. Cxkonuo3sa

2. Kudoza

3. Kudockonmnosa

4. [TosicHuuHOrO runepaopao3a

5. INepekoca Taza

6. TopcuoHHoI AedopMalnu rpyAHOH KIeTKH
7. I'pyauoro nopaosa

OcCHOBHEIE 0COOEHHOCTH TEYCHUS HECPBHO-MEBIICYHBIX 3a6oeBaHMit TNpeACTaBJICHE] B

tabnuue 2 [33,34].

14

PekomeHaoBaHO K U3y4yeHuto pegakropamum canta MeaYHueep - https://meduniver.com/



Ta6anna 2. OcHoBHEIE 0cOOEHHOCTH HeHpOMBILIeUHBIX GostesHeii [120]

Bosesnn Hauano [Hacaepomanme |Quipaemasi IIpeseHTauus ITporpeccupo
(1acToTa (roamr) NPOAOIAKUTENb BaHHe Tlorepst
BCTpewaeMoc HOCTB KH3HHU cnaGoern cnocoGHoCTH
ITH) (roant) nepeagBUraT
bCs1
(rojnb1)
Mpbimieunsie aucrpodun
|TioteHHa 1,5-4 IXR 20+4 TTpokcuMansHas IBrICTpOE 10£2,5
(1:4000 MBILIEYHAA ¢1aboCTh, [yXYALIEHUE OT
HOBOPOX- HuKxHKEE cnabee, yem {5 a0 13 e,
IEHHBIX BEpXHHE KOHEUHOCTH, [MEAJICHHEE -
MYXCKOIo pasrubatenu cnabee, [mocne 14 ner
rona) ueM crubarteny,
MBILIUBI cepaLa U
pecnupaTopHOi cH-
CTEMEL
Bekkepa 8,5£8,5 IXR 23-89 [Pacnpompaﬂeuue IMemnennoe  [25-58
(4:100000 noxoGHo JouteHHa [YXyALIeHHE
HOBOpPOX-
TEHHEBIX
MY>KCKOTO
rona)
0+4 }AR (exp AD) BapuabeneHo  [Pacnpenenenue mo- ﬂ;mcrpaz 75% k
[uctpodus nobno Jrowenna n noTeps Bo3pacty 20
Jleitmena iexxepa, 33 UCKJIIO-
(uacToTa He €HHEM OTCYTCTBHA
MOKET OBITh pa3HHULBI pasrubaTeneit
OltleHeHa) 1 crubareneit
HoToHu-  |23£13 AD (aymocom-  |BapuabenbHo Memennas  [[To3ano B
Heckas HbLil domu- (3aBHCHUT OT Unueras cnabocTs noreps PKU3HH, €CTIH
(AKAStein Hanmuwiil) ApUTMHIA) OTI4aeTCs NEpBOi, M pa3BHBa-
ert's) (1:20000 1T03, F€HEPATH30- eTcs
HOBOPOX- BaHHas cnabocTh
CHHEIX) POH3BONTBHBIX MBI
F KOHEYHOCTE, cnabocTh
ITUCTANBHBIX MBIIL, H
LLIEH, JTMUEBHIX M MBILLILL
nuacparmel, H Mex-
peGepHbix. PassuBaeTcs
6ok cepAaLa,
HeCcIocoOHOCTh
OCBOOOINTE CKaTHe
\Bpoxnaen- Cpox- AR (aymocom- |apuabensHo (% [CunbHas cnaGocTs, P/Iory'r
HasMHUOTO- eHUs blil peyeccug-  [HeoHaTaneHOH  [maccuBHBIN peGeHOK, HUKOTA3 HE
HU4ecKas r] (F:blﬁ) CMEpPTHOCTh) TpefyeT BEHTIIALMIO U ImocTHYH cro-
00aBKy INHTaHuUs B cOGHOCTH
MJ1aieHuECTBE, yMe- X0aUTh
peHHAast yMCTBEHHAS
peTapaauus
ApTporpu- [C pox- Hereneruueckoe, Hopmanshas dboxanpHas cnaboctk B {CratHueckas, [BapuabenbHo
ro3 (1:3000 |nenus bmOproHanbHas  [(50% HeoHa- NPUCYTCTBUH CUIBHBIX [MOXET
HOBOpPOXK- akMHe3u, TabHAas KOHTpaKkTyp CYCTaBOB; [mporpeccH-
€HHBIX) 30% CMEPTHOCTh IIPH [KIIACCHYECKH PYKH, [poBatk ¢
MR (aymocomuo~ |CMNIHC?) l1y4e3ansicTHLIC nuchynkuueit,
peyyeccusnblil) CYCTaBEI, JIOKTEBEIE aTpodus
CYCTABBI, TUICYEREIE MOJKET NpH-
cycTaesl, Tazobex- CYTCTBOBaTB, H
PEHHEIE CYCTaBEI, MBILIIIBE MITH
CTOIBI ¥ KOJICHHBIE rPYIIIGI MBI
cycTassl. Tskensle MO-
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CTyyaH, BCE CyCTaBhl, [I'YT OTCYT-
BIUIIOYAA YENIOCTH U [CTBOBAThH
1IO3BOHOYHHK.
CnnzajnbHast Mblniednas atpodus (1:6000 HoOBOpOXIEHHBIX)
0-0,5 AR (aymocom-  |1,5 (50% Tsxxenas reHepanu- IHuxorna e
Tun I (ocTpas il peyeccug-  [yMUpAIOT JI0 BOBaHHas cnabocThb XOAT
M- Hbili) VIOCTHXKEHUA 2 MBI, Beaymas K
neHuecKas, eT) HecniocoOHOCTH 1M~
ocTpas 6o- ITAHUS ¥ JIBIXaHMA,
lTe3HB HecIoCOOHOCTE CHAETh
Bepnanura-
I'ogdmanna
T 11 2 30-40 IMporpeccu-  [PaHuas
(xpoHuueckas CnaGocThk NpoKcH- OBaHUE noteps
00J1e3HB MaJIBHBIX MBIIL, BapHabenbHO
Bepanura- HIDKHUE KOHEYUHOCTH
Topdman cnabee BEpXHHX, pas-
Ha) rubatenu cnabee yeM
crubaTesn, CHAAT, HO
CIIOKHOCTH € X045600i1,
ecly Jaxke cniocoOHbBI
Tun 111 23£19 HOpMaJTbHas CnabocTb NpokcH- Memnennas  [OueHs
(Gonesnn MaJIbHBIX MBI, noTeps MO3HO, €CIH
Kyrens6epra- TCYTCTBYET pazHULA 1 POKCX0-
Benannep) MEKAY HIOKHAMU U bty
BEPXHUMH WIIH CIH~
GaTensMu u pazruda-
[renaMu
[Tonuomuenut|sapua- Mpuobperenusiii [Hopmanbuas IMponpom: xap 5-7 [BricTpOE Bapua-
(zabo- GenpHo  |(Hurepus, (MOXeET 1o~ lHeit nepen HacTyn-  [Hawaro, GenbHo, B
l1eBaeMOCTh B Munus, [Maku-  [rpeGosatscs lTeHMEM TFOJIOBHOM nporpeccu-  [3aBUCHMOCTH
2003: 623 cTad, Ajprasu-  |pecnupartopHast [OONH, TYTONOABHNK- DOBAHWE JI0  |OT TAXKECTH,
ciy4as no ctad, Eruner)  [mognepixkka) HOCTB LIeH, cnabocts  [mapanuya, cy6-
BCEMY MH napacniHanbHbIX NEepMaHEHTHBIH KITHHIYeC-
py) MBI, aCCUMETPHY- MY Kuit, He-
Has nepudepudeckas  [BPEMEHHBIN ¢ [MapannuTH-
c1abOCTh (TONBKO HA  [BO3MOXKHOM  [UeCKMi,
0/1HO#1 cTOpOHE, 160  [yMepeHHOit oT- napanuTu-
XYK€ Ha OIHOM CTO-  [CPOUEHHOIA ueckuit
poe), pacnipocTtpa- perpeccueit
HEeHME 3aBUCUT OT
POBHA MOpaXKEHUS
CIIMHHOTO MO3ra,
aHOMallbHas
'4yBCTBUTENILHOCTD C
rUIEep4YyBCTBUTENBHOCT
1)
HacyencrBeHHas MOTOpHO-CEHCOPHAN HefiponaTHs
Iapxo- Mapu{13+14 IAD (aymocom-  [CpaBHUTEBHO MennenHas 03Ke, ECIH
(1:2500 Hb1i 00MU- HOpMallbHast CnabocTh AUCTANIBHEIX [IOTEPA M IPOUCXO-
HOBOPOXK- HaHmHbli]) MBILIL, OTCYTCTBYET hitiyy
UICHHBIX) OTJIMYHE BEPXHUX B
CPaBHECHUH C HIXKHUMH,
a Taloke crubaTeincii B
CpaBHEHUM C pa3ru-
GaTenamu
Iepe- C pox- [BapuabensHo nnotonuss  [BapuaGennHo
OpansHbil  (ACHHA [TpuoOpeTeHHBIil ((3aBUCHT OT Cnactudeckuii (50%): [Moxer pas-
napanuy MHCYJIBT MOGHIBHOCTH;  [TYTONIOXBMKHBIH, BUTHCS B
(2:1000 rOJIOBHOTO MO3ra [He CIocobHbIE YIAHBIE JBHKEHUSA CTaCTUYHOCTh
HOBOPOX- BHYTPUYTpoGHO [cuneTs: 30; JIMCKUHETHYE-
TCHHBIX) NepHHATANLHO,  |cOCOOHEIE CKHil/aTeToMAHBIH
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[Moctundexun  [cuners: 46;
OHHBII crocobHsle (20%): Henpous-
XOANTB: 62) BOJIBHBIC HEKOHTPO-
LTHpyeMBble IBHOKEHNS
IATakT4YecKuit (peaxo):
rIoxas KOOpAWHALNA U
Gananc CMmelaHHbIi
30%): xoMbHUHALMA

BTHX THIIOB
Cnuno-uepedennsipuas aAnchyHKuma
Hacnen 10+5 R (aymocom-  |Panunii CHauana cJI0XKHO Mennennas |15-20 ner
CTBEHHAs (u,n? peyeccug-  [B3pOCIIEIi [XOIMTB, aTaKCHUA, 3aTEM | TPOrpeccus |nocie no-
aTaKcus Hbiii) Bo3pacT 38+14  |pacmpocTpanenue Ha CTaHOBKH
dpunpeiixa (kapauonoru-  [pyku, 3aTeM - \Marsosa
HEeCKUi) TYJIOBHILE, €1a00CTh

