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BO3MOKHOCTH TAPTETHON TEPATTUHN NPHU-
BJICKIM BHUMAHUE HE TOJBKO K MYKO-
nonucaxapuzosy (MIIC), Ho u K Hapac-
TAIONEMY TPEHAY VAYYIICHUA KA4€CTBA
’KM3HH, B TOM YHCIIE 34 CYET CBOEBPEMEH-
HOTO BBIIIOJIHEHHA HEUPOXUPYpPruye-
CKHUX U OPTONEANYIECKUX BMEIIATENBCTB.
C MOMEHT2 (POPMHUPOBAHUA MEXKIK-
CIIEPTHOX IPYTIIHI 110 JIEYEHUIO TAITHEH-
TOB ¢ MIIC B paMKax aCCOIMAIIN TPAB-
MATOJIOTOB-OPTOIE/I0B POCCHH TTPONIIO
6onee nonyropa Jjer. [Ipumio Bpemsa
TIOIBECTH TPOMEXKYTOUHBIE UTOTH.
Kparxo onumem OCHOBHBIE TIONOKE-
HUsL, KOTOPBIE CTOSIIN TIEPE] SKCTIEPTAMU

TPYIIIIBL:

1) npusneyeHue MyJabTUAACLIAILIN-
HAPHO! KOMAH/bI SKCIIEPTOB (TEHETUKOB,
TEAUATPOB, TEPAIIEBTOB, OPTOIEIOB, HEN-
POXUPYPIOB, aHECTE3UOIOTOB, HEBPOJIO-
TOB, PEAOKIINTONOTOB) VI OLICHKU CHH-
APOMAJIBHOTO CTATyCa HO30JIOTHYECKOMN
TPYIIIBL B LIETIOM U KAKAOTO MAIIUEHTA
B YACTHOCTH, OOOCHOBAHHUE TAKTHKH PEa-
OWIUTAIINN IO HATPABJICHUAM, BKIIOYAS
XUPYPIUYECKOE;

2) (popMHUpPOBAHKE NIPOEKTA (Pesie-
PAILHBIX KIMHUYECKUX PEKOMEHAINL,

3) COIMIACOBAHUE MEXAUCLIUIUIMHAP-
HOW JIOTUCTHUKH MTAITUCHTOB;

4) IIAHUPOBAHUE MYIBTUIECHTPO-
BBIX ¥ 0030PHBIX PabOT, ITIOCTPOEHHBIX
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110 TPUHIIUITY BHYTPHU- XU MCKIKCIICPT-
HOU OLIEHKU.

B pamkax XI Bcepoccuiickoro ¢bes-
Jla TPaBMATOJOI0B-OpTOIIENOB PocC-
cum 11-13 anpena 2018 r. B Cankxr-
[leTepbypre COCTOSICA BTOPOI KPYTIIBIi
CTOJI 110 BOIPOCAM CHHAPOMAIBLHOU
OLIEHKH CTaTyCd nauueHtos ¢ MIIC
U OOCYK/IEHUIO ACIIEKTOB PAHHEN Jrar-
HOCTHUKU U TAKTUKU JIEYEHUS OPTOIIE-
AUYECKON MATOJIOruu. IIpemnoxennas
paboTa ABNAETCA NEPBBIM IIPOJYKTOM
C(pOPMUPOBAHHON IKCTIEPTHON TPYIIIBL
ABTOpHI C OJIATOJIAPHOCTHIO TIPUMYT BCE
3aMEUYaHUA 1 JOIIOJTHCHMA.
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0011 METOIOIOTHSA PEKOMEH AT

KiHnveckue peKoOMEHANH 110 IUar-
HOCTHKE U JIEYEHHIO TTATONOTUHN MO3BO-
HOYHUKA IIPU pa3nnyHbX Trnax MIIC
pa3pabaTsiBana Ipynna 3KCHEPTOB
C Y4E€TOM NPHUHIUIIOB JJOKA34TENbHON
MeaunyHbL [Tonck nH(popManuu npo-
BOJW/ICA B NIEKTPOHHBIX 6234X JAHHBIX
Medline (Pubmed version), Embase
(Dialog version) u Cochrane Library
databases o Au3afiHy CUCTEMATHYE-
CKOro 0030pa JIUTEPATYPHI, C UCTIOJIb-
30BAHHEM B TOM YHMCJIE ¥ KOHCEHCYCA
MHEHUI 4BTOPOB PAOOTHI.

MIIC oTHOCAT K rpymnme Op(paHHLIX
3200JIEBAHUM, YTO UCKIIOYAET IPOBE-
JeHHE OOJBIINX KOTOPTHBIX U PaH/IO-
MHU3UPOBAHHBIX MCCIEAOBAHUMY, NO-
3TOMY A CO3/JaHHA MPOTOKOJNOB
JAUATHOCTUKY W JICYCHUS TTOPAKEHUA
MIO3BOHOYHUKA MOKHO MCIONB30BATh
JIAIIb MHEHUA KCIIEPTOB, ONYOINKO-
BAHHBIC B [IOCTICIHUE IBA AECATUNICTHS.

Jdu3aiH

AHa/IU3 NyONMUKAIWH, TOCBAMECHHBIX
JAHHOU IpobiieMe, TOKA3AJL, 9TO IPaK-
TUYECKU BCE OHU OCHOBAHBI HA CEPU-
X KIMHUYECKUX HAOMI0feHUM. Pabor,
KOTOPBIE MOTJIU OBl OBITH OTHECEHBI
K YPOBHIO, IPEBHINAIONIEMY IO CHCTE-
me ACMOK 2+, a 1o ypOBHIO JJOKa-
3aTeNbHOCTH — KO II mim I Kimaccy,
He HaugeHo. COOTBETCTBEHHO, BCE
PEKOMEHJAINY B JAHHOM JJOKYMEH-
TE CIEAYET PACCMATPUBATD KAK UMEIO-
IMYEe CUIY 110 YPOBHIO JJOKA34TENbHO-
cu He 6onee C.

