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IIpencrapien aHanu3 MyOIMKANH, MOCBSIICHHBIX OLEHKE KIMHHYCCKUX MPOSBICHHI MyKoronucaxaprnao3a. ONHCaHbl TaTOIOTHISCKUE COCTOSIHUS H
CHH/IPOMBI, XapaKTePH3YIOLINe H3MEHEHHS Pa3IUIHBIX OPTaHOB U CHCTEM IIPH HAPYIICHHH IeTPaalliy ITTMKO3aMHHOITIUKAHOB, TUITBI MyKOIIOIHCAXapHa03a,

J1aH 06CH€I[OB8HPIH NMaOquCHTOB, TUArHOCTUKA 1 0COOEHHOCTH JICYEHHSL.
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The review deals with the analysis of the publications related to the evaluation of mucopolysaccharidosis clinical manifestations. The pathological
conditions and syndromes characterizing the changes in different organs and systems for glycosaminoglycan degradation disorder described, as well as
mucopolysaccharidosis types, the plan of the patients’ examination, the diagnostics and the details of treatment.
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Myxomomicaxapuno3 (MIIC) — Tspkemoe mporpeccupyro-
111ee MOJIMCHCTEMHOE 3a00JIEBAHNE, B OCHOBE KOTOPOTO JIEKHUT
HapyIeHue Aerpaganun mmkozamuHormkanos (IAI) [19].
B 3aBrcuMoOcCTH OT MOJIEKYISIPHOTO Nie(heKTa B reHax, OTBeda-
IOIIMX 32 CHHTE3 U aKTHBHOCTH ()ePMEHTOB, PACIICIIISFOIINX
I'AT,, Boeigenstor Heckonmbko ¢opm MIIC. B GonbrmHcTBe
CITy4JaeB CYIIECTBYET CBSI3b MEX/y T€HOTHIIOM U ()eHOTHIIOM
3a0oneBanysl. V3BeCTHBI MyTaliy, THIIMYHbIE KaK JUIS TSDKe-
JIBIX, TaK M JUIS JIETKUX Gopm 3adoneBanus. [ eHeTndeckoe
THIMPOBAHKE MO3BOJISIET IPOBOANTH MPEHATAIBHYIO AUArHO-
CTHKY 3a00JICBaHUsl, BBISIBIISITH HOCUTENEH MyTalHid.

JUi1s MyKoTonMcaxapHI030B XapaKTepHO BOBJICYEHUE BCEX
OPTaHOB M CHCTEM, BKJIIOUas IICHTPAIBHYIO HEPBHYIO CHCTEMY,
BHYTPEHHHE OPTaHbl, ONOPHO-IBUIATEIBHYIO U CEPIEUHO-CO-
CYIUCTYIO cucTeMBbl. HacTo 3a001eBaHNE COMPOBOXKAACTCS 3a-
JIEPIKKOM TICHXOMOTOPHOTO pa3BUTH. KiTloueBbIM MOMEHTOM,
onperensronmm cynpoy narnuenta ¢ MIIC, sBrsieTcst paHHsIst
JIMarHOCTHKA, MO3BOJIIOIAs BOBPEMsI Havarh (PEpMEHT-3a-
MecTruTenbHyo Teparto (O3T) i penmTs BOpoc 0 BO3MOX-
HOCTH TPaHCIUIAHTAI[MM CTBOJIOBBIX KJIETOK JIO TOJIHOTO pa3-
BEPTHIBaHMS KIMHUKY 3a001eBaHus. PaHHEe TepaneBTHieckoe
BMEIIATENBCTBO TT03BOJISIET OTCPOYUTH U YMEHBIIIUTD CTEICHb
HEoOpaTHMOTo TMOPAYKEHUsI OPraHOB M CUCTEM, CTEIEHb (DYHK-
LMOHAIBHBIX HAPYIICHHH, YIy4YIIHTh Ka4ecTBO JKM3HU pe-
OCHKA M CEMBH B IIEJIOM, A TAKKE YBEIMUYNTH TTPOIOIDKHTENb-
HOCTh JKM3HH TAIHEHTa JO BTOPOTO-TPETHETO JCCSTHICTHS
npu TsokensIx popmax MIIC [29]. Tlpu rpyObIX TOpaKeHUSIX
CKeJieTa, 0COOCHHO Ae(OpMaIMsIX MO3BOHOYHMKA, TTOKA3aHa
oproneauyeckas koppekims. KnuHuko-reHeTHueckas xapax-
tepuctuka MIIC npencrasiena B Tabmmne 1.