MBI, HCTOLIEHHE
MBILICYHOH TKAHH:
CTOIBI, HOIH, PYKH,
noTeps
4yBCTBHTETBHOCTH CO
BpPEMEHEM, HUCTArM,
KapAHOMHONATHS,
MHOKapAHabHEIHA
bubpo3

2. JImar"ocrvka 3aGoj1eBaHHUSI WM COCTOSIHUS (TpyNIbI 3a00J1eBaHui HITH €O-

CTOHHI/lﬁ), MEANUHHCKHE ITOKA3aHUA H ITPOTHUBOIIOKA3aHUA K IPUMEHEHUIO

METOAOB THATHOCTHUKH

Kpumepuu ycmanoenenus ouaznosa/cocmoanua Ha ocnosanuu:

1. AHaMHECTUYECKUX JAHHBIX - YCTaHOBJICHHOC HEPBHO-MBILLICYHOEC 3aboJieBaHKe WU TTO-

AO3PCHUC Ha €ro HATHUYHUE;

2. TaHHBIX QU3MKATBHOTO 00CHIEeJOBaHUS - BEISBJICHBI MPU3HAaKU nedopManiuy n1o3BOHOYHUKA

BO ()pOHTANBHOMN UMM CAarUTTANBEHON ITOCKOCTSX;

3. JIaboparopHEIX HCCIEA0BaHUMH - NTOATBEPKACHHOE HEPBHO-MEILIEYHOE 3a00NeBaHue Ha

OCHOBaHHUM JAAHHBIX M'eHETUYECKOMH OKCITCPTHU3 B,

4, I/IHCprMeHTaJ'ILHOFO 06CJICJIOBaHMH - NOATBEPXKACHHAaA UHCTPYMCHTAJILHBIMU METOJaMH

HCCHCIOBAHUA ne(bopmaum{ MMO3BOHOYHHKA.

2.1 Kajobbl 4 aHaMHe3

Pexomenayercst OLICHUBATh:

CTEMNCHb BHIPAXKEHHOCTH %kanob caMoro nauueHTa u ero popureieH (ans perei);
BpeMs NMOSBICHUs AepopMalliy NO3BOHOYHUKA 1 JUHAMHKY €€ HapacTaHHs;
TEMII NOSIBJIEHUS M HapacTaHUs Xkajo0;

HCTOPHUIO NMPEALICCTBOBABILETO JICUEHHUS;

YPOBEHBb JBUraTeNbHON aKTUBHOCTH, €€ YCIOBUA U OTpAaHUYCHUA,

- HAJIMYHUC COI'lyTCTB)’IOLueﬁ NnaToJIOruu;
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~ NOJTy4acMy10 JICKapCTBEHHYIO TEPAMUIO HIIH afnapaTHytO0 3aBUCHMOCTE H UX CPOKH;

- HaJIMYUE aJIEPTuy, IEKapCTBEHHOH HenepeHocuMocTH [32].

Yposens yoeanreasnocri pexomenaaunii C (ypoBelb J0CTOBEPHOCTH J0KA3ATEIbCTE
- 5).

KomMmenTtapun: nepswiti oman ouaznocmuku - c6op anamuesa. Heobxo0umo seiachumeo, 8
Kaxom eo3pacme u kem @nep@vle Obina 3ameuena Oeopmayus NO3GOHOUHUKA, 0Gpawanucy au
pooumenu OONbHO20 K 6payy, NPoGOOUNOCH MU NleYeHue, KaKoe UMEHHO U 8 4eM GblPAdlCANCs -
gexm. Ilpouszsooumca oyenxka axmusnocmu pebGeHKA U COOMEEMCmEUs pa3eumus 603pacmy.
Oyenusaemcsa umerowaaca MeOUYUHCKAas OOKyMenmayus, paxnee npoeeoeHHoe NeyeHue U 3aKnio-
yenua cneyuanucmos. ¥Yoce Ha moM omane ecmb 603MOICHOCHIb 3&nodo3pumb Hanuyue
HacleOcmeenHo-eeHemu4eckoeo cunopoma wiu 3aboneganus. Ilpu evisgnenuu cmuem Ou3am-
bpuozenesa, paznuiHblx 6HEUIHUX NPUSHAKOB OMKAOHEHUS OM HOPMANLHO20 PA3GUMUS, MAKUX KAK
Hapywenue Qopmuposanue opzaHos, HApYwleHUe pocma, USMeNeHUue POCMA G0A0C, yeema u
8NIAHCHOCMU KOJICHLIX NOKPOBOB, QHOMANUU pa3eUmus u 2pyblie OMKROHEHUA OM HOPpMbl NO pe-
3ybmamam 0OUeKTUHUYECKUX U NAPAKIUHUYECKUX MEMO0008 0001e006aHA, nayuenm 6 nepeyio
ouepedv HANPAGAEeMCa NHA KOHCYavmayuio k zenemuxy. Ilpu evisenenuu onpeoeneHHoz0 nacneo-
CMBENHO-2eHEMUYECK020 CUHOpOMA U 3abone6anus, HA3HAYAIOMCA OONONHUMENbHbIE MEmOObl
OUAZHOCMUKY 014 OnpedeneHuss COCMOAHUA U QYHKYUU pA3NUYHBIX OP2AHOB U CUCMEM, KOmopble
Mozym Obimb 8061€4eHbl 8 NAMOAO2UYeCKUlt npoyecc npu oannom 3abonesanuu. Ilpu nanuuu yoice
U36eCMHOl 2eHemMU4eCcKoli hamonozul - akyeHm 8 npedonepayuoHHom obcaedosanuy deraemcs Ha
mapzemHvle Opeanbl U CUCHeMbl, KOMopble Mozym Obimb 806NeYeHbl 8 OCHOBHOe 3abonesanue. B
OCMANbLHOM, MAKMUKA 6e0eHUs NAyUueHmo8 npu CUHOPOMANbHLIX CKOAUO3AX, NpU OMCYymcmeuu
2py0bIx OMKNOHEHUTt OM HOPMbL, He OMAUYAEMC. OM MAK0B0 NPU 6PONCOEHHBIX UOUONAMUYECKUX
CKONMUO3ax.

Credyrowuii sman - evisicHenue dcanot nayuenma. B xupypeuu depopmayuii nozeonounuxa
smom 31emenm obcaedosarnus npuobpemaem ocoboe 3gydanue. OcHoHbIX HCAN06 00bIvNHO O8e -
Kocmemuyeckuil Oeghekm, ces3anblil ¢ degropmayueti NO3GOHOUNUKA U 2pYOHOU KiemKl, U 601601
cunopom, npuyem 6osce Heobazamenvro, ymobvr O0abHOU npedvaenin obe ocanober. Hx npu
nepeom pazzoeope ¢ nayueHmom modcem eoobuje ne bvimb. Cnedyem yuumwigams, 4mo ca-
MooyeHKa GOonbHbIM C60e20 GHewiHe20 6uda upesgviualino eapuabenvna. CpaenumenvHo He-
bonvuias ckonuomuyeckas degpopmayus 6 40-45° no Cobb moscem npunocums 1oHoil nayuenmxe
HEMBLCTUMbIC MOPATbHblE CMPAOGHUS, O KOMOPbIX OHA U ee pOOUmenU He MOZYm 2060pumb uHaye
Kkaxk co cnezamu. B mooice epema Goavnvie co cxonuosom 6 90° mepedko cuumaiom, umo ux
8Hew ULl 8UO 6NONHE NpuemieM U HU 8 KaKoil koppekyuu He Hyscoaemca. Takoice oyenusaromcs

orcanobvl, He OMHOCAWUEC HA hepablil 632140 K Oedpopmayuu nO360HOYHUKA, maKue KaxK COH,
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annemum, NUMAHue, YMomMaseMocnms, AKMUSHOCMb, 00bIUIKA, MOOWILHOCIb U 00beM 08UINCEHUA 6
cycmasax, wacmoma npocmyonvlx 3a001e6anutl, YMo MOJIcem makdice HAMOKHYMb HA Heo6-
Xooumocmb 0000cne008aHUA.

Heobxo0umo sviachums, becnokoum nu nayuenma oovblUKa, K020a OHA OMMEYEHA Bnepable,

ApU KAKUX HAZPY3KAX ommeuaemces u ycuaueaemcs iu ¢ 200amu.

.2 DuznkajabHoe 00cIe0BaAHHE

Pexomenayercs: olieHKa:

*  (ppOHTANLHOIO H CaruTTaNnbHOro 6ajaHca No3BOHOYHHKAE;

*  MOOHJILHOCTH MO3BOHOYHHKA C MIOMOILBIO TPAKLHOHHOTO TECTa;

*  Mepekoca Tasa;

* [OCTYpPalbHOrO KOHTPONS CaMOCTOSATENBHO WM NMPH MOMOIIM TEXHHUYECKHX CPEACTB pe-
abunuranuu (TCP);

*  HaJM4HUE U CTENEHH BBIPAXKEHHOCTH KOHTPAKTyp KOHEUHOCTEH;

*  MBILICYHOH CHIIBI;

» ©onu no BAIII (npu ee Hanuuuu);

s HMT.
@yuxuuonanbheie wkanst HFMSE, RULM, MFM, GMFSC, CFCS and MACS (npume-

HAIOTCS  OMUMOHHO CHELMaNvcTaMM BpayaMHM-HEBPOJIOTaMM M BpayaMH [0 MEJULMHCKOMH
peabunUTalUK B 3aBUCHMOCTH OT BU/Ia OCHOBHOTO 3ab0NeBaHMs).

PexomMenayercs IpH HAJIMUKKU COMYTCTBYFOLLEH MATOJIOrMH NPOBECTH KOHCYNBTALMIO Bpaya
COOTBETCTBYIOLIEro npoduis [32].

Yposennb y6eanreasnoctTu pekomenaanuii C (ypoBeHb Z0CTOBEPHOCTH 0KA3aTE/ILCTB
-5)

KommenTapuu: ﬁauuenma PDEKOMEHO06GHO HANPaGUMs HA KOHCYMbMAayuio K 6payy-
2eHemuKy npu hoOO3peHuUU Ha HACAeOCMEeHHO-2eHemuyeckylo namonozuio. Ilpu Hanuyuu
noomeepaicoennozo Juaznoza 6pauoM-ceHemukoM - HasHauenue cheyuguueckux Mmemooog
0000¢1e008aH A, KOHCYTLMAYUU Y3KUX CeYUANUCTIOS.