Lenb uCCnenoBaHus — AIrOPUTMHU3a-
1Ys1 JICYEHHS BEPTEOPAIBHOTO CUHAPOMA
Y MALIMEHTOB € pa3/4HbMu Trnamu MIIC,

CTub U3NOKEHUS BBIICPKAH B MAK-
CUMaJIbHO HATTISTHOM HPE/ICTABICHUY
MaTepuana — B BUAE TaOmuIL. D1y hop-
MY 4BTODBI YK€ UCHONb30BANU PAHEE,
W, Ha HAII B3IJIA/], OHA OYEHb YAOOHA
IJI BOCHIPUATUA U TPAKTUUECKOTO
npuMeHeHus. OCO6EHHOCTU OAO60Pa
U QHAJIM3 MATEPUANa B PAMKAX TIpeJ-
CTABJICHHBIX PEKOMEHAALNHI CO3HA-
TEJbHO HE PACCMATPUBAIOTCSL

MeTozipl, NCIIONB3yEMBIE JUL OLICHKU
KAYEeCTBA Y CHJIBI JI0KA32TENbCTB:

— KOHCEHCYC 9KCIEPTOB;

— OLIEHKA YPOBHA [JOKa3aTEIbHOCTH
B COOTBETCTBUU C PEUTUHIOBON CXEMOM
(Tadm 1).

OmnpeneneHne NOHATUH,
KIaccupuramusa

MIIC mpepcTaBager co60i rpyniy
CJIOXKHBIX T€TEPOTEHHLIX IIPOTPECCHU-
pylomux 3a00J€BAHNMN, BHI3BAHHBIX
Ae(UIIUTOM TU30COMATBHBIX (DEPMEH-
TOB, YUACTBYIOIIMX B KACKA/I€ PEAKLUN
JErpafialiuy INIMKO3AMUHOIIMKAHOB [1].

BeIiendaoT ceMb OCHOBHBIX
tunos MIIC (Tabn. 2) B 3aBUCUMO-
CTH OT jederTa ogHOoro u3 11 n1uso-
COMAJNBHBIX (PEPMEHTOB (XOHAPO-
UTUHCYNb(ATa, JEpPMATAHCYAb(DATA,
TeNapaHCyAb(aTa, KEPATAHCYNb(pATA
u/unn ruanyponara). IlpoasieHus
CBA32HBI C HAPYUIECHUEM YTUIN3ALUN
1 AKKYMYJIAIAY [TTUKO3AMUHOIIIKAHOB
B JIN30COMAX KJIE€TOK BCEX OPI'aHOB [2].
COIIacHO MEX/IYHAPOJHON KIaccudu-
KA1 HACIE/ICTBEHHBIX 34060/1€BAHNN

ckenera [3], Bce Tunsl MIIC oTHOCAT
K I'DYIIIIE TU30COMHBIX G0JIE3HEN HAKO-
IJIEHUA C BOBICUEHUEM CKEJeTd (MHO-
JKECTBEHHBIN AU30CTO3).

Mynemucucmemmnsie genomunuye-
cKue nposenerus. IIpOJyKTbl aHOMAJIb-
HOTO OOMEHA BEIIECTB BBI3BIBAIOT 34/ICPK-
Ky (PU3MYECKOTO PA3BUTHSA, OTPyOEHHUE
YEepT JIUILA, YMCTBEHHYIO OTCTAIOCTD, CKE-
JIETHYIO AUCIUIA3UIO, [€IATOCIUIEHOME-
TAJHIO, YACTHIE PECTIUPATOPHBIE HH(EK-
LYY, IPUBOJAIINE K JBIXATENBHON HEJO-
CTaTOYHOCTH, HAPYIIEHUA CO CTOPOHBI
CEPAEUHO-COCYAUCTON CUCTEMBI, 10Pa-
JKEHUE 17143, POCT KECTKUX BOJIOC, U3ME-
HEHHE KOXKHBIX IIOKPOBOB [4, 5]. Bee Tumbl
MIIC, 32 HCKTIOUEHHEM, BO3MOKHO, MIIC
11T, CBA3AHBI € JAHHBIMUA COMATUYECKUMU
CHMIITOMAMH.

HerpoKOrHUTUBHBIE PACCTPONCTBA
(B TOM 4MCJI€ CHUKEHUE UHTEIIEKTA,
aJJaITUBHOE NOBEJCHUE U NPUOOpe-
TEHUE JIBUTATEIBHBIX HABLIKOB, YXY/-
[IEHVE BHUMAHUA U IIAMATH, 34J€PXK-
K2 PA3BUTHA PEYH ), OOBIYHO CBA3AHHBIC
C HAPYIIEHUAMU CHA U SIWIEITHYECKU-

Ta6anna 1

Vposenn

AOKa3aTeAbHOCTN

VAU MHEHMe 3KCIIepTOB

PertTunHrosast cxema Anst OLJeHKY 3HAYMMOCTH ITyOAMKALIMN

XapakTepucTuka

A BricokokauecTBEeHHDIVT MeTaaHaAu3, cucTeMaTnieckuit 063op PKM
uan kpynubie PKU ¢ o4eHb HM3KOM BEPOSITHOCTBHIO CUCTEMATUYECKOM
OMOKY, PE3yAbTATHI KOTOPBIX MOTYT ObITh PACIIPOCTPAHEHDI
Ha COOTBETCTBYIOMIYIO POCCUVICKYIO IOIYASILIUIO