Bce namuenTs! ¢ MIIC nipu poxeHUN Majio OTIINYaI0TCSt
OT CBOMX CBEPCTHHKOB. IlepBble KIIMHIYECKHE MPOSIBICHUS,
MO3BOJISTIONINE TMArHOCTHPOBaTh Tspkembie (Gopmbr MIIC,
MOSIBJISIIOTCS TOJBKO K KOHITY TIEPBOTO — HayajIy BTOPOTO rofia
*n3HK pederka. [IpomexxyTodnsle 1 Jierkue (OpMbI THarHo-
CTHPYIOTCS B elie Ooree crapmieM Bospacte. CpeHuii Bo3-
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PacT MOCTAaHOBKM JUArHO3a IpH JIETKUX (OpMax CHHApOMA
Xanrepa (MIIC II Trma) coctasmsier 4,3 roma [37], cuaapo-
me ['yprep — 0,8 roma, 'yprep-Illeiie — 3,8 roma, [leiie —
9,4 rona (Bapuantel MIIC I tuma) [5]. OcHOBHOI cuMITOM,
no3Boisttoinii 3anono3puth MIIC — 5T0 TUNWYHBIN THIIEBON
JCMOP(U3M, OJTHAKO TOT MPU3HAK HE SIBISIETCS JOCTATOYHO
HaJeKHBIM B PAHHEH JIMarHOCTHKE, TaK KAK CTETICHb JIMIIE-
BBIX U3MEHEHUH MOXKET BapbUPOBATh JAXKE B TPYIIIIE MaleH-
TOB ¢ gocTarodHo TspkenbiM TedeHneM MIIC. Hapsmy ¢ mm-
LEBBIM AUCMOP(HH3MOM, MOPaXKEHNE OMIOPHO-/IBUTATENIBHOTO
armapara y peOeHKa IepBbIX JIET )KU3HN MOXKET HATOJIKHYTh
Bpada Ha MbICIIb 0 BosMoxkHOM Haymmane MIIC, ocobeHHO y
nanueHTa 6e3 mpu3HakoB rpyooro nopaxkenus LIHC. [To nan-
HBIM JINTEPATypBl, POJIb Bpaua-OpTOIEaa B PEABAPUTEIEHON
nmuarHoctuke MIIC moctarogHo Bennka, Tak Kak BCe MYKO-
TMOJTMCAXapHUI03bl XapaKTEePU3YIOTCs TOpaXkeHHeM ckesnera. B
OoJIbIIeii CTeneHn 3To OTHOCHTCS K JerkuM (opmam MIIC,
KOIZla OPTONEINUYECKUE U3MEHEHUs] CTAHOBATCS CAMBIM Ma-
HUpecTHBIM cuMmmToMoM 3abomeBanms [12]. Kimnndeckn
MOpayKEHNE OTIOPHO-IBUTATEIHLHOTO arlliapara y HalueHToB ¢
MIIC moctarouHo HOJMMOP(HO M IMPEACTABICHO 3aICPIKKOM
JMHEHOTO pocTa, (hopMupoBaHUeM JiedopMmalyii T03BOHOU-
HHKa, CyCTaBOB, KOHTPAKTypaMy M aHKHJIO3aMH Oe3 IpU3Ha-
KOB MPEIIECTBYIOLIEIO apTpHUTa, Pa3BUTHEM Jje(opMariii
KOHEYHOCTEH, MO3BOHOYHMKA M CycTaBoB. CTeneHb MposiB-
JICHUI ¥ BO3pacT MaHU(ECTAIINH H3MCHEHHUI OTTOPHO-/[BHTa-
TEJILHOTO arapara pa3HsTcs B 3aBUCUMOCTH OT TUToB MIIC.
Taxk, mna MIIC 1, II, VI u VII oproneanyeckue nposiBIeHHS
BKJTIOYAIOT KOHTPAKTYphl CyCTaBOB, MHOXKECTBEHHBIN TU30-
cro3. IlopaxkeHne KOCTHO-MbIILIeYHON cucteMsl pu MIIC
I cxoxw, HO 00BIYHO GoJIee MATKHE U MaHH(ECTHPYIOT TIO-
Clie perpecca YMCTBEHHOTO PasBUTHSI M HapyIICHUs IIOBE-
nenust. MIIC IV xapaktepusyeTcsi BRIPKEHHOHN 3a/1epyKKOI
JIMHEHHOIO pOCTa, TSDKEJIOM JUCILIA3UEH CKEIeTa, XKU3HEY-
rpoXKaroNIel JAucIuIa3uell 3yOOBH/IHOTO OTPOCTKA akCHca U
TMHEPMOOMIBHOCTBIO CYyCTaBOB 0€3 MPHU3HAKOB 3HAYMMOIO
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nopakerns LIHC. [ammenTs! ¢ HexoTopeivu TrmamMu MIIC,
TakuMu Kak cuHgapoM Uleite, Mopkuo, Maporo-Jlamu Bo-
o0IIIe SABISIOTCS MPEUMYIIECTBEHHO «OPTOMEINYCCKUMID»,
TaK KaK y HUX NOPaKEHUE OMIOPHO-ABUTATENILHOTO ammnapara
SIBIISIETCST HanOosiee MaHU(ECTHBIM U 3a4acTyl0 OCHOBHBIM.
CreneHs nopakeHHs JPYTUX OPraHoB U CHCTEM IPH dTHUX TH-
max MIIC BeIpakeHO B MEHBIIICH CTETICHH, YeM TIPH APYTHUX.
Hanbonee BbIpa’keHHOE MOPAKEHHE CKEIIETa XapaKTEPHO TS
sprenbix popm MIIC IV tuna. TunuyHble ©3MEHEHHS: BaJlb-
rycHasi aeopManusi HIKHAX KOHEUHOCTEH, pasinyHbIe Jie-
(opmanuu rpyHO# KIIeTKH (BOPOHKOOOpa3Has, KUJIEBH/IHAS,
KOMOWHMPOBaHHBIE Ae(OpManuHy 110 TUITy cuHapoma Kyppo-
puHO-CrbBepMaHa), Ku(o3 WM KAPOCKOIHO03, Aedopma-

IIIX KOCTeW, MHOTa PUYYUIIBEIS, ¢ (POPMHUpPOBAHHEM BBI-
CTYTIOB ¥ OTPOCTKOB, THITOILTA3wsA 3y0a C2 1 HeCcTaOMIbHOCTD
AUIAHTO-OKIMIUTAIBHOTO cowieHeHus. [lociennee Moxer
MPUBECTH K BHE3AITHOM CMEPTH B PE3yJbTaTe CMEIICHHS B
CyCTaBe 1 IOBPEXKICHUS CTBOJIA MO3Ta.

Hecmortps nHa ycnexu @3T, mmpoko npumeHseMol npu
HekoTophiX (popmax MIIC, MHOTHE MTAMEHTHI TIPOOILKAIOT
HY)KIaTbCsl B XHUPYPTUUECKONH KOPPEKINH OPTOIEINIESCKUX
n3menenni [34]. TIpuBoauM ormMcanre OCHOBHBIX THITOB I10-
paXkeHHsl OMOPHO-ABUTATENIBHOTO anmapara, Mpu HAIUIUU
KOTOPBIX MOXKHO 3arono3puth Hanmuuue MIIC y maruenra.
OCHOBHBIC KITMHUYCCKHE CHHIPOMBI U CHMITTOMBI, XapaKTep-
HBIe 111 pa3Hbix TanoB MIIC, nmpencraBneHs! B Tadmmie 3.