Ocmomp nayuenma 6paioM-HeSpONO20M - HEOMbeMAeMAl U BAdCHEUWas Hacmy
Kaunuveckozo obeaedosanus. Bpau-mpasmamonoz-opmoned u 8pau-Hespono2 OONX*CHbl pabomams
KOne2uanbHo, 0cobeHHO ecau cocmosHue nayueHma @ui3vleaem HeOOHO3HAYHOe MONKOBAHUe.,
Pexomenoayuu epaua-nesponoza, xacawoujuecsi OONONHUMENbHLIX Memo008 00Cne008anus u
KOHCYIbmayuti Cneyuanicmos 0pyz020 npoguns, OONJICHbL 6bINOHAMbLCA, 0adce eciu epavy-

mpasmamonozy-opmonedy 3mo He 8ce20a nPeOCMAagNAemcs yenecoobpasbim.
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2.3 JlaGopaTopible AHATHOCTHYECKHE HCCIETOBAHUS

Pexomenayerca: npu npoeeseHHH aMOyNaTopHOrO M CTAlMOHAPHOTO KOHCEPBATHBHOTO
JleYE€HHUsT Ha3HayaTh KIMHUYECKHe, GHOXHMMHYECKHWE M WMHBIE HMCCIEAOBAaHHUA B COOTBETCTBMU C
UMEIOMIMMHUCA KIMHUYECKUMH NPOABICHUAMH BepTeOpansHoit ¥ BHE BepTeOpanibHON MaTONOrHU C
JIMarHocTHYeCKoi Lesnslo [32].

Yposennb yoeaureasnocTn pekoMenganuii C (ypoBeHb A0CTOBEPHOCTH JOKA3ATEILCTB -
5)

Kommenrapuii. Boccmanoenenue eepmuxanvnozo nonoxcenus (cmos  unu  cuos),
cmabunuzayus dvixameastozo o6vema, yIyHuieHue Ynpasnenue pyKamu, nosoliienue Kaiecmsa u,
npu paoe HO30102utl) NPOOONIICUMETbHOCMU JHCUHU AGNAIOMCA YeNAMU ONepamusHoll Koppekyuu
HepeHo-Mbluieyno2o ckonuosa (3, 9, 127, 128].

Pexomennyeres npu  NOATOTOBKE W NPOBENCHHM  XUPYPrHYECKOro  JIEYEHHS €
JAMAarHOCTUYECKOH LIENbIO BHITONHATE 1abopaToOpHBIE TECTH, BKIOYatolHe obuue (KIMHUYECKHE)
aHaNM3Bl KPOBU M MOYH, 6HOXUMHUYECKHI aHANH3 KPOBU 0OLIETEpancBTHIECKHH, KoaryaorpaMmy
(OpHEeHTHPOBOYHOE MCCIEJOBAHUE CHCTEMBI TIeMOCTa3a), ONpefeNeHHe aHTUTen K OneaHoit
TpenoneMe (Treponema pallidum) B HerpenoneMusix Tecrax (RPR, PMII) (xauecTBeHHOe M
TOJIyKOIMYECTBEHHOE MCCIIEA0BAaHHE) B CHIBOPOTKE KpOBH, onpexeneHue antureHa (HbsAg)
Bupyca remaruta B (Hepatitis B virus) B kpoBH, onpeneneHue aHtuten k Bupycy renatuta C
(Hepatitis C virus) B kpoBu, onpepenenue anturen kiaccos M, G (IgM, IgG) kx Bupycy
uMmyHoneduuura uyenoseka BHUY-1 (Human immunodeficiency virus HIV 1) B kpoBw,
onpenenenue anturen kinacco M, G (IgM, 1gG) kx Bupycy ummyHonedunura yenoseka BIIY-2
(Human immunodeficiency virus HIV 2) B kpoBH, onpeje/eHHe OCHOBHEIX TPYII MO CUCTEME
ABO, onpeaenenue anrureHa D cucremsr Pesyc (pesyc-dakrop) [32].

Ypogens yoeauteannocTn pexomenganuii C (ypoeenn J0CTOBEpHOCTH JOKA3ATC/ILCTB -

5) v

[Mauuenram ¢ HMbB pekoMennytorcs KOHCYyAbTallMK CNIELUATUCTOR:

- Bpaya-neuaTpa, Bpada-TepaneBTa, Bpaya-aHECTe3HOJIora-peaHuMarosora, Bpaya-
HEBpOJIOTa;

- Bpaya-reHeTukKa (Mpu OTCYTCTBUM BepU(HKaLMU AMarHo3a);

- Bpaya-3HA0KpHHOJIOra (A1 OLEHKH 0COOEHHOCTEH OOMEHHBIX HapyIICHHUIT);

- Jpyrux Bpauyeii-CleMaNucTOB € pacluupeHreM oOneMa naGopartopHoit auarHo-
ctukw [32].

KommMmenrapun: xoncyrbmayus neobxoouma ecem nayuenmam O NPO2HO3A MeyeHUs
3abonesanua.
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-5)

Yposenn yoeaureannoctn pekomenpauuii C (yposeHns 10CTOBEPHOCTH A0KA3aTEILCTB

2.4 HucrpvyMeHTaJblbIC AHATHOCTHYCCKHE HCChaeAOBAHHNA

PCKOMCH}lOBaIIO BBINOJIHATL:

* PeHtreHorpadMio MeHHOro, rpyYIHOT0 M MOACHUYHO-KPECTIOBOTO OTACAOB O3BOHOYHUKA

€ _3aXBaTOM Ta3a U_Ta300elpeHHEIX cycTaBoB (peHtreHorpadust Taza) B npsamoil v OGoxosoil

Npoekuuax cTos (Y CTOSAYMX MalMEHTOB), cuas (Y CUAAYMX NMALMEHTOB) WM Jexa (Y Jexaqux

MalUEHTOB) /IS OLEHKH (PPOHTANBHOTO U CATMTTANIBHOTO Npodus no3BoHoYHKKa [3,123].

- 5).

Yposens yoeaureabnoctn pekomengaunii C (ypoBeln JOCTOBCPHOCTH J0KA3aTe/IbCTB

Kommenrapuu: cHumxu 8 npamoil npoexyuu pekoMeHdyemcs 6blnOIHAMb €dice200H0 npu

uckpusnenuu no3goHouHuka mernee 15-20° u xaxcovie 6 mecayed npu uckpusnenuu 6onee 20° 0o

cospesanun cxeaema. Ilpomesicymox medcoy npoeedenuem penmezenozpaguu Gonee 1 e200a

yeenudusaem 6epOAMHKOCMb MOS0, MO NPOSPecCUpPO8aniie CKORUO3IA OCMAREMCA He3aMeUeHIbIM,

Ilocne co3pesanus ckelema peuwlenue 0 HeoOX00UMOCMU NpoBedeHUs peHmeeHozpaguu

npurnumaemcs CH064, HA OCHOBAHUU KIUHUYECKOU OYEHKU.

-5)

» KT no3soHouHuka (nepeA NpoBeICcHHEM ONEpaTHBHOIO BMeulaTenbeTra) [3,123].

YPOBelIb yﬁemnem,nocnl pexomelmauni‘l C (ypOBCllb AOCTOBCPHOCTH JOKA3aTC/IbLCTB

Kommenrapuu: Komneiomepnaa momozpagua daem céedenus 0 nOBPeNCOeHUsx KOCHHO

CMPYKmMypbl NO360HKOS, 0aem G03MOJICHOCMb OYeHUmb OpMYy, pasmep CMPYKmyp NO360HKOG U

RO36OHOYHO20 KAHANA, YMO 0COOEHHO 8AJICHO npu nIaunupoeanud onepamugHbulX eMeuwiamenbcma.

Bonvuioe snumanue yoeasiom usyuenuio cmpykmypHuix 0cobenHOCmell y mopcuy n0360HKO8 HA

sepuiune Oegopmayuy, ocmeonenuu KayoanbHblx OMOEN08 NOACHUYHO-KPECMY06020 Omoena u

masa, komopute onpe()e.mrom obvem u naarnupoeanue xupypeuseckoz2o emMeuiamentbemaea.

* MPT nozeoHounuka (npu HeoOXOAUMOCTH Nepel NMPOBEACHHEM OMNEPaTUBHOTO BMella-

TenncTBRa) [3,123].

-5)

Yposenb y6eaureapnoctt pexomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0Ka3aTeJbLCTB

KoMMeHTapuu: MAZHUMHO-PE3OHAHCHA moMozpagus O0aem MOUYHble CGedeHus o Cco-

CMoAHUU ChuHHO20 Mo32a. [locmamouno uemko onpedensiemcss mop@onozus eepmebpanrbHO20

CUHOpoMa, Haruvue Muelonamuy u 6epmeopo-medyInapHo20 KOHPAUKMA.

¢ I/ICCHCQOBaHHC HECTIPOBOLIMPOBAHHLIX NBIXATCIBHBIX oOnemoB v notokoB unu KT nerkux

(B 3aBUCHUMOCTH OT PCCIIMPATOPHBIX NMapaMETPOB B MJIAHC MOATOTOBKH K ONEPATHBHOMY JICHCHHIO C

LEJIBI0 OLICHKH PeKNUpaTOpHOii GyHKLNH Jierkux) [124].
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Yposeub yoeaureasnocrn pekomenaauuii C (ypoBens A0CTOBEePHOCTH A0KA3aTE/ILCTB
-5)

+ OKT, Ox0KI', xonTepoBckoe MOHWUTOPUPOBAHWE CEPACHHOrO PUTMA W KOHCYIbTAaUUs
Bpaya-cneluanucra (py HeoOXOAMMOCTH) Iepefl omepauueil JUis NIAHUPOBAHUSA PHCKOB
NPOBEACHHUA aHECTE3HONIOMMYECKOTo MOCOOUS UK cellaliuy ISl KOHTPONA cepAeqHOR AuchyHKIMH
(runeprpodus MHOKapaa, apUTMHUM, pasnu4Hble GIOKAaAbl MPOBOAMMOCTH) € ONMTUMM3ALHEH
KapavoTponHoii Tepanuu [35,36,37].