B BricokokayecTBeHHBIT 0630p, MAM CUCTEMATUYECKUI 0030D KOrOPTHBIX
I/lCCJ\eAOBaHI/H;IY VAV MCCNAeAOBaHMe C]\y‘ial’lfKOHTPOJ\IJY VAV BbICOKOKa4YeCTBEHHO€e
KOrOpTHOE€ MCCAeAOBaHMeEe, UNU MCCAeAOBaHME CJ\y‘{a!;I’KOHTpOJ\IJ C O4YeHb
HM3KMM YPOBHEM cucTteMaTnyeckon oumb6xy, uam PKI ¢ HeBbicOKMM
PYICKOM CHMCTEMATUYECKON OILIMOKY, Pe3yAbTATbl KOTOPBIX MOI'YT ObITH
pacrpoCcTpaHeHbl HA COOTBETCTBYIONYIO POCCUCKYIO MTOITYASILIMIO

C KoropTHoe nccnepoBanme, Man MCCAeAOBAHME CAYYai-KOHTPOAD,
MAM KOHTPOAMPYEMOE UCCAeAOBaHME Oe3 PAHAOMU3ALY C HEBBICOKUM
YPOBHEM CUCTEMATUYECKOV OMIMOKY, Pe3yAbTATHl KOTOPOrO MOTYT OBLITh
PAacCIpPOCTPAaHEHbl HA COOTBETCTBYIOIYIO POCCUICKYIO MTOMYASIINIO,
uan PKW ¢ oueHb HU3KUM MAM HEBBICOKMM PUCKOM CUCTEMATUYIECKON
OIMOKY, PE3YALTATB KOTOPBIX HE MOI'YT OBITH PACIIPOCTPAHEHDI
Ha COOTBETCTBYIOIIYIO POCCUVICKYIO MOMYASILINIO

D Omnmcanne cepun caydaes, MAM HEKOHTPOAMPYEMOE UCCAEAOBAHNE,

PKM — panpoMu3MpoBaHHbIE KAMHUYECKUE UCCAEAOBAHMSI.
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Ta6anua 2

Twur / cuHppomM

MIIC I/ Typaepa

MIIC 1/ T'ypaepa — Ilerte, [lene
MIIC II / XauTepa

MIIC III / Caupuanrmrio
MIIC IV / Mopkuo

MIIC VI / Maporo — Namu

MIIC VII / Chas

MIIC IX / pepunmur

ruanypoHMAasbl

Oproneanyeckye NPOSIBAEHNS] [TATOAOIMY B 3aBUCMMOCTH OT THna mykonoancaxapuposa (MIIC) [8,10—17]

Kannnueckne nposiBneHust

MHO3KeCTBEHHBIV AM30CTO3, AUCIIPOIIOPLMOHANBHBI HAHM3M, MHOKECTBEHHbIE KOHTPAKTYPbI B CYyCTaBax, CUHAPOM
KapIriaabHOrO KaHana, 3y00BUAHASI KOCTh, aTAAHTOAKCUAABHASI HECTAOUABHOCTD, AUCIIAA3USI BEPTAYI)KHOM BITAAMHDI,
coxa valga bilateralis, genu valgum, CTEeHO3UPYIOWNI AUTAMEHTUT

Bonee msirkue riposisnennst cuHapoma I'ypaepa

MHO>KeCTBEHHBIV AM30CTO3, AUCIIPOIIOPLMOHANBHBI HAHM3M, MHOYKECTBEHHbIE KOHTPAKTYPbI B CYyCTaBax, CUHAPOM
KapriaabHOro KaHana, 3y00BUAHASI KOCTb, aTAAHTOAKCUAABHASI HECTAOUABHOCTD, AMCIIAA3MSI BEPTAY)KHOM BITAAMHDI,
coxa valga bilateralis, genu valgum, CTEeHO3UPYIOWNI AUTAMEHTUT

TOoABKO NerKkye cCoMaTMYeCKMe POSIBAEHNS], CyOHAHN3M, yMEPEHHbIE KOHTPAKTYPBI (B OCHOBHOM B AOKTEBBIX CYCTABAX )
Tsixenast AuCrAa3usl cKeneTa, MHOXKECTBEHHBII AM30CTO3, AVCIIPOIOPLMOHAABHBII HAHWU3M, TMIIEPMOOUALHOCTD
CyCcTaBOB, 3y6OBMAHASI KOCTb, aTAAHTOAKCUANBHASI HECTAOUABHOCTD, coxa valga bilateralis, Aucrinasust BepTAYSKHOM
BITAAVHBI C HAPYLIEHMEM COOTHOIIEHN B Ta300€ APEHHBIX CycTaBax, genu valgum, pepopmanm cror, AeopMmanm
FPYAHOM KNAETKU

MHO3KeCTBEHHBIV AM30CTO3, AMCIIPOIIOPLMOHAABHBII HAHM3M, KOHTPAKTYPbl B CyCTaBax, CMHAPDOM KapIiaabHOTO
KaHana, 3y6OBMAHASI KOCTDb, aTAAHTOAKCUANbHASI HeCTaOMABHOCTD, AMCIINA3MSI BEPTAYSKHONM BIIAAMHBI, coxa valga
bilateralis, genu valgum, CTeHO3UPYIOWWUI AUTAMEHTUT, AepOpMALMsi TPYAHON KAETKM