Tabmuma 1
OO01ast XapaKTepUCTHKA TUIIOB MYKOIIOJIMCAXapH1030B
Tun Jlokanu3anus rena YacTele MyTanun depmeHT Haranmsacybie Hacrora
MyKOIOJIHCAXapHI03a y P IIMKO3aMUHOIIMKAHBI | 3a00sieBaHus
%YPI‘;?;"“““‘”‘P”HOS Q70X, W402X, A327P, L490P,
Cunnpom [ypiep 4p16.3 Gene: Y202X, L218P [32] Jlepmaran cynbar,
Crmapon Typrep-Llleite {(3)‘1‘53163/ IDUAL " 'p533R, A36E, Q380R a-L-unypornnasa renapa cynspar | 1100 000
o Yarie KOMITayH/ FeTePO3UIOThI
Cunppowm Lletie W402X n pa3nuuHbIX Jenenui
MYKOOMHCAXAPHIO3 G374sp, R468Q,P266H, S7IR,
I ﬁmm P Xq27/28 [33] AB2E, ASST, R8SC, RAGSW, ES2LV, | 1) o5 oo gy | HlepMaTan cynbgar, | 1:110 000 —
’ q alphaR95, 383delAT, 596delAACA, | 7P ¥ renapan cyib(ar 1:132,5 000
Oosie3Hp XaHTepa
1148delC, and 1216delCT [34]
heparanN-sulfatase (A),
oN-acetylglucsaminidase
Myxkononcaxapuuios R74C and R245H [35] G191R, (B), acetylCoA: a-glucos 1:100 000 —
III Tuna, 12q14 D235N, R377C, E447K, i Tenapan cynbgar :
aminideacetyltransferase 1:200 000
Can Ounurnmno R233X[36] 1091delC :
(C) u N-acetylglucosamine
6-sulfatase (D)
KeparaH cyibdara 1:76 000
Myxkonosncaxapuio3 16g24.3 (A), A tun: IVS1+1G>A, G66R and N-arermiranakro3amMiuH-6- XOHJIPOHTHE CYTb- 1:216 400
IV Tuna, . cynbgarasbl (THI A) Win (A),
3p21.33 (B) A8S5T B tum: R148C ¢ar (A), keparan
CHUHAPOM MOpKHO f-ramaxro3unassl (Tum B) Tun B ouens
cynbdar (B) o
penxuit
Myxkononicaxapuuos 1:43,261 —
VI Tuna, cuHIpOM 5q13-ql4 1533del23 Apwuicynbdarasa B Jlepmaran cynboar 2
M 1:1,505,160
apoto-Jlamu
R110X, F361delta9, 1270 + 1G-- Jlepmaras cysbdar,
Myxkonomncaxapuuios 7a11.21-7a11.22 >A, S52F and 1480delta4, L176F, B-mOKypOHHIA3a XOHIPOUTUH OueHb
VII, Cras ati-=1-7qit R216W, R357X, R382C, W507X, | P HOKYPOHHA cynbar, renapad | peaxuii
and W627C cyabgar
MyKkonoaucaxapumuos Onucano HECKOJIBKO MYTaHHﬁ: TnamypoHoBas OueHb
IXy'mna P 3p21.3 1412G --> A, 1361del37ins14, HalypoHnIasa Kmngfa f
¢.104delT, p.Val35AlafsX25 pex
Tabnuua 2
[Inan obcnenoBaHus MAMEHTOB B MYKOIOJIMCAXapUI03aMH
Bun nyueBoro obcnenoBaHus Uepiriroe Esxeronno KommeHnrtapuu
00CJIeI0BaHHE MALHEHTA
Il eiiHblii 0TeJ1 03BOHOYHHKA
— GOKOBBIC CHIMKH B ITOJIOKEHHN MAaKCHMAJIbHOTO 4
crubanms/pasruGanus - OcmoTp HeBposora e)lcer%zusio, IOBTOP
—MPT mn mn PEHTIeHOrpaMM Kaxasle 3-5 jiet
I'py/10n0siCHUYHbIH OT/IeJI 103BOHOYHHKA
— pentres, TIT + + YacToTa peHTI€HOJIOTHYECKOro 00CICI0BAHMUS
— MPT + _ 3aBUCUT OT TeMnoB pocta. [Tosrop MPT mpu
HU3MEHEHUM B HeBposornueckoM craryce. KT
—-KT - - HPOBOJIAT NEPe]] OLIEPATHBHBIM BMEIIATEIBCTBOM.
Taz/Tazo6enpenubie cycrasbl, pentren [T + +
Hwxnue koneunoctu, I111 cTos + — ITo HEOOXOAUMOCTH
JIpyrue peHTrenojornyecKue HCCIeJ0BAHNS CKeJeTa:
— gyeperna B 2-X IPOSKIHIX + —
— [I03BOHOYHHKA B 2-X IPOSKIIHSX + —
—raza, [1I1 + —
— npearuieubs, TTT + — TTo HeobOXoaMMOCTH
— KUCTH pyK, T1IT + -
— cromsl, [T + _
— MICWHOTO OTJIeJia TO3BOHOYHUKA, b1 + —

IMpumeuanue: I1I1 — npamas npoekuus, BI1 — 6oxoBas npoekiys.
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Tabmmma 3
Kinnnueckast xapakTeprucTiKa MyKOITOJIUCaXapu1030B
T Tuneprpoduueckas Haronorus
1 KapMOMHOIATHS, TTopaxenne | Tenarocmeno- | ITomyrrenue | ITatonorus
HasBanue JIOP- OcobenHocTu
MIIC MHUKCOMATO3HOE ODFAHOB IHC Meranus POTOBHIIBI CcKelnera
M3MEHEHIIS KIIAIlaHOB P
IH |Typrep . s —— et . . TIponomKuTenbHOCTD KU3HU
6e3 Teparmu 8-10 ner
1 H/S | I'ypnep-1lleiie ++ ++ — ++ ++ ++
1S |Ileiie ++ ++/+ — + + +
I | Bones3us XaHrepa +++/++ +H+/++ ++/- ++ — ++
Candumunmo A ++/+ ++ +++ + — +
I Caundununmno B ++/+ ++ +++ + — +
Can¢umunmo C ++/+ ++ +++ + — +
Can¢mmmmo D ++/+ ++ +++ + — +
ot TlopaskeHne CyCTaBOB cOYCTa-
Mopxkuo A ++/+ ++/+ — + + — i €TCS1 C THIEPMOOIIBHOCTBIO.
Bblicokuii puck BHE3aIHO#H
v CMEpPTH B Pe3y/IbTaTe CMEICHHS
+/++/ | B aDIAHTO-OKLMIUTAIEHOM
Mopxuo B 4+ +=+ - + +— T+ COUJICHEHHH C [IOBPEIKIEHNEM
CTBOJIA MO3ra
VI | Mapoto-Jlamu ARRTARTAS A+ — + + ++
VII | Cnas ++/++ ++ +/— ++ ++ ++ OueHb pelKuii
Jedunur Tpebyer muddepeHnmanbHOl
IX - - — _ _ +
THaJTypOHHIa3bI auarHoctuky ¢ KOPA