Yposensb yoeanreannoctn pekoMenaamuii C (ypoBeHnb R0CTOBEpHOCTH JJOKA3aTENALCTB
-5).
* PenrreHoBckyto abcopOIHOHHYIO IGHCUTOMETPUIO NOSCHUYHOIO OTAEa NO3BOHOYHMKA U

NMPOKCUMANBHBIX OTACIOB 6CIIDCHHHX KocTeil (peHTreHACHCUTOMETPUSA) ¢ YacTOTOM 1 pa3 B roa

JUIST MCKIIIOYEHHMS OCTEonopo3a. TakKe PEKOMEHAYETCS IIPOBEAEHUE OTOr0 MCCNEROBAaHHUA NpH
TIOATOTOBKE K OPTONEANUECKOMY XHPYpPrHYecKoMy BMellaTenscTry [38,125].
Ypogrenb yoeauTteapnocTH pekoMenaauuii B (yposenn JocToBepHOCTH A0KA3ATCIALCTB - 3)

KommenTapun: yvumeigas kpaiine ozpanutienuyio O06uzameivHylo aKmueHOCMb hayu-
enmog ¢ opyeumu HME smy pexomendayuio yerecoobpasno ucnons3osame npu wianuposanuu
onepamuenoii koppekyuu Oegopmayuu nozgorounuxa. OOHako ee OokaszamenvHOCMb Kpaiie
ozpanuyena.

Hna nayuenmos co CMA xapaxkmepna evicokas wacmoma hepenomos u OCMeoneHuu.
Haunvie pucku 06yc1061eHbl He MONLKO MblUeyHOU C1abocmbio U HUSKOU ROOBUIICHOCMbIO ha-
yuenmos, Ho u mem, ymo 2en SMN uzpaem onpedenennyio ponb 6 MemabonuU3Me KOCMHOU MKAHU
[38].

* Tlauuenram co CMA 5 gl tumna, a taoxe v nauuedtoB co CMA 11 tuna pexoMenayercs

YpECKOXKHEBIIT MOHUTOPHHT NaplLMalLHOIO AaBIEHHUSA KUCIOPOAR BO BPEeMs HOYHOTO CHA NpHU MH-
HUMAaJBHBIX TOJNO3pPEHHAX (TyJIbCOKCUMETPUS) IS BBISBJICHHS HOYHOM TMIMOBEHTHISALUMH U
0OCTPYKTHUBHOrO anHo3 cHa [39,124].

Yposens yoeaureannocTn pekomenaaunnii B (yposenn JocToBepHOCTH A0KA3aTCJALCTB
-2)

KoMMeHTapHH: UCHOb306aHUE NYIbCOKCUMEMPUU 8 KAYecmae eOUHCmBeHN020 chocoba
MOHUMOPUH2A HOYHOU 2UNOGEHMUNAYUY CUUMAemcs OONYCMUMbIM, KO20a Hem 603MOJICHOCHU
8bINONHAMY KanHozpaguio. B Hopme nokazamenu camypayuu naxooamcs 6 npedenax 95-100%.
IIpu SpO2 nusce 90% neobxodumo npuname Heomnodicuvie mepvl. Camypayus medicoy 94-90%
cyumaemcs nozpanuunoi. Ilayuenmam ¢ 2unogenmunayueli peKoMeHO08AHO uMems 0OMA NyJlb-
coxcuMemp.

+ IlaudeHTam ¢ OpoOKCUMMAanbHON MBIIEYHOW TMMOTOHMEH M MbleuHol cnabocThlo,He

UMEIONIUM TEHETHYECCKOTrO NMOATBEPXKACHHUA NHAarHo3a, pPEeKOMEHNYETCA MarHUTHO-PE3OHaHCHAs
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ToMorpadusa MblIeyHOI CHCTEMBI KOHEUHOCTEH ¢ Lenbio AuddepeHunanbHoit auarnoctukn CMA

5q ¥ Apyrux HepBHO-MBILIEYHBIX 3a0oneBanuii [40].

Yposenn y6eanre 1bH0CTH pexoMcetauiii B (ypoBens A0CTOBEpHOCTH A0Ka32TELCTB
-2)

KommenTtapun: MPT muuuy gviagnaem dicupogoe 3ameujerue moluleynoti mxanu. Busya-
AUUPYEMCA XAPAKMEPHBIL NAMMEPH NOPAdICEHUL - SUNEPMPOPUL U OMHOCUMENbHAS COXPAH-
Hocmb m. Adductor longus (Onunnoii zonosku addykmopa), Komopolii A8emcs 0080NbHO Che-
yugpuyneiM 013 cnunanbrol Mblweynol ampoguu. OOHAKO Cheyu@uyecKuil nammepH NOPAa*CeHUs.
nposensemcs Ha nozonell cmaouu 3aboneeanus, 8 camom Havane 3ab0neeanus u y MaleHbKUux
Oemeii 6b1A6UMb €20 O0B0ALHO MPYOHO.

* BecemM _gmeram co CMA Il crapmie S5 jer peKOMEHAVETCS  KapAMODPECITUPATOPHBLIH

MOHUTODPHHL A/l KOHTPONs HaJl IPOrpecCHpOBaHUEM JIBIXaTeAbHbIX HapymeHuit [122].
Ypogenb yoeautensnocru pekomenaanuii C (ypoens A0CTOBEPHOCTH A0KA3ATCILCTB
- 4).

» [lanmenram co CMA S5g pexoMeHIOveTcs NPOBEAEHHE MOJHUCOMHorpadum, ecliv ecThb

MO03PEHHE HAa HAJMYME TMIOBEHTUISALMU JUIS YTOUHEHHUS €€ XapaKTepa M UCKJIIOUEHHs COHHBIX
anHod [41,124].

Yposenn ydeanTeasnocru pekomenaauuii B (yposens 10cToOBCpHOCTH J0KA3ATEALCTB
-2).

KommenTapuu: nayuenmer co CMA noodsepoicenevr napywenuio ovixanus 6o cne, Haubonee
Yacmo - 2UNOGEHMUNAYUU U3-3a YMeHbUleHUs OblxamenvbHozo obvema, Hapywenus pabomel
ouagpazmer, chudicenus GyHkyuu Medcpebeprvlx u 6cnomozamenvhulx moiuly. Takoce ommeya-
emca 06cmpyKmueHulil CUHOPOM U3-3a C1aboCmU MblUlYy 20pMAHY U 210MKY, 06YCI08AUBAIOUSUTI
npeopacnon0dCeHHoCmb K KONANCY ObIXamenbHblx nymei.

Yposenn yoeaureasnoctn pexomenaanuii C (yposenb JOCTOBEPHOCTH 0KA3aTCILCTB
-1).

Kommenrapuun: oyenka ovixamenvroit (hynxyuu 0on4cHa 6Ku04ams noOpooHbulil AHaAMHE3
U UBUKANBLHBLIL OCMOMP, peHmM2eHOZpAUIO 2pYOHOTI KiemKY, OYeHKY pecnupamopHoll yyHKyuu u
shhexmuenocmu kauina, a makdice Ha npeomem paccmpoiicme ObIXaHUs, aACCOYUUPOBAHHBIX CO
cvom [36,42]. Oyenxa Ovixamenvroit Qynxkyuu exaovaem usmepenue KEJI, Onesnyio
nynecokcumempuio (SpO2). SpO2 menee 95% na ammocgheprom 8030yxe onpedersemcs Kak
KAUHUYeCKU 3HaYuMoe hnamonozudeckoe 3navenue, mpeGyiowjee OOROTHUMENBHO OYEHKY

napyuanbHO20 HANPSJICEHUA Y2AEKUCA020 2a34.

* BceeMm nmauuentam ¢ HM3 pekoMerniopaHa KOHCYALTALMS Bpayda-KapaHOJ0ra, UMEIoNIero

AONOJIHHTEJIBHYIO ITOATOTOBKY I10 HM3, C LCIBIO IHArHOCTHUKH H JICUCHHUA CCleC‘lHO-COC}’JlPICTOﬁ
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naroyioruu [44].
Ypogennb y6eauteabnocTn pekomenaantii C (ypoBeHb 10CTOBEpHOCTH J0KA3aTEILCTB
- 5).

Kommenrapun: JJH — vacmere npuyuner cuepmu, ocobenno npu MIT [45].

2.5 Husie AHarHocTHYCCKHE HCCACT0BAIINS

Pexomenayercsi: nmauMeHTam ¢ aTMNUYHEIM BapuaHtoM CMA, ecnin nuarHo3 CMA 5q He
NOATBEPAKICH MeHETUYECKH, C Lenbio auddepeHumansHoro auarHosa CMA 5q u apyrux HepBHO-
MBIIIEYHBIX 3a00JIeBaHHIL:

« Ouoncus merui [46,126].

Yposens yoeanteasnoctn pekomenpanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTe/ILCTB
- 5).

¢ NaroJaoroaHaTOMH4YCCKOC (MOD(bOHOFH‘{CCKOG) HCCACAOBAHUC 6uoncuiinoro (omnepalu-

OHHOro) Marepuana MEBILIEYHOH TKaHH C NMPUMEHEHHEM HMMYHOTHCTOXUMHYCCKHMX MCETOIOB C

uensto auddepeHmansHoro Avaruo3a [46,126].

YpoBenn yoeanteasnoetu pekomenpauuii C (ypoBeHb 10CTOBCPHOCTH A0KA3aTE/IbCTB
- 5).

Kommenrapuu: npu mopgonozuueckom ucciedosanuu buonmama meiutyy y OOTbHBIX CO
CnUHANLHOU MbluleuHOotl ampoguell @b1AgNAIOMCA Hecneyughuyeckue NPUIHAKY Ny4Ko6ol ampoghuu
U 2pynnupo6KU MolieYHblX GOOKOH. BONbUWUHCIMBO YeeautenHbIX MbIULeYHbIX B0IOKOH OMHOCAMCS
k I muny. Bce ummynozucmoxumuyeckue mapkepst 6y0ym HOpMAnbHbIMU. Yab- mpacmpykmypHute

uzMeHeHua makoice 6y0ym Hecheyuguueckumu,

3. Jquelme, BKJIIOYAasi MEAHKAMEHTO3HYIO H HEMEAUKAMCHTO3HYI0 TepaIliny,
AUETOTEPAIINIO, 068360.“]/[33}[“9, MeAUIIHHCKHE NIOKA3aHUA H ITPOTHUBOIIOKA-

3aHUs K IIpUMEHECHHUIO METO/10B JIeUEeHUsI

3.1 KoucepsaTuBuoe JjJedyenue

PexomenaoBaHo:

« KopceTHoe neueHue NPUMEHACTCA UId NMOAACPXKKHU ocnabNeHHOTro MBILIEYHOTO TOHYyCa

TTO3BOHOYHHKA U JIEUEHUs cKOoIH03a >20°, ocobeHHO y pebeHka ¢ 6picTprIM pocToM [47,48].