MHO>KeCTBEHHBII AM30CTO3, AMUCIIPOIIOPIMOHANBHDLIM HAHM3M, KOHTPAKTYpbl B CycTaBaX, 3yOOBMAHAsI KOCTb,
aTAaHTOAKCHANbHASI HECTAOMABHOCTD, AMCIIAA3MSI BEPTAYSKHONM BIIAAMHBI, AeOpManyisi IPYAHON KAeTKM
Cy6Hanu3M, ruriepTpodust OKONOCYCTAaBHBIX MACC, Y3A0BATbIe CMHOBMAABHBIE MACCHI C BBITOTOM B CYCTaBaX, 9PO3UN

BEPTAY>KHOM BIIAAMHDI

MU TIPUNAJKAMHY, YACTO HAOMIOAOIHE-
¢ ipy MIIC III, MOTyT BCTpeyarbes Uy
nanpierTos ¢ MIIC I, 1T u VII [6].

Hesposnoruueckas CMMITOMATHKA,
Yale B BUAE MOTOPHOTO AE(PULNTA,
BO3HHUKA€T BTOPUYHO B CJAEJYIOMUX
cayvasx [7-10]:

1) npu pa3BUTUU CTEHO3Q
Ha YPOBHE 6OJIBIIOIO 3aTBUIOYHOTO
OTBEPCTUA C KOMIPECCHEN CITMHHOI'O
MO3ra, ruipouedanuu, ManbGopma-
1y Chiari I;

2) npu KuoTUIECKON (KUPOCKO-
JTUOTUYECKON) AepOPMALIUU TPYAO-
HOACHUYHOTO OTAENA MO3BOHOYHUKA,
HEPEJKO NPUBOJAIIEH K BEPTEOpOME-
AYJIAPHOMY KOH(IUKTY;

3) u3-34 MOpaXxeHus nepudepude-
CKUX HEPBOB IIPH TYHHEJIbHBIX CHUH-
IPOMAX (Hauoosee YacToe MPOSABIECHHE —
CUH/POM KapIaJIbHOIO KAHANA).

Jleuenue nepevnCACHHbIX CUMIITO-
MOB OOBIYHO TPEOYET XUPYPTUUECKO-
I'0 BMEIIATEIbCTBA.

Knunuko-nyuesbie 0COOEHHOCTH
BEPTEGPAIBHOrO cCHHApoMa pu MIIC
[17-25]:

— HEZIOPA3BUTHE OCEBOM MYCKYJIATYDBbI;

— VBEJIMYEHHUE (PUSHOTOTHIECKOTO
KU(O32;

— NPOTPY3UA JUCKOB, IEPEAHAS I'PBI-
Ka JICKY;

— TUNOIA3KSA, KTHHOBUHOCTD AIU-
K4/TbHBIX IIO3BOHKOB;

— THIEPMOOUIBHOCTD TI03BOHOU-
HO-JIBUTATEJILHBIX CETMEHTOB;

— TIPOTPECCUPYIOMUH KUPO3/KUPO-
CKOJIMO3 HA YPOBHE I'PY/IONOACHUYHO-
I'o Iepexona;

— LIEPBUKAIBHBII CTEHO3 (HETUIIU-
yeH g trnos MIIC III u VII).

Knunuko-nyuesbie 0COOEHHOCTH
LEPBUKAIBLHOIO CTeno3a npu MIIC:

— TUNOIIA3MA JYKEK ITO3BOHKOB
(ocobenHo C));

— YTOJIIEHUE MATKUX TKAHEH B 00J1a-
CTH KPaHHOBEPTEOPATLHOTO MEPEXO/A
(TBEPHOU MO3TOBOK 0O0IIOYKH, CBA30K,
KJIETYATKY);

— JUCIUIA3WA/TUIIOIUIA3US, PETPO-
(rexcus 3y60BUIAHOIO OTPOCTKA Cy;

— HeCTabunbHOCTD C;~Cy;

— WCTUHHBINA CTEHO3 MO3BOHOYHOTO
KaHaNa;

— CTEHO3 OOJBIIOTO 3aTBUIOYHOTO
OTBEPCTHS;

— KOMIIPECCHSA CTIUHHOTO MO3T4;
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— NPOTPY3HUA JUCKOB;

— cupunromuenus, Arnold — Chiari [;

— COYeTaHue (PaKTOPOB.

Jucnnasus /Tunonnasus, peTpo-
(aexcug 3y60BuAHOIO 0TpOCTKA C,)
1 HecTabunbHOCTh C;~C, 06yCI0BIN-
BAIOT CETMEHTAPHYIO HECTAOMILHOCTD
[8, 10, 16-18, 26-28].

0630p U3MEHEHUN CO CTOPOHBI 103~
BOHOYHMKA 11pu MIIC, KoTOpBIE MOTYT
BBI3BIBATH BTOPUYHBIC HEBPOTIOTUYECKUC
NPOSABJICHUA, PECTABIEH B TA0]. 3.

Llenn U OCHOBHBIE TIPUHIIUIIBI KOH-
CEPBATUBHOTO JIEYEHUA AETEN C PA3-
nuuHbBIMA THnaMu MIIC copmynupo-
BaHBI B T4011. 4.

[IpoTOKON HAG/IOAECHNA TAIIUEHTOB
¢ MIIC onncan B 12611 5.