MHo:xecTBeHHBIH JU30€TO3

MHOXECTBEHHBIH JU30CTO3 — PEHTTEHOJOTHUYECKUI
TEPMHUH, OTPAKAIOMNN COBOKYITHOCTh W3MCHCHUH, Xa-
PaKTepHBIX IS MYKOTOIHCAXapHI03a, BOSHUKAIOIINX B
pe3ynbTarte HapylIeHUs pocTa xpsma. [latorenes Takmx
HU3MEHEHUH U3yUYeH HE0CTaTOYHO. [Ipu 31eKTpoHHON MU-
KPOCKOIIMY 30HBI POCTA MIMPOKHE, KJIETKH YBEIUYCHBI B
pa3mepax, IUTOIUIa3Ma BaKyoJIH3upoBaHa. B 30Hax rumep-
Tpouu OTMEUaeTCsl TMIIEPKICTOYHOCTh U JIe30praHu3a-
uusi. HapyiieH ¢gusnonoruueckuii mpouecc ocCupuKanum
XpSAIICBON TKaHU ¢ (POPMUPOBAHHEM OCTPOBKOB XpsIlia
U JIe30praHU3alUCH KOPTUKAIBHOTO ciios KocTu. C BO3-
pacToOM ITH IPOILECCHl CTAHOBSTCS 00JIee BBIPAKCHHBIMH
U OPUBOAAT K AucIiazuu ckenera [17]. TUNUYHBIMU U3-
MEHCHHSMH Yeperia SBISTIOTCS YBEIMUCHUE €TO Pa3MEpOB,
YTOIIIIEHNE cBoMa depena, J-o0pa3Has ¢popma Typenkoro
cenyia, BO3MOYKHO HAJIMUUE «ITajIbIIEBBIX BIABICHUI» Kak
KOCBCHHBIX TPH3HAKOB BHYTPHUYEPEITHOW THIIEPTCH3NU
(puc. 1). Ha peHTreHorpaMmMax rpyIHOM KJIETKH OTMEYatoT
YKOpOUYCHHE M YTONIICHHUE KITIo4UIl U pedep. [Ipu ocmoTpe
o0palaroT BHUMaHUE Ha KPYIHbIE TpyOble YepThl JMIa
(BBICOKMIA 100, IIMpOKKHE OpOBH, 3alaBlias NEPeHOCHLA,
THIIEPTETIOPU3M, TOJICTBIE TyOBl), MAKpPOIIIOCCHIO, HU3KOE

PACIIOJIOKCHUEC YIIHBIX PAKOBHUH, YKOPOUCHUC ICU.

Puc. 1. PentreHorpammsl yepena, npsiMast (a) u 6okosas (0)
npoekuuu pebeHka (aeBouku) 7,5 aer ¢ cunapomom ['ypriepa
(MIIC I tuma)

ITopa:kenne BepXHHUX KOHEYHOCTEI

TunuyuHble M3MEHEHUS! KOCTEH BEPXHUX KOHEYHOCTEH
BKJTFOYAIOT THITOTUIA3HIO SMTU(HU30B M YTONIIICHAE JHAPH30B.
JlydeBast KOCTh M30THYTa B CTOPOHY JIOKTEBOH, (opMHUpYs
TaK Ha3plBaEMYyH0 Jaedopmaipo MasenyHra, KOCTH IISICTH
KOPOTKHE U IIUPOKUE C MIPOKCHMAIIBHBIME OyTaBOBHTHBIMU
pacmmpenusimu (puc. 2, 3) [11]. 3a cuer nedpopmarm Maye-
JIyHTa Y TIAIIACHTOB OT PAHIMIUBACTCS TIPOHAIINS U CYTIHHAIHS
B KHCTEBOM cycTaBe. CumTaercs, 9to AaHHAs Jedopmarys
HaunOonee TanmyaHa st MIIC 11 tama. J{ns ycrpanenus ta-
KOit te(hopMaIvy Mbl IPHMEHSIEM KOPPEKIITHOHHBIC JIOHTCTHI.

Puc. 2. Buemnuii Bun xucreii pebenka (a1eBouku) 17 ner ¢ cun-
npomom Mapoto-Jlamu (MIIC VI tuna)

Puc. 3. PenrrenorpamMmsl Kucteil pedeHka (neBouku) 14 ser ¢
cunpomoM Mapoto-Jlamu (MIIC VI Tuna), npsiMast IpoeKuus.
Vi3meHeHus >nuQu30B KOCTEH KUCTH
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TunmaaeM cummromoM MIIC sBisieTcst TosBICHUE Ty-
TOTIOABIM)KHOCTH B CYCTaBaX M KOHTPAKTyp 0e€3 MpHU3HAKOB
BocnasieHus. [Ipu apTpoCKonuu OCHOBHOW MaKpOCKOIUYe-
CKOM KapTHHOW SIBJIsIeTCsl paccioeHue xpsia. [ucronoru-
YECKHUIl 1 OMOXUMUYECKH aHAJIN3 OMOTITATOB, TTOTYUYEHHBIX
npu aprpockonuu y nanuertos ¢ MIIC VI tuna u Ha ocHO-
BaHUM KUBOTHBIX Mojiesielt MIIC, mokazan ymeHblIeHne KO-
JINYECTBA MPOTEONIMKAHOB U KOJUIAreHa B XPAIIEBOH TKaHU
cycraBa. JTO MOXET OBITh PE3yJBTaTOM aIloITo3a XOHJIPO-
LINTOB, BEI3BAHHOTO BEICBOOOKIeHNEM okcra a3ota (NO) n
TNF-o B pe3ynbrare HaKOIUICHHS iepMaraH cyibdara [25].
@3T mpu MIIC yBennunBaeT 00beM IBIKEHHUH, 0COOCHHO
B JIOKTEBBIX M IIEYEBBIX CyCTaBaX, O YEM CBUACTEIBCTBYET
KaKk MHPOBOH, Tak 1 HamI onbIT pumenenns O3T [8, 13].
VYBenmueHne o0beMa ABIKEHUH MPOUCXOTUT IOCTEIICHHO
1 3aBHCUT OT BO3pacTa MalMeHTa, a TAKKe CPOKOB Havana
®3T. Ecniu @3T craproBaia B IETCKOM BO3pacTe, TO I0CTa-
TOYHO 1-2 MecsileB Tepanuu Al TOMyYeHUS TON0KHUTEIb-
HOro pesynsrara. [Ipu Havane Tepanuu B CTapiieM BO3pacTe
(MITa/IIIeM IKOJIEHOM WITH TTOIPOCTKOBOM) ITPOLIECC MOXKET
3aHATh HECKOJIBKO JIET.