Ypogens yoeanteasnoctu pexoMenaaunii C (yposennb J0CTOBEPHOCTH A0Ka3aTeNALCTB

- 4).

KommeuTapnn: Hem MEJICOKCNepmnoeco coaiacus no muny Kopcemoes, KOmOpblﬁ HYJICHO

UCNO/Ib306amMb Y MAKux boavnwix. Pexomenoosauvt xak aicecmkue, maxk u mazKue Cnunaibhble
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2pyOOnOACHUYHbIE OpmMe3bl C ONOpPOtl HA MA3, HUJICHIOW anepmypy 2pyOHOU Kiemku U ¢ «a60o-
MUHATLHBIM OKHOMY,

PexoMeHayloTCsl MHAMBUAYAIBLHEIE JKECTKHE OPTOMEAMYECKHE KOPCETHI, IO3BOJAIOUINE
MOJIEPXKMBATE TIONIOXKEHUE Tela CHAsf, NPU YCNOBMH, €CIM OHHM HE HapyIAlOT JIECOYHYIO

¢bynkuuto. [13].

Yporenn y6eaureabnocTH pekomenjannii C (ypoBeHb JOCTOBEPHOCTH {0KA3ATEILCTB

-5).

PexoMeHnayercss opre3aupoBaHME B KA4ECTBE 6e0yuje20 KOMIOHEHTa B  CIELYIOIUX
CUTYalLUsX:
- Ilpu oTcyTcTBHMU NOKa3aHMi K XUPYPrHYECKOMY JICYEHHIO;
- Ilpu HanuuuK orpanuyenuii K XHpypruicckoii KoppeKUuH cKoJno3a y aereit: UMT
<12; ocreonenns (Z-kpurepuii < -3 SD) [48,51-57].
Ypoeenn yOcanteannoctu pexomenganuii C (ypoBeHb ROCTOBEpHOCTH J0Ka3a-

TEALCTB - 4).

Kommentapuu: opme3suposanue (kopcemupoganue) A6NAemca NAARUAIMUSHBIM MemOOOM,
KOMOpbLi, 8 KAYecmee cCamocmoamenbHoz0 Memood, He cnocoben OCMaHoBUNb NPOZPECCUPOBaHUe

deghopmayuu noszsonounuxa [48,51].

Kopcemvl, xomopvie 06bivHO UCHONL3YIOMCA NPU NedeHuu UOUONAMUYECK020 CKOAUO3A,
yacmo HeaghpexmusHvl y nayuenmos ¢ IJI1 [52,53,54].

Kpome moezo, nayuenmevr ne ecezda cobmooarom npasuna uUcnonb3068aHUS KOPCemoas.
Cundpom cyoopoz npu snunenmuyeckux Gopmax, ozpaHuyenue OBUJCEHUll 2PYOHOIUl CMeHKU,
CGA3AHHBIX C HOUIEHUEM KOPCemoes, modcem ycyaybume cywjecmeyiowyue npodnemvt ¢ 1esKkumu u
Modicem npusecmu K nponedicuam. Onagccon u coasm. noxazanu HeKomopvle 0ZpaAHUYEeHUs Ha
npozpeccupoganue Kpugoii y ambyiamopHuix nayuenmos ¢ HeboNbUUMY NOACHUYHBIMU KDUBLIMU
[55]. Haxamypa u coasm. npode,uoncmpupoeaﬁu YAYHULEHUS NpU CKOAUO3e, CmabulbHOCMb
cudeHus u y0061emeopeHHOCMb NONeyumens 8 2pynne nayueHmos, UCNONb306ABULUX MPEXMO-
yeunwiti kopcem [56]. Ilemmepccon u Poobu-bycke, uzyuus 251 nayuenma c 2800 LI, ucnons-
306anu CNUHANLHLIT Opme3, U OHU NPULUTU K 861600y, Ym0 OONbWUHCIEO Oemell 0enaiom 3mo Ons
yayduienus Qyukyuu (cmabuioHocme, KONMPORL 20706bl U yuxkyuu pyku / xucmu), a He

npedomepaiyenus oegopmayuu [57].

Pexomennyercst y mereif ¢ L[ ucrmonp3oBaHHEe CHAAYMX ONOP M NPHUCIOCOONEHMM aNs

MHBATUAHON KOMACKH KaK CPEACTBA AJIs KOHTpOA Aedopmaluy no3BoHoyHHKa [58].
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Yposens yoeanteannoctn pekomenpauuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTE/ILCTB

- 4).

* PexoMeHAyeTcs HEXWUPYPrHYECKOE JICYEHHE CITACTUYHOCTH _ BEpXHel M HUKHeH

KOHEYHOCTH 6OTYIHHHYECKUM TOKCUHOM THNa A** v neteif 2-17 ner ¢ LT [59].

Ypogens yéeauteasnocti pexoMenganuii C (yposennb JOCTOBEpPHOCTH J0KA3aTCIbCTB
-4).

KoMMenTapuu: Oannoiii Memod Je4enus OYeHueanca 6 OZDANUYEHNOM HUCAe CAyYaes
nayuenmoe ¢ LI u napanumuyeckumu Oegopmayusamu 0cego20 cKelema ¢ Kpamkum
Habnodenuem, Ho ¢ obHadesicugaroujumu pesyrbmamamu. Hyyyo u coaem. [59] coobwunu, umo
uHvekyus 60MyNUHUYecKo20 MoKcuHa muna A** @ 6oeHymyl0 CmopoHy y nayueHmos, KOmopele
1Y2IC0anuUcs 6 OMCPOYKe Onepayuu, noGsICUAA 3PPeKMUEHOCMb Nedents ckobKamu U OCManosula
npozpeccupoeanue  kpugotl. Cnedyem yuumeieamv KpamxogpeMeHHylo 3ghgexmusnocmo
Oomynunuyeckozo mokcuna muna A*¥* u mom axkm, umo ezo Henv3s ucnoavzoeams Ha Gonee

NO30HUX CIAOUAX U3-30 MEXAHUYECKO20 KOMIANCa 0eopmayuu no360HOYHUKA.

.2 XHPYPru4ecKoe Jc4yeHHne

PexoMenayercsi Xupypruueckas KOpPpeKUHsl y MalHEHTOB ¢ HEHPOMBILIEYHBIM CKOJIHO-

30M [0 CNIEAYIOLIUM MTOKa3aHUAM:

« ckojno3s 6onee 40° no Cobb (s CMA 6Goaee 50°),

* runepkudo3 unu runepnopaos Gonee 50° no Cobb,

* rnobanpHEIf AucOanaHe TynoBuia Bo GpoHTanEHOM U (MIM) carMTTaabHOM! MI0CKOCTH,

. 6$ICTpoe nporpeccupoBaHue cxoiaHoTHieckoil aedhopmauuu (6onee 5° B rop, s CMA
>10° exxerogHo),

* noTpe6GHOCTE B BEpPTHKANM3aUMH TNAUHEHTOB W YAYYIICHHIO KayecTBa >KM3HH
[60,61,62,63,64,65,66,67].

Yposenb y6eaureannocTn pexomenjgaumii C (ypoeeHb 10CTOBCPHOCTH JJ0KA3aTC/ILCTB
- 4).

Kommenrapuu: y nayuenmos ¢ MMJ], xomopuie nonyyarom 2nioKoKOpmukouosl, Xupypeu-
yeckas cmabunusayus onpasdana 8 cryyae, ecau UCKpusieHue 60 ponmanvHol nIOCKOCMU UnY
>30° no Ko66y omxnonenus 6 cazummansHoti NIOCKOCMu) u ckopocmuy npozpeccupoéarnus (>10°
eJce200H0), a4 maxdice NPU OCMEONOPOMUYECKUX NePeIoMax NO360HKOG U COXpaHsoujelics 6onu
npu HeapghekmusHocmU MeOUKAMEHMO3HOU mepanuu dmux CUHOpOMO8, 6He 3asUCUMOCMU Om

3peaocmu ckenema.
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He pexomenayercsi Xxmpyprudeckass KOPpeKIHSI CKOJIMO32a Y MalUMEHTOB C
HEHPOMBILIEYHBIM CKOJIMO30M NPH HAIMYHH CIIEAYIONIUX POTUBOINIOKa3aHUMN:

+ UMT <12;

* ocreoneHus (Z-xkpurepuii < -3 SD);

* HecTabuNbHbIE BUTABLHEIE Napamerpsl [32].

Yposenb yoeaureanHocti pexomenaanuii C (ypoBenb J0CTOBEpHOCTH [J0KA3aTENLCTB
-5).

KomMMenTapuu: npu npunamuu peweHus o Xupypeuveckom emeulamenbCmee pPeKoMeH-
dyemcs y4umul6amb CHUdNCEHUEe GYHKyuu Ovixanus, degopmayuio pebep, eunepkughos, enuanue Ha
MOOUNLHOCMb U (DYHKYUOHUPOBAHUE nayueHma, HakioH maza u oucbananc mynosuwya. Pe-
KOMEHOYemcsi OMI0JiICUMb 6bINONHEHUEe XUPYP2UYecKoz20 eMeuiamenvcmea y Oemetl 00 4-x 1emnezo
go3pacma [65].

VY nereil B Bozpacte oT 8 g0 12 ner xupyprudeckuif Moaxoj 3aBHCHT OT KJIMHHYECKHX

JAaHHBIX, 0COOEHHO € TOYKH 3pCHHUA CKEJIeTHOM 3pEJIOCTH U pOCTa NMNO3BOHOYHHKA.

B cnywasx, ecnu nepekoc Tasa paBeH Gonee 15°, y nereit peKoOMEHAOBAHO BHITIONHATH
KOPPEKLMIO M 3afHIO0 HHCTPYMEHTaNbHYIO (UKCaluMi0 TPYAHOr0 M IOSACHUYHOrO OTAENIOB

NO3BOHOYHHKKA C 3axBaToM Ta3a [68,69,70,71].

YpoBenns yoeauteabnocTu pexomenaannii C (ypoBenb A0CTOBEpHOCTH JI0KA3aTENLCTB
-4).