CucreMa OLEHKM KOMIIPECCHUU
MEUHOTO OTAENa CIMHHOTO MO3ra
AT OIpeJeneHnd MOKA3aHUN K omepa-
uuu y naguenTos ¢ MIIC VI Ha ocHOBa-
HHU KIMHAYECKOTO HEBPOJIOTUYECKOTO
CTATyC4, COMaTOCEHCOPHBIX BBI3BAH-
HBIX OTECHIIUAIOB CPEJMHHOTO HEPBA
U JaHHBIX MPT KpaHHMOLIEPBUKANBHO-
0 mepexo/a mpejcTaBieHa B 14671, 0.
O6muit 641 >3 ABIAETCS IMOKA3AHHU-
€M JUI XUPYPTUYECKOH JEKOMIIPECCUHL.
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[Jeau U OCHOBHBIE NPHUHIIUIIBI — IPOUNAKTUKA JIBIXATENBHBIX PAC- | T'O U HEBPOJOTHMYECKOTO CTATYCOB
XHPYPrUYECKOTO JICUCHHUs JIETEH C Pa3- | CTPOUCTB (KOppeKust KUOCKono3a) | manueHTtos [40-44, 46-47, 50, 52-54,
NUYHBIMU THIIaMU MIIC: [40, 45-50]; 57-58];

— KynupoBaHHe, NpOoPUIAKTUKA — TIOJ/ICPKAHNE BO3MOKHOCTH XOf[b- — YJIy4IIEHHE KA9eCTBA JKU3HU (YCTpa-

HEBPOJIOTHYECKOTo Aeduiuta (ycrpa- | 65l (KOppekiusd geOopMaluu HIXK- | HEHUE AUCOATAHCA TYJIOBHINA, CTEHO3a
HEHHUE CTEHO3a M/HIN HECTAOMIBHOCTA | HHMX KOHEYHOCTEH, KOHTPAKTYP) [49, | KapnampHOro KaHama) [40-50, 59-60];

Ha yposHe C,-C,, koppeknus kudo- | 51-57; — YBEIIMYEHHE TIPOJIOJKUTENLHOCTA
CKOMNO03a) [40-44J; — yAydIIeHWE WIH COXpaHeHue | xusHu [40-44,46-47,50,53-54,57-60].
(YHKIIMOHATBHOTO, OPTONEANYECKO-

Ta6anya 3

VI3MeHeHMsI CO CTOPOHBI NO3BOHOYHMKA 1Py MyKonoancaxapupose (MIIC) [17—25, 29—30]

Twun MIIC / cuHapOoM Kpannosepre6panbHbit OKUMIUTO-1jepBUKANbHAST I'pyponosicunynbifn Ckoanos
CTEeHO3 HeCTabUAbHOCTD xndo3s

MIIC I/ Typaepa ++* + ++ +

MIIC 1/ T'ypaepa — Illene, Ileite ++ — + +

MIIC I / Xaurepa ++ — +

MIIC IV / Mopkuo + +++ ++ +

MIIC VI / Maporo — Namu +++ + ++ +

— OTCYTCTBYeT; + peAKo; ++ HepepKko; +++ gacTo.

* Be3 TpaHCIAAHTALMY KOCTHOrO Mo3ra (+ AAsl IAMEHTOB 0CAe TPAHCIIAAHTALVM FeMOMIOATUYECKMX CTBONOBDLIX KAETOK ).

Ta6anna 4

IJenn 1 OCHOBHBIE TPUHUUIILI KOHCEPBATUBHOIO A€YEHMS AETEN C PAa3AMYHBIMM TUIIAMM MyKoTroancaxapupaosa [31—34]

VaydiieHne HEBPOAOTMYECKOTO COCTOSIHMUS ™ AHTUXOAMHACTEPA3Hble MpenapaTrbl, aHTUKOHBYAbCAHTBI, AerMAparanusi. B Hacrosijee BpeMst
3P PEKTMBHON TEPAINY HEBPOAOTUMYECKUX OCNOKHEHUN HET
VaydinieHne opToneaAnIeckoro craryca Kopcerorepanusi, maccax, ADPK, opresaupoBanue, opToneanyeckasi KOpPeKysl MaTOAOIMIeCKUX
YCTaHOBOK, KOHTPAKTYP U T.A.
ConmanbHast apanranms ** DusnopyHKIMOHANbHASL  peabuauTanus, oOydYeHMe  IIOAb30BAHUSI  BCIIOMOTraTeAbHBIMU
YCTPOMCTBAMU — BEPTUKANM3ATOPAMM, IMHAMM, allllapaTaMu
* Hamnbonee BaAMAHBIMU ANsI OLJ€HKY HEBPOAOTMYECKOr0 CTATYCA [TAJMEHTOB C PA3AMYHBIMY TUIIAMY MYKOIIOAMCAXAPUAO3A SIBASIIOTCSI MOAMDULIMPOBAHHASI
mkana SInonckon oproneanyeckont accounannu mJOA (JOA Score), mrkana Hypuxa (Nurick scale), Tect 6-MMHYTHOV XOABODI, TECT 3-MUHYTHOTO TIOAH-
eMa I10 AreCTHULe.
** BannbHYIO MHTErPUPYIOLIYIO OLIEHKY HapYIIeHUI SKM3HEAeSITEAbHOCTM M POAEBbIX OrpaHnyeHnit yacTo rpoBoasT 1o mkane FIM (Functional Independence

Measure — mepa GyHKIMOHANBHON HE3ABUCUMOCTH ) .