I[Ipu MIIC onucaH KapnajabHbI TYHHEIbHBIH CHH-
JpoM, OOYCIIOBJIEHHBIM HeWpomaTuell NepBUYHOTO WIN
BTOPUYHOTO XapakTepa (BcIeICTBHE TEHOCHHOBHAIBLHON
AKKyMYJISIIMN TIIMKO3aMUHOTIIMKAHOB). [laHHBIN CHHIpOM
game Bcrpedaercs mpu MIIC I Tuma ¢ BapnabenbHOCTHIO
30-90 % [7, 10]. Yacro HeiipomaTusi CpeINHHOTO HEpBa
HE JUArHOCTUPYETCs Yy AETEeH € 3aJ1epKKOM YMCTBEHHOIO
Pa3BUTHS, YTO MPUBOIUT K TOTepe (PYyHKIMHA CPEAUHHOTO
HepBa. 3amof03pUTh KapHalbHBIH TYHHENbHBIH CHHIPOM
y pebeHKa MOXKHO HpU HAJUYUHU MOTOPHOW HEJIOBKOCTH
B KHUCTSIX PYK, HEMPABUIBHOM 3aXBaTe NMpeaMETOB, U30e-
raHuM peOCHKOM HCIIONBb30BaHMs pPyK B urpe. [lo3mHue
CHUMITOMBI Heiiporaruu: QopMHupoBaHHE HEoOpaTHMON
KOHTPAKTyphl JUCTAIBHBIX MEXK(]aTaHTOBBIX CYCTaBOB,
nuzecte3ust u runoscre3us [-1II mampueB kuctu, mapes
MBIIII TEHOPA ¥ CHIKEHUE (DYHKIIMH KHCTH.

s mpenoTBpamieHust motepu (GYHKIUH CPEIHHHOTO
HEepBa MPOBOAT XUPYPIHUECKYIO JEKOMIPECCHUIO IyTEM
paccedeHus yTOJIICHHON TIONepeyHo CBA3KU KucTu [31].

Kudos

OnuH U3 caMbIX THUIIMYHBIX CUMITOMOB MYKOTIOJIMCaXa-
pHI03a — TOPAKOIFOMOAIIBHBIN KH(O3, HCTOPHIECKH MIPaB-
LUl OCHOBHYIO POJIb B ITOCTAaHOBKE AnarHosa [32]. Ora nge-
(hopMmarust BO3HUKAET y BeeX AeTel ¢ Tshkenoi popmoit MIIC
I tima (puc. 4) u wacto npu apyrux tunax MIIC (puc. 5).
Kudos dopmupyercss BCrneacTBHe MEUIEHHOTO pOCTa MO-
3BOHKOB B IIepeIHE-BEPXHEM HAIPABICHHUH 3a CUET JHCIIIA-
3UM TEpeHUX aro(H30B Tell MO3BOHKOB. B pesynbrare mo-
SIBJISIETCS TIEPEIHSST KIIMHOBUIHOCTD TeJ ¢ ()OPMUPOBAHUEM
kugoza. Kngos nmeer CKIOHHOCTH K TPOTPECCHPOBAHUIO, a
pu BeMMauHE 1yTu 6oiee 40° B carUTTaIBHON IIIOCKOCTH
OypHO HapacTaeT ¢ BenrmurHoi ot 3° 1o 10° B rom, BbI3bIBas
BTOPUYHYIO KOMIIPECCHIO TypaJIbHOTO MEIIKa U CIHHHOTO
MO3ra Ha ypOBHE MOSCHUYHOTO YTOJIIEHHUsL. XUPYprudecKas
crabwn3anys Ul KOPPEKIMH IPEKPAIICHUsT MPOrpeccH-
poBanus kugoza vHeooxoauma npu MIIC I u VI tuna, naxe
1ocJyie TPaHCIUIAaHTALUKU KOCTHOTO Mo3ra [6, 30]. ®dopmupo-
BaHue ckoimosa onucano npu MIIC 1, I, III, no pexe Tpe-
Oyer xupyprudeckoit koppekrmu [32]. KopcerupoBanue npu
MIIC we obocHoBano. Ilpn ncmonp30BaHUN KopceTa pede-
HOK HCTIBITBIBACT JUCKOM(OPT, 0COOEHHO TIIOXO €Tro Tepe-
HOCSIT JI€TH MIIAJIIIETr0 BO3pacTa, B CBSA3M C OCOOEHHOCTAMU
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TENOCIIOKEHNS ¥ BHYTPUOPIOIITHOTO AaBlieHus. Vcronp3oBa-
HHE KOpCeTa y MaJICHBKHX JIETeH BO3MOYKHO TOJIBKO TIPH OBI-
CTpOMIpOrpeccupyromneM Kido3e # HEBO3MOKHOCTH XHPYp-
TMYECKON KOPPEKIIMH TI0 KaKUM-THOO0 mpruuuHaM. OObIYHO
JokanbHbIN ko3 6onee 10° 1 ckonmmos 6omnee 40° SBISIOTCS
MOKa3aHUEM JUIsl OTICPATHBHOIO BMEIIATESIIHCTBA, TAKIKE KaK
n Hanmuue muenonaruu [32]. OTHOCHTEIbHBIM POTHUBOIIO-
Ka3aHUEM K OICpaIllii MOXET OBITh TSDKETIOe 00IIee COCTO-
SIHME TAI[HEHTa B CBSI3H C HEOOXOIUMOCTELIO B aHECTE3HOJIO-
THYECKOM TOCOOMH. METOIMKOM BhIOOpA SIBISICTCS 3aiHSS
HHCTpYMEHTaNbHas (pukcarms odmacT kuo3a U CMEKHBIX
CETMEHTOB C TIOCIICOTICPAIIMOHHBIM KOPCETHPOBAHHUEM B Te-
yeHue 3-6 mecsieB. Tepanust CKoIr03a He UMEeT KaKUX-TTH00
cnermpuaecknx it MIIC ocoOGeHHOCTEH, TOATOMY HCTIONB-
3YIOTCSI TPAJUIIHOHHBIE METOTUKHL.