He pexomenayercsi: BHINOJIHEHHE (UKCALMM Ta3a MalMEHTaM C BO3MOXHOCTBIO XOAUThH U
NpU OTCYTCTBMM IEpeKoca Tasa y HeaMOYNaTOpHBIX MauMeHToB. BakHO mopnep:kuBath Mosc-
HHYHO-KpPECTLIOBYIO CBA3b NMPH BPaILATENbHBIX JBHKECHUAX TYJIOBHLIA BO BpeMs MOXoAkH [72].
Yposens yoeaureabnoctu pexomenganuii C (ypoBeHb JOCTOBEPHOCTH R0KA3aTC/IbCTB
- 5).
KommenTapun: npu MJJ] 3a0usa cmabunuzayus no360HOYHUKA ONpasoaHa monvkKo y
60nbHBIX, HECNOCOOHBIX K CAMOCMOAMENbHOMY NEPedBUICEHUI0, Y KOMOPbLIX UCKpUBNeHue No360-
HouHuka bonee 20° u mex, Kmo He NOAYYAIOM SNIOKOKOPMUKOUObLL U YIice OONICHBI OOCMUZHYMb

cocmosHuA 3penocmu no3eoHoynura [66,74,75].

PeKOMEllllyeTCH: pacCcMOTpETh BO3MOXHOCTE HCIOJIb30BAHUA AHUHAMUYECKOTO (He npe-

naTcTBytoulero pocry) uHerpyMentapus (Dual Growing Rods, Shilla) y nauueHtor ¢ Hesaeep-

HICHHBIM pPOCTOM CKEJIETA AJIA cTabMIM3alMy [MO3BOHOYHHKA ¢ WIH Oe3 (ancaunH Tasa B 3aBU-

CHUMOCTH OT BOBJICYEHHS Ta3a B CKOJUOTHYECKYIO ayry [76,77,78,79,80,81,82,83].
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Yposens yoeanreasnocrn pekomenaannii C (ypoBeHb A0CTOBEPHOCTH 0KA3aTE/ILCTB
-4).

Kommenrapun: @ nacmosujee épemsa 6 xaisecmee anomepHamugsl MpaOUyUuoOHHwIM Cu-
cmemam Ounamuyeckoll guxcayuu (umobvl ymenvuiume nompebHOCMb 8 NOGMOPHOM XUpypzu-
YeCKOM BMewamensCmee), npu Komopuix mpebyiomcs nociedosamensnvle Xupypauveckue yoau-
HEHUA, 6 nocieoHee 6pems aKMuGHO UCNONb3YeMCs MAZHUMHO-KOHMPORUpyemole YOIUHAIOUUEC
cmepoichu  [84,85]. Oonaxo xonuuecmeo 0C10JCHeHUli NPYU  UCNOAL30GAHUU MACHUMHO-
KOHMPORUPYeMbIX YONUHAIOWUECA CMEPIICHEN CONOCMABUMO € MPAOUYUOHHBIMU CUCEMaMU
[86,87].

He pexomenayeresi: NpMMEHEHUE CHCTEM JMHAMU4YecKOi (uKcauuu ¢ BO3LEHCTBHEM Ha
no3soHoYHuK nau pebpa (VEPTR u ero amamorw) y gereit co CMA ¢ uenbio Koppekuuu
aehopmauun pebep Mo THIY «CIOKEHHOTO 30HTa» BBHAY HU3KOH 3((EeKTHBHOCTH 3THX METOJO0B
ucnons3oBanus [88].

Yposens y6eanteasnoctu pexomenganuii C (ypoBenn J0cTOBEpPHOCTH J0KA3aTCIBCTB
- 4).

PekoMenayercsi: OCTaBUTh CBOGOAHEIMM ONMH MIM JIBA YPOBHS B CPEHENOACHUYHOM
OTA€JIE N0 cpeanei JuHuK y naurdeHToB co CMA npu niaHMpoBaHUK ONepaliii Ha NO3BOHOYHUKE
JUIs BBITIOJTHEHUS JIOMOaNbHBIX nyuxuﬁﬁ, B TOM YHCIIE /Il NPOBEACHUS TapreTHoit Tepanuu [89].

Yposenb y6cauteabnoctu pekomenganuii C (ypoBenb 10CTOBEPHOCTH 10KA3aTe/ILCTB
- 5).

PCKOMellﬂyeTCﬂ: MNPOBOAUTEL HHTPAONICPAIIUOHHEIH _HEUPOMOHHTOPUHT COCTOSHUSA npo-

BOJAIIMNX CTPYKTYp cniHHoro mMo3ra (MOHM) ¢ KoHTponeM HEpBHO-MBIIEYHOH MPOBOJMMOCTH
nauueHTaM ¢ HM3 BHe 3aBUCHMOCTH OT JIBUTATENBHOTO CTaTyca JUIl CHHXKEHHMS PUCKA TPaKIM-

OHHOI1 paiMKyNIONaTUN U CEHCO-MOTOPHBIX HapyeHui [90,91,92,93].

Yposenb yoeanteannocTn pekomenaauiii B (ypoBenb 10cToBepHOCTH [10Ka3aTE/ILCTB

-2).

.3 HHoe Jgeuenne

Hem,
4. Meauuuuckasi peaGHIMTaLMA ¥ CAHATOPHO-KYPOPTHOE JIeUeHHUe,
MeJIMUMHCKHE MOKa3aHHUA ¥ IPOTHBOIOKA3aHUSA K IPUMEHEeHHIO MEeTO0B
peabuIMTALMH, B TOM YHCJe 0CHOBAHHBIX HA HCTOJb30BAHHU NPUPOIHBIX

JiedeOHbIX aKkTOpOB

PexoMenayercs MeAULUMHCKas peabHIMTALUS NAUUEHTOB ¢ AeopMallsMHi TO3BOHOYHHKA
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na gone HMB ¢ uensio ynyuieHus ABUraTensHOro CTaryca i He3aBUCHMOCTH OT OKPYXKAIOIHX, a
TaloKe MpohHIaKTHKA OCIOXHEHMI, CBA3aHHBIX C runoanHamueii [13,95,96,97,98].
Yposenn ybeanTteabHocTn pexomenpanuii - C; ypoBenb AOCTOBEPHOCTH J0Ka3a-

TeJILCTB - 5,

S. lIpogunakTuka U AUcnaHcepHoe Ha0JI0AeHHe, MeHLIHHCKHE NMOKA3AHUS H

NPOTHBOIIOKA3aHHUA K IPUMECHCHHUIO METO/10B npoqmnammcu

Memooamu  npogunaxmuxu  pazeumus  HepEHO-MbIUIEYHO20  CKOAUO3A  AGNSIOMCA
ucnonb30eanue opmesHoli/kopcemnoli mepanuu u mexnuveckux cpeocms peaburumayuu (TCP),
unghopmayua konmunzenmos zpynn pucka (6oasnvie ¢ HM3) o mepax npogunaxmuxu emopuunoix
opmoneouyecKux 0C10ICHeH U,

Pexomenayercsa aucnaHcepHoe HabnoJeHHe MalMEHTOB ¢ AedopMalMsaMH MO3BOHOYHHKA
Ha ¢one HMB c uennto nuHamuyeckoro Habmoaenus [32].

Yposenb ybGeanrensnoctn pexoMenpaunii - C; ypoBeHh J0CTOBEpHOCTH [0KAa3a-

TEJLCTB - 5.

KommenTtapun. Ilepuoa aucnancepHoro HabMOJCHHS MALMEHTOB € OPTONEAWYECKUMH
ocnoxHennusMu HM3 saBnsercs GeccpouHbiM. OCHOBHBIE METOABI KOHTPONSA - KJIHHHYECKHIA
ocMOTp, abopaTopHEIE U JydeBble uccnefoBanus. KpurepueMm 3¢ dekTHBHOrO JieyeHUs: HepBHO-
MBILIEYHOTO CKOJIMO03a ABISIOTCA YAYHUICHHE KIMHUYECKHUX U JIyHYeBBIX NPOsBJCHUIt 3a00oeBaHusl.
JlydeBple mposiBIEHHS KOHTpons AedopMauuy NpU KOHCEPBATMBHOM JICUEHHH - OTCYTCTBHE
nporpeccupoBanus fedopmaiui B npesenax 20° no Cobb, oTcyTcTBHE HapacTaHUs NTEpeKoca Ta3a,
YAYYIIEHHE KOCTHOH IUIOTHOCTH MO J2HHBIM PEHTr€HOBCKOH JEHCHMTOMETpHM, uYallle -
nposBsAoTcsA yepe3 6 - 8 Mec. oT Hayana neyeHus. J{ns OCONBHEBIX, NEPEHECLIMX XUPYPrHUYECKOE
JIEYEHHE, JIyYEBBIMH NPU3HAKaMK 3P EKTUBHOCTH ABIACTCS COXPaHEHHUE KOPPEKLMHK AeopMalinu,
OTCYTCTBME IPHU3HAKOB IPOrpeccUpoBaHust JedopMalMi TNO3BOHOYHMKA M HECTaOHIBHOCTH
METAJUIOKOHCTPYKUHH, OTCYTCTBME NEPUMMIUIAHTHOH pe3opOlMM M Hamuyue TIPU3HAKOB

dopmupoBaHKe 6JI0Ka KOCTHBIX CTPYKTYp - O3BOHKOB, B 30He (Hrkcauun [32].

6. Opranusanus oKa3aHHUsi MeJULHHCKOIH MTOMOIH

Xupypruyeckass nomous OONBHBIM C HEPBHO-MBILIEYHBIM CKOJHO30M OKAa3bBIBAETCS B
paMKax BBICOKOTEXHOJOTMYECKO MEIMLMHCKOH MOMOIUM B CTaUHMOHapHLIX ycnoBusx. KoHcep-
BaTUBHOE JICUCHHE, B 3aBUCUMOCTH OT BBIPAXKEHHOCTH KIMHUYECKMX IPOSIBICHUH U CIOXHOCTH
M3ZIEMI, MOET NPOBOAMTHCA KaKk B amMOYyNaTOPHOM peXHMe, Tak U B CIELMATM3MPOBaHHOM
(HeBpoNOrHYeCKHi WK peabUNUTALMOHHEI NPodUb KOEK) CTalHoHape.

ITokazaHUgAMH JUIS TOCTIUTAIU3AIUU B MEAHUIIMHCKYIO OpraHHU3aLMiO ABJIAIOTCA:
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1. Hanuuue mokasaHuii Ay Xupyprudeckoro jeueHus HMC;

2. pa3BHUTHE HEBpoOJIOrHueckHx ocnoxHeHuit HMC;

3. He KynupyeMblif KOHCEpPBAaTHBHBEIMU METOJaMH BepTeOpOreHHEII GoNeBoit CHHAPOM;

4. pa3sBUTHE HECTaOMIBHOCTH METAJUVIOKOHCTPYKLMM IMO3BOHOYHHMKA C PHUCKOM IOBpe-
XIEHHA MATKUX TKaHel, B T.4. COMpoBOxJalolleecs GONEBHIM CHUHAPOMOM M Jedopmaliueil no-
3BOHOYHHKA, YXyAIIalouleit Ka4eCTBO XKHU3HH NalEHTa;

5. xponudecku (bonee 3 MecsLeB) GYHKIMOHUPYIOIIUIA CBHULLL

[TokazaHUSIMH K BRIMHUCKE MAIIMEHTA U3 MEAUIIMHCKOTO CTallHOHapa ABJIACTCA.