Ta6anya 5

PexoMeHAOBaHHDIV TPOTOKOA HAGNAIOAEHNSI [TAJMEHTOB C Pa3AMYHBIMM TUIIAMM MYKONoancaxapuposa [8, 17, 36—39]

MccnepoBanne ITepropnunocTsb
KanHnuecknit ocMOTp HEBPONOTOM, OPTOIIEAOM 6 mec.
PeHTreHorpadusi MefmHOro OTAEAA MO3BOHOYHMKA (TIpsiMast, GOKOBast TPOEKIMHM, crubanue, parubanme ) 2—3 ropa
PentreHorpadusi rpyAHOrO M MOSICHUYHOIO OTAEAOB [TO3BOHOYHMKA C 3aXBATOM Ta300€APEHHOrO 2—3ropa (xaxppie 6 mec.)

cycrasa (1pu nporpeccupoBaHmnn )

MPT npoBOASIIIMX Ty TV FOAOBHOTO U CIIMHHOTO MO3ra (Tpy BO3MOKHOCTU — TpaKkTorpadumst) 1 roa
DynkunonanpHoe MPT wmeitHoro oraena no3BOHOYHMKA CO crubaHmeM U pasrudoaHuemM 1—-3ropa
KT kpannoBepTeOpanbHOro rnepexoaa + mefHoro + rpyAHOro + MosiCHUYHOTO OTAENOB [T03BOHOYHNUKA ITepea onepanmen

+ KT BepxXHUX ABIXaTENAbLHBIX ITyTEN Y AeTKUX
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Ta6anua 6
CucreMa O1jeHKM KOMITPeCCHM CIIMHHOTO MO3ra Ha YPOBHE KPAHMOBEPTEOPAABHOIO IIEPEXOAA AAsI OIIPeAeNeHNs] HEOOXOAMMOCTHM OIePATUBHOIO AeYeHUsI
(35]

Bannot Pesyabrars Tecta

Kannnyeckoe HeBpoaormndeckoe o6carep0BaHMe

0 — HOpManbHble HEBPOAOTMYECKMe AAHHDIE;

1 — yBeanueHue,/ yMeHbIIeHNE CYXOKUNBHBIX PePAEKCOB, GOKOBDbIE PA3ANYMSI MBINIEYHBIX PEDAEKCOB;

2 — HanMuye NPU3HAKOB MMPaMUAHOro TpakTa: pedaekc babunckoro, pedaexc 'opaona, pedaexc OrnreHreyima, moAepruBaHye MbIIILY;
3 — rapes uan cAaboCcTbh BEPXHUX U/ VAU HUKHUX KOHEYHOCTEN

COMaTOCeHCOprIE BbI3BaHHDIE MMOTEHIMANBI CDEAMHHOT'O HEPBA

0 — HOpManbHbIE;
1 — pacipeHue 1o MeHbIIeN Mepe OAHOM 13 MeXITMKOBbIX 3aaepkek: N9/P13, N9/N13b uan N13a/N20 (>2,5SD)*;
2 — nepocratok P13 u/vau N13b (1oAKOpPKOBBINT);
3 — Hepoctatok N20 (KOpKOBBITT)
MPT
0 — HeT KOMITPECCHUM CIIMHHOIO MO3ra;
1 — komrmipeccust crmuHOro mosra (orcyrersue CSF B nto6om Hanpasnaennm );
3 — NIPU3HAKY MUEAOMANSIN

* N9/P13: nneveBoe crinerenne — xsocraroe siapo; N9/N13b: naeveBoe crinerenne — xsocraroe siapo; N13a/N20: kaypanbHble OTAEABI CIIMHHOTO MO3Ta — KOPa.

OCHOBHbBIE NPUHIUILL U TAKTUKA
XUPYPrUUECKOTO JIEYEHN [TATOIOIUN
N03BOHOYHMKA Iipy MIIC mpescTaBieHst
B TA01. 7, 8.

Ha puc. 1 mpeacrasiaeHa TakTHKA OIIe-
PATUBHOI'O JIEYEHNUH [TATONOTUH [I03BO-
HOYHUKA Yy nauuentos ¢ MIIC pasnuu-
HBIX THIIOB.

XUPYPruyecKyio KOPPEKIHIO IIaTONO-
'Y MO3BOHOYHUKA Ipy MIIC mpoBoasT
C Y4ETOM OCOOEHHOCTEN BEPTEOPAILHO-
o cuHApoMa (1abi. 9).

OrpannyeHus K IPUMEHECHHIO pe-
KOMEHAAIMH 110 XUPYPTHIECKOMY
JIEYeHHUI0 NATOJOTHH MO3BOHOY-
Huka nmpu MIIC

OCHOBHO¥ LIe/IbI0 IPUMEHEHUA U3JI0-
JKCHHBIX MMOJAXOOB ABIACTCA COXPAHEC-
HUE JIBUT'ATEIbHON AaKTUBHOCTH MAlIMEH-
T4, KAYECTBA €r0 JKU3HU U COLUATBHOMN
ajanranuu. TakuM 06pa3zoM, MOXHO
BBIZICIUTh OCHOBHBIC ITPOTHUBOIIOKA3a-
HUS K IPUMEHEHUIO PEKOMEH/IAIINL:

— JNEKOMIIEHCUPOBAHHAA COMYT-
CTBYIOIAA MATOJOTUA, B TOM YUCIE
00YCIOBIEHHAA TEYCHUEM OCHOBHO-
IO 3200JIEBAHUSA, YTPOXKAIOMAS XKU3HA
WM UMCIOIasd CYHleCTBeHHbIC OI'paHu-
YEHUA 110 NIPEANONIATAEMOMY IIEPUOAY
TOKUTHS;

— OTCYTCTBHUC B3ANUMOIIOHUMAHUA 3aknroueHue
C poaUTEIAMU OTHOCUTEIBHO LE/IN OPU-

EHTUPOBAHHON CTPATErUH JICYECHN, [TaTon0rus MO3BOHOYHUKA ABIAETCA
- I/IH(i)CKHI/IOHHbIC IIPOLECChI B NIEPU- OTHUM 13 BCAYIUX CUHIPOMAJIbHBIX
07} 060CTPEHNH. npossnenurt MIIC. CHHAPOMOKOMILIEKC