Puc. 5. Penrrenorpamma
M03BOHOYHHUKA pebenka

Puc. 4. PentreHorpamma
MO03BOHOYHUKA peOeHKa,

1 rox, ¢ cunapomom I'yp-
nepa (MIIC I tumna), 60ko-
Basi npoekuus. Kugdos na
YPOBHE TPYIOTMOSCHUYHO-
ro nepexona — 40°

(neBouku) 14 et ¢ cuHapPO-
MoM Maporo-Jlamu (MIIC
VI Ttuna), 60koBas MpoeK-
. Vismenenust snuguzon
TI03BOHKOB

B otmenennn BepreOpomornm u Helipoxupypruun PHIL]
«BTO» nm. I'A. nm3apoBa MOCTYIIIT MTEIHK 3 JIeT 5 Me-
CAIIEB C jKajmobamMu Ha TPOrPecCUpoBaHUE KUPOTHIECKON
nedopmarivi Mo3BOHOYHHMKA M HAPAaCTaHHE CJadOCTH B HO-
rax. 113 anamMHe3a M3BECTHO, UTO PeOCHOK OOJICH C POXK/ICHUSL.
Juaruo3z MIIC 1 tuna (cunapom ['ypnepa) nocrasieH B 10
Mecsues. B Bo3pacte 1 rona 8 MecsreB nepeHec oneparuio
QJUIOTCHHOM HEpOACTBEHHOW TpaHCIUIAHTAIMK T'€MOIOITH-
YECKHMX CTBOJIOBBIX KJICTOK, ITOCIIE YEro PasBHIIOCH OCIIOXK-
HEHHE — PeaKLys «TPAHCIUIAHTAT IIPOTHB XO3MHA» B BHIC
MyKO31/1a TIOJIOCTH pTa. B HacTtosiee Bpemst 0 3TOMY TO-
BOZly PeOCHOK MOJy4aeT IUTOCTATHYECKYIO, IPOTHBOBHPYC-
HYIO, TIPOTHBOMHKPOOHYIO ¥ TIPOTHBOTPHOKOBYIO TEPAITHIO.
[TocTaBeH OCHOBHOIT qUarHO3: MyKOTOIHCcaxapuo3 | Thma
(cunapom D'yprepa). IIporpeccupyrommii Kugo3 rpymnoro-
SICHUYHOIO OTJIEJIa ITO3BOHOYHMKA TSDKEJIOW CTENEHHU. YMe-
peHHbIM HIpKHMI mapamnape3. CoImyTCTBYIOIIMIA: COCTOSHUE
MOCJIE  JJIOTEHHOM TPaHCIUIAHTAIMK TeMOIO3THYECKUX
CTBOJIOBBIX KJIETOK. Peakiyst TpaHCIUTaHTaT MPOTHB XO35MHA
B BHJIE MyKo3u/ia rosoctr pra. KpossiHast xumepa. Permmu-
BUPYIOLINI 0OCTPYKTHBHBIN OPOHXUT. XPOHNYECKUH aeHO-
T, BayTpenssis runpouedanust. J[BycTOpoHHSIs cCeHCo-He-
BpaJibHasi TYroyXocTb 1-2 crenenu. [loMyTHEHHE POrOBUIIBI
000uX m1a3. 3aiep>KKa MCUXUIECKOTO PA3BUTHSL.

Opromeandeckuii craryc. TemocinokeHHe ITUCTIPO-



MTOPIIMOHANBHOE, TT0 3a00seBaHmi0. JIoKaIbHEIN Kn(o3 Ha
YPOBHE TPYAOTOSICHUYHOTO OT/IeJIa II03BOHOYHHKA.

B HeBponoruueckom craryce — HWKHUN JIETKUM crna-
CTUYECKUH maparnapes.

IIpu oGcnenoBaHMM HA PEHTICHOTpAMMax MO3BOHOYHH-
Ka: KudoTrueckas aeopMarusi TpyIoNoICHUYHOTO OT/eNa
M03BOHOYHHMKA ¢ BepimHoit Ha Th12-L1 ¢ yrom — 65°, nipa-
BOCTOPOHHHI CKOJTMOTHYCCKUIT KOMITOHEHT — 18° (puc. 6, 0).

KT u MPT no3BoHOYHHKA: CarUTTalbHBIN pa3mep Io-
3BOHOYHOTO KaHaia Ha ypoBHe Th12-L1 cyxen 1o 8,5 Mm.
CHnuHHOI MO3r HE KOMIPUMHPOBAH, OJHOPOJHON CTpPYK-
TYpHI, 3aHAMACT IPAKTHYSCKH BeCh 00BEM MTO3BOHOYHOTO
kaHana (puc. 6, B)

[TokazaHneM K ONEpaTHBHOMY JICUCHHIO SBHJIOCH Ha-
nuare OypHO Iporpeccupyromei nredopMannu T03BOHOY-
HHUKa TSKEJIOW CTENEeHH, HapacTaHWE HEBPOJOTMYECKOU
CHUMIITOMAaTHKH. BBIOHEHAa NpenonepanvoHHas MoA-
TOTOBKa C MPO(UIAKTHKOW 000CTpEeHUsI 00CTPYKTUBHOTO
OpOHXUTA, 000 KOMIIOHEHTOB KPOBH 110 MHIMBU/yab-
HOMY 1o00py (heHoTHUMA.

Omnepanyist: KOppeKIHs W 3aHss WHCTPyMEHTaJIbHas
¢uKcanyst TPyIONOSICHUYHOTO OTAENa MHOTOOIOPHON
TpaHCHEIUKYISIPHON CUCTEMOM. 3aAHUI CIIOHANUIIOES.

ITocneonepaunonHelid nepuoy nportekan niagko. C
LENBI0 KOPPEKIIMH aHEMUH IPOHU3BOAMIACE TPaHC(y3Hs
OTMBITBIX YPUTPOIUTOB — 0€3 0COOCHHOCTH. 3a)XKUBIICHHE
paHsI IepBUYHOE. B HeBpomornyeckoM craryce yimydIieH
TOHYC MBI HIDKHUX KOHEYHOCTEH M TOJNEPaHTHOCTH K
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Harpy3kaM. PeGeHok Beimucad Ha 20 CyTKH MOCIIe omepa-
un. [Ipr KOHTPOIBEHOM OCMOTpE Yepe3 TOJ TTOCie orepa-
un nedopmanys He MPOTPECCUPYET, CTOSHUE WMIUIAHTa
KOPPEKTHOE, HEBPOJIOTUIECKHUH CTaTyc 0e3 yXyIIIeHuUs.