1. pentreHonoruyeckas kapTuHa coxpaneHus koppexuuu HMC;

2. OTCYTCTBHE NPU3HAKOB M HECTAOUILHOCTU METAJIIOKOHCTPYKLINH;

3. HopManu3zauusa obwux naboparopHeix nokasareneit (Hb, COJ, nefikouurapHoii
dopMynel) uaM MX cTabWaM3alMs Ha JOTOCTHTANLHOM YPOBHE; OTCYTCTBME COCTOSHMUH,
TpeOyIOMHUX CTALMOHAPHOTO JICYEHHUS;

4, OTCYTCTBHME NPHU3HAKOB HHGEKUHOHHO-BOCTAIUTENBHBIX W3MEHEHHI B 30HE XHPYprH-
YECKOro BMEIIATENBCTBA;

5. xynupoeaHue BepTeOporeHHoro GONEBOro CHHApoMa O 3HauyeHuil, He TpeOyrolux
Ha3sHAYCHUsS HHBEKLMOHHBIX 00€300/MBAIOIIMX TNpEnapaToB WM CYOBEKTHBHO OLIEHHBAEMBIX
nalueHToM He Goree, ueM B 3 Ganna BAILL

JaneHeiitee neueHue NalueHTa ¢ KYNMHPOBAaHHEM WM YNy4lIEHUEM KIMHUYECKHUX Mpo-
SABJICHUH OCHOBHOTO 3a60/NEBAHUS MOXCET GHITH NPOJOIKEHO, C YMETOM [OKA3aHMH, B CTALMO-
HapHOM WM aMOyNnaTOPHOM pEXHME, B T.4. B NPOPUIbHBEIX (HEBPOJIOTHYECKOM, peabuIuTaly-
OHHBIX) OTAENEeHUsX/LEHTpax, MojA HaONIIOJECHUEM Bpaya-Xupypra W/WIM Bpaua-TpaBMaroJjora-
opronena.

Xupyprudeckoe nedeHHe nanueHToB ¢ HM3 nmpoBojsT B cneluaiu3MpOBaHHEIX OT/ENe-

HUAX CDenepaanmx HHUH B paMKax BBICOKOTEXHOJIOMMYHOI METULIMHCKOM MOMOIIH,

N

7. JononHurejabHast uHpopMauus (B ToM uHciae ¢GaKTopbl, BJHSIONUIHE HA HC-

X0/ 3200JIeBAHNST WM COCTOSIHMS)

[TanMe HT-OpUEHTHPOBAHHEIE (PaKTOPHI, OKA3BIBAIOIINE HETATHBHOE BIIMSAHKUE Ha Pe3yNbTaThl

NIeYEHUS:

1. comaruyeckoe cocTossHue GOJNIBHOrO, B T.Y. HAalIHYME OCTPHIX H XPOHHYECKHX 3abone-
BaHUH - OXKMpEHHE, JbIXaTENbHas HEJOCTATOYHOCTB; COMYTCTBYIOUIME XPOHHYECKHE BOCMAJIH-
TeNIbHBIE 3a00JIEBaHUS MOYEBBIICNIUTENbHON U JBIXAaTEIbHOM CUCTEM, MOJIOCTH PTa, KOXKH U MOA-
KOXHO-)KUPOBOH KieTyaTky; 3aboseBaHus, CONPOBOXKAAIOLIMECS HEeHpO-TpohHUYECKMMH Hapy-

LICHUSAM;
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2. ocreonopos;
3. UMMYHONEQULIMTHBIE COCTOSIHUA, B T.4. BBI3BAHHBIX TPEALICCTBOBABLUCH Tepanueii
(TMOKOKOPTHKOH/HBIE MPEenapaTsl, UMMYHOCYTIPECCHs).

3abonepaHue-0pUEHTUPOBAHHEIE dakropsl, OKa3bIBAKOLIUEC HC6HaFOHpHﬁTHOC BJIMAHHE Ha

ucxoq 3aboneBaHus;
1. nebnarompusTHOE TeueHue OCHOBHOTO 3a00JIEBaHUS C NPOTrPECCHPOBAHUEM TIOPAKEHHS
MBIILILL

2. pa3BUTHE BTOPHUHBIX AehopMalivii rpysHoH KieTky.

IMoTenumansHo HeGRaronpusaTHLie hakTophl, CBA3AHHEIE ¢ JIeueHNeM 3a00JieBaHus.

1. npy KOHCEpPBAaTUBHOM JIEUEHHM - Pa3BHTHE TSKENBIX HEHpOTpo(hHUYECKUX MpOsBICHHIH
MSTKHX TKaHei;
2. IpU XUPYPruyeCKoM JEeYEHUH - HecTabuIbHas HHCTPYMEHTaJbHas QUKCcalus U paHeBas

uHexuus.
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KpnTeplm OLIEHKH Ka4yeCcTBa MeAMLUHCKOH ITOMOINH

VYposeHs nocto- | YporeHs yoeau-
Ne Kpurepuu kayectsa BEPHOCTH JI0Ka3a-| TEJBHOCTH PEKO-
TEJICTB MeHaauun
OTan NoCTaHOBKH AvarHo3sa
poBesieHa peHTreHorpagus meitHoOro, rpyaHoro u
. |nosicHMYHO-KPECTIOBOrO OT/ENOB O3BOHOYHHKA, 5 C
eHTreHorpadbus Tasa
2.
. 5 C
[TposencHa KT no3BoHouHHKA Nepen onepanueit
Oran XHpYpru4ecKoro JIeueHus
3. |[Iposenena xupypruueckas KoppeKLus Npu
HaJUYMU NIOKa3aHU| U OTCYTCTBHH 4 C
MMPOTHUBOIIOKA3aHHUI
Oran nocieonepaltoOHHOro JeYeHUs
4. [[Iposenena peabunuranus 5 C
5. [[IpoBeneHo aucnancepHoe HabaoaeHHE ) C
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IIpunoxenne Al. Cocras paGoueii rpynnsl o pa3pa6orke u nepecMoTpy

KIHHHY¢CKHX pexomeﬂnauui’l

@.1.0. ucnionuureneit VYupexaenue

1. Pabwix Cepreit Onerouy (orBercrBeHusiii  [@I'BY HMUL] TO umenn akageMuka

MCIONHUTENE), A.M.H. 123 [".A. Wnu3aposa Munsnpaea Poccuy, T

2.  ®unaros Erop IOpseBuy, k.m.u, 123 Kypran

3. Ouwuposa ITonuna BsuecnaBosHa, k.M.H, 123

4.  Capun JIMutpuit Muxaiinoruy, k.M.H. »%3

5. Cepreenko Onbra Muxaiinosna, k.M.H, %3

6.  Psabeix Tareana Bukroposua !

7. Mensenesa Crernana Huxonaenna !

8.  Caitdyraunos Mapar Camarosuy, A.6.H. !

9. TI'ybun Anekcaunp Bagumosuuy, 1.M.H., OI'Y HMHL] TO umenu H.H. IIpuo-
npogeccop '3 posa Munsapara Poccu, r. Mocksa

10. Berpuns Mapuen Crenanosud, K.M.H. 12

11. TperpsixoBa AHacracus HukonaesHa

12. Muxaitnoeckuit Muxaun Buransesuy, a.M.H.,, |[OI'BY HHUHWUTO um. A.J1. Lueesana

npodeccop '+? Munzapara Poccuu, r. HoBocubupcek
13. Ynepux Oayapa Bnaaumuporuy, 1.M.H., OI'bOY BO CIIGTTIMY Munzapasa
npodeccop Poccumy, r. Cankr-Iletep6ypr

14, Myukun Anekcanap IOpresuy, 1.M.H., OI'bY CIIToBHUHU® Munzppasa Poccun,
npogeccop’>? r. Cankr-Iletep6ypr
15. Haymos Jenuc F'eopruesny, k.m.u.'»%3

! - Poccuiickas accouuauus xupypros-seprebposnoros (RASS); 2 - accounauus TpaBMaToJIOrOB-0pTonea0s Poccuu
(ATOP); 3 - rmo6anbHas accounauus CeUHAIHCTOB MO NATONOrkH No3BoHounKka AOSpine.

Koudnukr unrepecos:

ABTODEI 3aBIAIOT 00 OTCYTCTBHE KOH(IMKTa UHTEPECOB.
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IIpunosxkenne A2. Meroaosaorusi pa3padoTKH KJIHHHYECKHX PeKoOMeHaaIuii

genenan AVIHTOPHA TAHHBIX KINHRHYCCKUX nelcomeng!al!m‘i:

1. Bpauu TpaBMaTONOrH-OPTONEABL.

2. Bpauu Hefipoxupypru.

3. Bpauu Hesponoru.

4. Bpauu xupypru.

Tab6auna 1. llIkana oueHkH ypoBHeii JocToBepHOCTH JokazarenscTs (Y1) ans mero-

JOB OJUAarHOCTHUKH (JIPlaFHOCTH‘JCCKHX BMCUI&TCJIBCTB)

Y PacmngpoBka
1 |Cuctematnyeckue 0030pbl HCCIEAOBaHHI C KOHTpONeM pedepeHCHBIM METOIOM WIIH

cHCTeMaTHYeCKkui 0030p paHJOMH3UPOBAaHHBIX KJIMHHYECKUX HCCIENOBAaHUI C MpHUMe-
HEHHUEM METa-aHanu3a

2 |OtaensHble MCCIEAOBaHUSA € KOHTpOJdEeM pedepeHCHHIM METOAOM MM OTACNbHBIEC paH-
[IOMHU3UPOBAHHbIE KIMHHYECKHE MCCIEJOBAHUS M CHCTEMaTH4ecKue 0030psl Hccneao-
BaHMH 1060ro ausaiiHa, 3a MCKIIOYEHHEM pPaHAOMH3MPOBAaHHBIX KIHHHUYECKUX HCCIIC-
OBaHMH, C IPUMEHEHUEM METa-aHau3a