CIIUHAIBHON JU3MOP(HUU BKIIOUAET

Ta6auna 7
OCHOBHbBIE ITPUHIIAIILI XUPYPIUIECKOTO A€YEHUST TATONOTUM ITO3BOHOYHMKA HA (POHE PABAMYHBIX

TUIIOB MyKomoancaxapuaosa [40—50)
TTprHUMIIBI XUPYPrUIECKOTO AeUEeHMSI Tlokazanust
Jexommpeccust 1 cTabuAn3anmst CreHo3, HeCTaBMABHOCTD M COYETAHNE CTEHO3A

C HECTabMABLHOCTDBIO HA YPOBHE KPAHMOBEPTEOPANLHOIO

rnepexoaa, MexaHmvyeckast HeBpoaormyeckast

HeCTabUABHOCTDb
Koppekums pepopmanymm ITporpeccupoBanne pedpopmany MO3BOHOYHMUKA,
C MHCTPYMEHTAaNbHOM cTabuamnsanmen OTSIrOLJEeHVE COMATUIECKOTO ¥ HEBPOAOTMYECKOTO
[103BOHOYHMKA CTaTycoB

Ta6auna 8
OCO6EHHOCTY TAKTUKY XUPYPIUYECKOTO N€UEHMST TATONOT MM TTO3BOHOYHMKA [TPU MYKOIIOAMCAXAPU-

pose [22, 46—47, 50, 61—62]

OTaen MO3BOHOYHMKA Koppexumst pepopmanymm Jexomripeccust

CIIMHHOI'O MO3ra

IMTerubt +/— +

T'pyaHon I 7=

ITosicunuHbI aF —
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TPpHU TUIIUYHBIX CUHAPOMA: CTCHO3 Kpa-

HUOILEPBUKATIBHOTO TIEPEXO0/A, HAUOO0-
nee xapaxrepusiit g MIIC tumnos [ I,
o VI, KpaHUOLIEPBUKATIBHYIO HECTAOUIb-
JeHKa CMHAPOMAaAbHOTO cTatyca |
S IO e e > HOCTB (44CTO COYETAETCA CO CTEHO30M) —
npu MIIC IV u kudos, kupockonuos —
v npu MIIC I, IV, VI,
o KJT104€eBBIM KOMIIOHEHTOM PAHHETO
CY>KAE€HVE CTYIIEHYIaTOro NpoOTOKOAA orepanmmn -
€ o1jeHKOVM QYHKIJMOHAABHOTO COCTOSIHMSI TAJEHTA 'V CKPpUHUHTA BepTe6paan0ro CUHAPO-
(IKT, AA, carypaipns, OBJ, o6wem kposororepy) M2 SBJIETCS OICHKA HEBPOJIOTHYECKO-
M CIIMHHOTO MO3ra (AMHaMVIKa CITOHTAHHDBIX
COMATOCEHCOPHBIX Y MOTOPHBIX BHI3BAHHBIX — BO3MOXHOCTb 'O 1 ABUTATC/IBHOI'O CTATYCOB ITAUCHTA.
noTenynanos no AanasM MOHM) f{i“:;’::g;" Haubonee BamUIHBIMU IPUHATHL MOJIU-
CTYIIEHDbKE; q;)I/IHI/IpOBZIHHZU{ mKana AnoHCKOM OpTO-
'A‘::;:::::aﬂm’“‘- nepnyeckon acconmanuu mJOA (JOA
myavTHARCI - Score), mkana Hypuxa (Nurick scale),
AMHAPHOW TeCT O-MUHYTHOH XO/IbOBI, TECT 3-MUHYT-
- HOMAHARE HOTO MOJIbEMA TIO JIECTHHIIE.
I(OHTDOI\]) rioxkaszaTeneyn Ha BCeX dTarax onepanmmn:
rocne MHTYGauuu, py repeBOpOTe U YKAAAKE, - OTHFOHICHI/IC HEBPOJIOTMYECKOI'O CTa-
Ipu A€KOMIIpeccuy, KOppexkumnn, q)I/IKCaL}I/II/I - Tyca 1 KA4YeCTBA KU3HU HA q)OHe HO,ZI-
(B 3aBMCUMOCTY OT TUIIOB BMEIIATEALCTBA ), IKCTYOamm
TBEPIKACHHOTO CTEHO3a U HECTAOMIIBHO-
CTH, 4 TAKXKE IPOIPECCUPOBAHUE fiehop-
Ocob6eHHocT leeCTeSMOI\Ol‘M'—IeCKOI"O IIPOTOKOAA MaHI/H/I IIO3BOHOYHUKA O6YCHOBHHBQIOT
VI UHTEHCUBHOM Teparnmnn:
VO S P RS T NPOTHOCTUYECKY KU3HEHHBIE MTOKA34-
— CAOKHOCTDb YKAAAKM C q)anaLmeﬂ TONOBBI HUA MH XI/IprFI/I‘{eCKOﬁ KOppeKI_U/H/L
(Mayfield frame, halo); -
— F'OTOBHOCTD K CAO)KHOI;I I/IHTyﬁaLIVH/I C HpMMeHeHI/[eM ; HeKOMHpeCCI/IH I/I OKHHHHTOCHOHHI/I
GUGPOONTHKM, BUACONAPUHIOCKOIIA; JI0E€3 MOKA3dHbI IMMAITMECHTAM C HECTA-
_uf::;)::zi:]ﬁi-MTponb PR ETETEpHERT OUIBHOCTBIO 1 CTEHO30M Ha YPOBHE KPa-
— HabnioAeHMe B l'[C:CJ\GOl’IepaL[I/IOHHOM nepuope HI/IOBCpTC6p2UIbHOFO nepexoad.
B [1anate MHTEHCVUBHON Tepannm CT2.6I/IIIbH2.H HOCCFMCHTHpHaH
A (PEKCAIHA TO3BOHOYHMKA TOKA3AHA
IPY TOKATBHBIX KU(POTUUECKUX /KUPO-
CKOMOTUYECKUX JIYTaX B [IPEEIAX AT
MTO3BOHOYHO-/JIBUTATEIbHBIX CETMEHTOB.
Puc. 1 dukcanys ITO3BOHOYHUKA AUHAMHU-
i
TaKTHK ONEPATUBHOIO JIEYEHHUS TIATONIOTHY O3BOHOYHHMKA Y TAIMEHTOB C PA3MIYHBIMH YECKUMU CUCTEMAMU NPEANIOUTUTEND-
THIIAMHA MyKOIIO/ICXapri03a [63—60]: DB — chyrkumst BHerHero apxarms; AOHM — nHTpa- Ha IPU OPOTLKEHHBIX Ie(OpPMaIIUIX
OIEPAIMOHHBIA HEMPOMOHUTOPHHT ITI03BOHOYHUKA.
32 pAMKAMU PEKOMEHAALINI OCTAETCA
BO3MOHOCTb BO3PACTHON U MEKIUCIY-
IUIMHAPHOW NPEEMCTBEHHOCTH, JAETA/Ib-
HOT'O ITAHUPOBAHUA TAKTHUKU JI€Ye-