Komnpeccust cnuHHOro Mo3ra

Komrmpeccnst CIMHHOTO MO3ra — KHM3HEYTPOXKAOIIee 0c-
noxxuenne MIIC. AtanroakcuasibHasi HeCTaOMILHOCTD C UC-
XOZIOM B MUEJIONIATHIO U CIIACTUYECKHUI TeTpanapes ONUCaHbl
npu MIIC IV u VI. AkxkyMynsmus [HKO3aMUHOIIMKAHOB
103a] 3yOOBHIHOTO OTPOCTKA MPUBOJAUT K MOCTEIIEHHOMY
Pa3BUTHIO CTEHO3a IMO3BOHOYHOIO KaHala W KOMITPECCHU
CIIMTHHOTO MO3Ta B MICIHOM OT/IelNe TO3BOHOUHMKA. [ToaToMy
npoduIaKTHYecKas (PUKCAITH, 3a9aCTYI0 B COYCTAHUH C JIe-
KOMITpeccrel pekoMeHJoBaHa y Beex marmenToB ¢ MIIC IV
tuma [16]. ITpu MIIC I Tuna otnokerns B obnactu 3yOOBH -
HOT'O OTPOCTKA YMEHbIIAIOTCs nocine nposeneHuss TKM, Ho
B )IaJ'IBHeI\/’IIHeM AKKYMYJIAIUA MOXET BO300HOBHTHCS C MEHB-
el ckopocthio. TakuM 00pa3oM, HECTAOMIBHOCTh U KOM-
MPeCCusi CTUHHOTO MO3Ta BO3MOXKHBI, HO IPOUCXOAAT Peke U
B OoJiee 1o3tHeM Bo3pacTe. ATIaHTOaKCHasIbHasi HECTaOWIIb-
HOCTB YacTO HE BU3YaJIN3UPYETCs MPH OOBIYHBIX CTATHYHBIX
pPEHTIeHOrpaMMax B TOJIOKEHWH CTHOAaHMSI M PasTHOaHMS.
Jis quarnoctuxy nmydie ucnons3osarb KT wmu MPT weit-
HOTO OT/IeNa ¢ PyHKIOHAIBHBIMH TIpoOamu. OyHKITHOHAITb-
Has OICHKa M OCMOTP HEBPOJIOTa OCTAIOTCS OCHOBOIIOJATa-
OIIMMH JIIS BBIIBIICHUS PAHHUX CHMITTOMOB MHEJIOTIATHH, &
MPT n03BOHOYHUKA SIBISETCS «30JI0TBIM CTAHAAPTOM» JUIS
TIOATBEPKJICHNST KOMITPECCHN CITMHHOTO Mo3ra [26].

Puc. 6. ®oro u naHHBIC
JIy4eBBIX METOJIOB 00cie-
noBaHMSI peOcHKa 3 JeT
¢ kudo3oM Ha (oHE CHH-
npoma ['yprepa: a — ¢oro,
BHEIIHUI BUI pebOeHKa
1o onepanuu; 6 — KT, 3D
VRT, cTpyKTypHBIE H3-
MCHEHHS TEN BEPIIMHHBIX
1no3BoHkKoB; B — MPT, T2,
MPH3HAKA KOMIIPECCHU
CIIUHHOTO MO3Ta; T — PEHT-
ICHOrPaMMBl  TT03BOHOY-
HHKA IOCIIC KOPPEKLHH H
HHCTPYMCHTAIBHON (UK~
canmu  gedopmany - Ha
ypoBae Th9-L4 u doro,
BHEIIHUI BI peOCHKa T0-
clie Onepalnuu
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[Maroduzmonorus cTeHo3a MO3BOHOYHOTO KaHala MOXKET
OBITH CIICACTBHEM HApyIICHUS OCCH(HKAINH 3yOOBHIHOTO
oTpocTka. IlepcucTeHIms XpAIMEBOro 3a4arka Mpeipacrona-
raeT K MOBTOPHOM TpaBMaTH3aIMHU WITH Jaxe riepeniomam [27].
TpaBmaruzanyst OTPOCTKA MPUBOAUT K ATIAHTOAKCUAILHOW
HeCTaOMIILHOCTH U THIIEPTPO(HH XPSIIEBON TKAHH BOKPYT 3y-
OOBH/IHOTO OTPOCTKA, & TAKIKE TBEPIO MO3rOBOM 00OJIOUKH 1
JKEIITOM CBSI3KH, 110 JIaHHBIM HEHPOBHM3YyaIM3allMK U OHOTICHN
[2]. Takum 00pa3oM, B OCHOBE KOMIIPECCHU CITMHHOTO MO3ra
JIOKUT COYETAHHE HECKOJIKUX (DaKTOPOB: HECTaOMIBHOCTD
CyCTaBa, TUIEPTPOQHS XPSIIEBON TKAHH M MSTKUX TKaHEH.

Ipn nerkux dopmax MIIC Takke BOSMOXKHO pa3BUTHE
CTEHO3a ¥ MHEJIONATHH, T03TOMY OHH TPEeOYIOT TIIATEIHLHOTO
HaOmonenys. [loka3aHMsIME K ONEPaTHBHOMY BMEIIATENb-
CTBY SIBJIAIOTCS AMAMETp MO3BOHOYHOTO KaHasa MeHee 14 Mm
WM HECTAOMIIBHOCTD B IIEHHOM OTZIENIe TO3BOHOYHHUKA Ooee
8 MM, make MpPH OTCYTCTBHM HEBPOJIOTHYECKOW CHMIITOMa-
THKU. [Ipy HecTaOUIBHOCTH B TIpeenax 5-8 MM ¢ KIIMHHYe-
CKMMM NPHU3HAKAMHU KOMIIPECCHH CIIMHHOTO MO3Ta IPOBOIST
XUPYPrHYECKYIO KOPPEKIHIO B 00bEME JIEKOMITPECCHU U MH-
CTPYMEHTAJILHOTO OKIIUIUTOLIEPBUKONIE3A.

[Mpo¢unakTika 0CTPO Pa3BUBAIOLICHCS KOMIIPECCHH CITHH-
HOTO MO3Ta CKJIAJbIBACTCsl M3 PEKOMEH/AIMA: M30erarb KOH-
TAKTHBIX BUJIOB CIIOPTa ¥ THMHACTHKH, TIPOBOAUTH PEHTTEHO-
rpadro 1meifHoOro oTIeNa NO3BOHOYHNKA C (PYHKIMOHAIBHBIMA
poOaMHu Tepe;1 TOOBIM aHECTE3HONIOTIECKAM TTocooneM [33].