3 |[Hccnenosanus 6e3 NocneoBaTeNbHOr0 KOHTpONS pedepeHCHBIM METOAOM HIIM McClie-
MoBaHUA € pedepeHCHBIM METONOM, HE SABISIOMIMMCS HE3aBUCHMBIM OT HCCIELYEMOro
METOJIa MM HEPaHAOMHM3HPOBAHHBIE CPABHUTENBHBIE HCCICAOBaHHMSA, B TOM YHCIE KO-
rOPTHbIE UCCIIEIOBAHUS

4 [HecpaBHuTtenbHbIe HCCIIEI0BAHHS, OMTMCAHUE KIMHUYECKOTO CllyHast

5  |[Mmeercs nuuip 060cHOBaHHME MEXaHU3MA ACHCTBUS UM MHEHHUE SKCTIEPTOB

Tabauna 2. lllkana oueHku ypoBHeil aocToBepHOCTH JokazatenscTB (YIUII) ans Metonos
npoUNaKTUKH, JieueHuss U peabunurauuu (MpopUIaKTHYECKHUX, JeueOHBIX, peabHIMTALIMOHHBIX
BMENIATENILCTB)

YL PacmndpoBka
1  |Cuctemaruyeckuii 0630p PKU ¢ npumeHeHHeM MeTa-aHanusa
OtaensHble PKU n cuctemarnueckre 0630pst HcclieioBaHuii noboro auzaiita, 3a uc-
kmoueHueM PKU, ¢ npumeHeHneM Mera-aHanusa
3 |HepaHaoMHU3HUpPOBaHHBIE CPABHUTEIBHBIE HCCIIEAOBAHMUS, B T.U. KOTOPTHBIE UCCIIEIOBaHUS

2

4  [HecpaBHuTENBHBIE HCCIENOBaHHU, ONUCAHNE KITMHMYECKOTrO Clly4ast WIH CEPUH CIIy4acB,
HCCIICIOBaHUS «Cy4ali-KOHTPOIbY

5 |[Mmeetcs nuwb 060CHOBaHHUE MEXaHN3Ma JCHCTBUS BMELIATENLCTBA (IOKIMHHUYECKUE
HCCIICIOBAHHS) MJIM MHEHHE SKCIIEPTOB
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Tabauna 3. 1llkana ouenku yposHel ybenurensHocTH pexoMenaauuit (YYP) nng meroaos
npodUNaKTHKH, AMATHOCTHKH, JieUeHus 1 peabunuraunu (npoduiakTHUECKHX, AMarHOCTH-

YECKHX, JICYCOHBIX, peabHIMTaLlHOHHEIX BMEUIATENIBCTR)
YYP Pacum¢poBka

A CunpHas pekoMeHJauus (Bce paccMaTpuBaeMble KpUTepuM 3(¢heKTHBHOCTH (MC-
XOJ/Ibl) SIBJAIOTCS BaXXHBIMH, BCE UCCIIENOBAaHUS MMEIOT BBICOKOE WJIM YJOBJIETBO-
pUTENBHOE METO/I0JIOrHYECKOe KayeCcTBO, UX BBEIBOJIBI MO MHTEPECYIOLUM HCXOJaM
SIBJISIFOTCS COTJIACOBAHHBIMH)
B YcnoBHas pexoMeHpauust (He BCe paccMaTpuBacMble KpHUTEpUM 3(GheKTHBHOCTH
(McXombl) SIBNAIOTCS BaXKHBIMH, HE BCE WCCNIEJOBAaHUS MMEIOT BHICOKOE MM YJIO-
BIIETBOPUTENIBHOE METOJIONIOTHYECKOE KauecTBO M/MIIM MX BBIBOABI IO HMHTEPECY-
IOLIMM MCXO0JaM HE SIBJISIIOTCS COIJIACOBaHHBIMH)
C Cnabast pexoMeHAauus (OTCYTCTBHE JOKa3aTENbCTB HaJexkallero kayecrtna (Bce
paccmarpuBaeMble KpUTEpHHU 3 PeKTUBHOCTH (MCXO/BI) SIBNISIOTCS HEBAXKHBIMH, BCE
MCCIEA0BAaHUS HMEIOT HM3KOE METOMOJIOTHYECKOE Ka4yeCTBO W MX BBIBOABI IO
WHTEPECYIOMMM HCXOHaM HE SIBJISIOTCA COrMIaCOBaHHBIMH)

HOpSIIlOK 00HOBJICHHS KJIHHHYECKHX pekomeﬂuauuﬁ.

MexaHu3M 0OHOBICHUA KITHHUYECKHX peKomeHnauui‘( npeaAycMaTrpHBacT HX CHCTEMATH-
YCCKYIO aKTyaJIU3allMio - HE PEXKE YEM OJIUH pa3 B TPH rofia, @ TAKKE IMPH NMOABJICHUH HOBLIX
JaHHBIX C MO3ULIMHU J0KA3aTeNbHON MEIULIMHEI 110 BOIpoCcaM JUArHOCTHKH, JICUHCHHS, ﬂpO(bl/lIIaK-
THKH H pea6unnfauun KOHKPCTHBIX 3860JICBaHI/II71, HaJIMYUH 060CHOBAaHHEBIX JAOIIOJIHE-

HUi/3aMeyanmii k paHee yreepxagHHBIM KP, Ho He uaine 1 pasa B 6 MecsiLeB.
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IIpunoxkenue b. Anroputmel aeiicTBHii Bpaua

IMaument ¢ nedopmauneii no3BOHOUHMKA
npu HM3

Coop anamnesa: ceedenun o meyenun 3a004e6a1UR, NPOZPECCUPOCANTN CROANO3A, CONYMCMBYION el
RAMOAOPUN, GABHOCMIN CUMITMOMOG, HOAUYUS OSPAHUNEHUT K XUPYDRIYCCKOMY ACHEHIUK)

h 4
Haauvune nokasanuit k onepamucnon KOppexyun CKoAto3a, 0comp 1eepoi02a

Hem

la
Hyueeoe obeiedosanne:

Peumeenozpadun nossonosnxa v masa, K, Penmeenoepagiist HO3BOROYHIIKG
MPT (OyeRRG BHIPANCCHROCTN Qedlopaianun Ho-

(oyenka ssipaxcersocmu Oeopsanui nO3E0- 36ONOYNNUKA 1 HEPEROCA MA3a)
HOYNNKQ U NEPEROCA A3, COCMOAUNA CHIINO-
20 MO32A, NOICONOYNO20  KAHIA, KOCHILIX
CIMPYRNYP  NOGOHOYHUKA,  MACKOMIKARHLIX

Jyveaoe odcaedosanue:

cmpyKmyp
Onepanuenas KOPpPeRYIs CROINO3A
v
Hocaeonepaaponnas peaduiumanus 1t naGawdenne
IIpunoxenue B. Uudopmanus 1is nanuenTa
Hem.
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IIpunoxkenue b. Anroputmel aeiicTBHii Bpaua

IMaument ¢ nedopmauneii no3BOHOUHMKA
npu HM3

Coop anamnesa: ceedenun o meyenun 3a004e6a11R, NPOZPECCUPOCANN CROANO3A, CONYMCMBYION el
RAMOOPUN, GABHOCMIN CUMITMOMOG, HOAUYUS OSPAHUNEHUT K XUPYDRIYCCKOMY ACHEHIUI)

h 4
Haauvune nokasanuit k onepamucnon KOppexyun CKoAto3a, 0comp 1eepoi02a

Hem

la
Hyueeoe obeiedosanne:

Peumeenozpadun nossonosnxa v masa, K, Penmeenoepagiist HO3BOROYHIIKG
MPT (OyeRRG BHIPANCCHROCTN Qedlopaianun Ho-

(oyenka ssipaxcersocmu Oeopsanui nO3E0- 36ONOYNNUKA 1 HEPEROCA MA3a)
HOYNNKQ U NEPEROCA A3, COCMOAUNA CHIINO-
20 MO32A, NOICONOYNO20  KAHIA, KOCHILIX
CIMPYRNYP  NOGOHOYHUKA,  MACKOMIKARHLIX

Jyveaoe odcaedosanue:

cmpyKmyp
Onepanuenas KOPpPeRYIs CROINO3A
v
Hocaeonepaaponnas peaduiumanus 1t naGawdenne
IIpunoxenue B. Uudopmanus 1is nanuenTa
Hem.
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IIpunoxenne I' 1 -~ Illkanbl oeHKH, BONPOCHUKHU U APYrue OLeHOYHbIE
HHCTPYMEHTHI COCTOSIHHMSA NALMEHTA, NPHBEJEHHbIE B KIMHUYECKHX PEKO-

MEHAANHUAX

HazBaHue Ha pycckoMm s3bike: banbHas OIeHKa CUJIBI MBIIIII
Uctounuk (opunuanpbHblii caiiT pa3paboTuuKkoB, nyOnukanus ¢ Banugauuei) [118]:
Tun (MoM4epKHYTH): MIKaJla OMEHKH
Ha3nauenwne: omeHKa CHUIBI MBIIII
Conepxanue (mabiioH):
0 -oTcyTcTBUE aKTUBHBIX JIBUXCHHI -TLICTHS
1 - coXpaHHOCTh mIeBeNcHHUs (C eABa 3aMETHBIM - TIyOOKHil mape3
COKpAIICHUEeM MBIIIIII)
2 - BO3MOXHOCTh JABWXKEHHUS B MOJHOM OOBeMe - IIyOOKui mapes
TOJIBKO TMOCJE YCTPAaHEHUS CHIIBI TAXKECTH
3 - yMepeHHOE CHHXXEHHE CHUJbl MBI (aKTUBHBIE - YMEPEHHBIH mapes
JIBWXKEHUS B IMOJHOM oObeMe Mpu JelcTBUH
CHUJIBI TSOKECTH Ha KOHEYHOCTH)
4 - Jlerkoe CHUI)KEHHE CUIIbI (YCTyMUYHUBOCTD) - IeTKUH mapes

5 - MBIIIIEYHAs CUJIA B IOJHOM O00BEME - HOpMa

HasBanue Ha pycckoM s3bike: BusyanbpHas aHanoroBas mkaina 0onu (uudposas)
OpurunansHoe Ha3BaHue (ecnu ecth): Y18ual Amalo§ 8cale

Uctounuk (opunuanpHbelii caiiT pa3paboTunkoB, nyOnuKkanus ¢ Banugauueit): [119]
Tun (mog4epKHYTH): LIKaja OLEHKHU

Has3naueHue: omeHKa BEIPAXXEHHOCTH OOJIEBOTO CHHIpPOMA

Copepxanue (mabioH):

0 A 2 3 4 6 6 7 8 9 10
bor mer Hecrepnmmas 6om»
Her Gon* Camas c*ms-"»s 6om
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