HUA C OI[CHKO!N MEePUOTIEPAITHOHHOTO
PUCKA, CTPEMJICHUE K PENIEHUIO OPTO-
NEeANYECKUX U HEUPOXUPYPIUYECKUX
32124 B OfJHY CECCHIO. DT OOCTOATEIND-
CTBA OOYCJIOBNUBAIOT HEOOXOAUMOCTb
HpOBC,lICHI/IH MYIIbTI/IlII/ICHI/IHIII/IHaprIX
n MYJIbTI/IHCHTpOBbIX HCCHCHOBHHHﬁ.

Puc. 2
MPT (2) u KT 1o (6) u moce (B) omeparuu peGeHKa 6 JIET C IePBUKATBHBIM CTEHO30M
Ha (poHe MyKononucaxapunosa IV (Morquio A) TuIa: CIaCTUYECKUI TETPANapes
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Ta6anua 9

BapuaHTs! XMpypriudeckon KOppeKkyuy aToAOr My O3BOHOYHMKA C Y4€TOM 0COOEHHOCTEN BepTeGpanbHOro CMHAPOMA
ITaTtonorus no3soHouHMKa Oco6eHHOCTY OPTOIEAMYECKON KOPPEKLINU

HecrabunpbHoCTb, CTEHO3 1 cOYeTaHNME HECTAOUABHOCTY 1 CTEHO3a J\eKoMIpeccusi M 3aAHsIsI MHCTPYMeHTanbHast ukcanyst (OKIUIIMTOCITIOHAUAOAES )
Ha yPOBHE KPAaHMOBEPTEOPANBHOIO [TEPEXOAA, OYary MUENOIIATUN

(puc. 2)

NokanbHble (He 6onee MSITY TO3BOHOYHO-ABUTATEABHBIX CrabunbHast mocermeHTapHast GpUKcaLmst IO3BOHOYHNKA

CerMeHTOB) AeOpMaIMM MO3BOHOYHMKA, AOKANBHBI KO3

6onee 20° 1 ckonnos 6onee 40° (puc. 3)

IIpoTsokenHble (Gonee MsITH MO3BOHOYHO-ABUTATEABHDIX Dyxcayysi MO3BOHOYHMKA AMHAMMYECKIMI CHUCTEMAMU

CerMeHTOB) AedOpMaIMM MO3BOHOYHMKA, KM1Po3 Gonee 20°

u ckoanos 6onee 40° (puc. 4)

Puc. 3 Puc. 4

BHemHui1 BUj| U JAHHbIE JTyYEBBIX METOZOB 0OC/IEI0BAHNS PEOEHKA BremHwi BUJ U JaHHBIE JIYYEBBIX METOZ0B OOCIEA0BAHNS PEOEHKA
3 ieT ¢ Kuho3om Ha (POHe MyKonmomucaxapuaosa IH tuma: a — 1o ome- 6 JIeT CO CKOMMOTHYECKON JiehopMariieit Ha (hOoHE MYKOIIO/HCAXa-
panun; © — CTPYKTYPHBIE H3MEHEHHS Tel BEPIIMHHBIX [IO3BOHKOB; puo3a IVA Tima: 2 — 10 onepariuy; 0 — mocIe KOPPEKIHH 1 33]1-
B — IIPU3HAKA KOMIIPECCHH CIIMHHOIO MO3I4; I' — TIOC/IE KOPPEKIN HEH MHCTPYMEHTAIBHON JUHAMUYECKOH (PUKCALUHU AePOPMALIK
¥l IHCTPYMEHTAIHON (puKcarin jeopmariun Ha yposre Thy—Ly; ta yposue Thy-L,

JI — IIOCITIE ONEPALH

Hccenedosariie 1e umeno cnoHcopekoli no00eparcku. A8mopsl 3asensiom 00 omcymemeui KOHGIUKMaA uHmepecos.
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