Jucnnasus Ta3a U Ta300eJpeHHBIX CyCTABOB

BxutroyaeT Heopa3BUTHE BEPTIYKHBIX BIIAJMH, CPEIHE-
IO CErMEHTa MPOKCUMAIIBHOTO 3MH(u3a OepeHHON KOCTH U
coxa valga. Ha peHTreHorpammax 310 OTpa)kaerTcsi B BHIE:
3aJIepXKKA  OCCU(UKAIMK JIATEePaIbHOrO yIia BEPTIIY)KHOM
BIIAJUHBI C MOTepeil 3HAUUTENbHOrO ydacTka xpsma. MPT
MOATBEPKIACT JTAHHbIE PEHTreHorpaMM. Takoe coueTaHHOe
TOpayKEHNE MPUBOJUT K HECTAOMIIBHOCTH U TTO3/THEH JIHCIIO-
Kalliy TOJIOBKH OCZIPEeHHON KOCTH, 3HAYUTEIBHO OTpPaHHINBa-
1o1el 00beM JABIKEHUH K TIOAPOCTKOBOMY TN IOHOIIECKOMY

BO3pacTy (puc. 7). BolpaxeHHBIC TUCIIIACTHYECKUE H3MEHE-
HMSl IMEIOT BCE TAIMEHTHI ¢ CHHAPOMOM ['yprepa, a Taxxke
netu ¢ Msarkivu popmavu MIIC L 1T (puc. 8), 11, IV u VI [9].
Hcnionn3oBanue Gukcanyu Oenpa B MOJOKSHUN a0IyKIUH Y
MaJIeHbKUX JIeTeH HE W3Yydasloch MOIPOOHO, P MCCIea0Ba-
TeJei cunTaoT ee Hed()PEKTUBHOM Mepoid, YTO MOXKET TIpH-
BECTH K BTOPUYHOM MBIIIEYHOH Cl1aboCTH U 3ajepxkke (u-
3udeckoro pa3sutus pederka [32]. TKM u @3T, nmo naHHBIM
MCCIIE/IOBAaHNH, HE BIIMSIOT Ha TEUCHHE JHCIUIA3HH, U JIETH C
MIIC I Hy)paroTcst B XUPYyprudecKod KOpPpPEKLHU MaroJio-
ruu. BeneacTBre BBICOKOTO PHCKA Pa3BUTHSI OCTEOHEKPO3a
TOJIOBKH OEAPEHHON KOCTH XHMPYPrHYECKHE BMEIIATeIbCTBA
B 9TO# obmactr He pekomeHnoBaHb! pu MIIC III u IV. Tlpu
VI turre MIIC ponb XupypruvecKuX BMEIIATENILCTB HA Ta-
300€PEHHOM CYCTaBe OCTAeTCS HESICHOW. PexomMeHIyeMsbIit
BO3pPACT Uil PEKOHCTPYKTHBHOM oriepanuu S5-7 JeT, Koraa
V-00pa3HsIil xpsm emie ruokuil. Omucan ciaydaid yCIenrHo-
TO ONEPATUBHOTO BMEIIATENIbCTBA Y peOeHKa B Bo3pacTe 2-X
ner [28]. B crapimem Bo3pacTe XuUpypruueckas KOppeKIus
TEXHUUECKU CJIO)KHEE BCIIEJICTBUE 3aKpBITUS 30HBI POCTa
Y-00pazHoro xpsiia u GOpMUPOBAHS CTOUKOM JIeopMariim
TOJIOBKH Oezipa. XUpypruaveckoe BMEIaTeIbcTBO COCTOUT M3
KOMOMHAIIMN OCTEOTOMHI: OCTeOTOMHH Ta3a 1o Salter-Dega B
Momudukarrm McNerney 11 pacipeHns BepPTITyKHOMU BITa-
JIMHBI ¥ IPOKCHMAJIBHON OCTEOTOMHH Oe/Ipa JTsl COKPAILCHHS
BaJIBIYCHOH nepopmanin mieiiku OeapenHoii koctu. [1o Bo3-
MOKHOCTH OIEpPAaTUBHOE BMEIIATENIbCTBO PEKOMEHYeTCs
MIPOBOWTE O€3 YIIMBAHUS KarCyIbl Ta300€IPEHHOTO CyCcTaBa
B CBs3M ¢ ee OoubInoi TommuHoi (okomo 10 mm) [32]. bes
ONEPaTUBHOIO BMEHIATEC/ILCTBA Y IMAIIMEHTOB IIOCTCIICHHO pas3-
BHUBaeTCsi OOJIEBOI CHHIPOM, HapacTaeT TyroNOJBHKHOCTD B
Ta300€/IPEHHBIX CYCTaBaX C UCXOJIOM B BBIPAKEHHYIO JIHCIIO-
KallMIO TOJIOBKHU O€IPEHHOI KOCTH M MOTepel CIIOCOOHOCTH K
CaMOCTOSITENIFHON X0zb0e. B TO BpeMs kak OTHaJleHHbIE pe-
3YIBTaThl PEKOHCTPYKTHBHON XUPYPIHHU YBEINYHBAIOT 00bEM
JIBIDKEHUI M COXPAHSIOT CIIOCOOHOCTB K X0p0¢e [28].

Puc. 7. Pentrenorpamma Tasa, npsimasi mpoekuust (a) u no Jlaynmreiiny (6), pedenka (nesoukn) 14 et ¢ cunapomom Mapoto-Jlamu (MIIC VI
tHna). OcTeoeCTPyKTHBHbIE POLIECCH B 00JIACTH TOJIOBOK OEIPEHHBIX KOCTEH

Puc. 8. Pentrenorpamma Ttaza, npsimas
npoekuus, pedeHKa (Majbdnka) 6 JeT
¢ cunapomom Xanrepa (MIIC II Tuma).
OcTeonecTpyKTHBHEIE IIPOLECCH B 00-
JIACTH TOJIOBOK OCIPCHHBIX KOCTEH



OnucaHbl €IMHUYHBIE CIy4au YCIEIIHOrO OIepaTUBHO-
ro Bmemarensctsa npu MIIC y nanuenTos crapie 20 get.
OmBIT TPOTE3MPOBAHMS Ta300€/IPEHHBIX CYCTAaBOB OYCHb
orpannueH. S. O'hEireamhoin ¢ coaBropaMy ONMCHIBAIOT
CITyJail SHIOnpoTe3npoBanus y manueHTkn 23 aer ¢ MIIC
IH (cummpom I'ypnep). s Hamieit cTpaHbl yHHUKaITEHBIM
SIBJISIETCS JAXKE BO3PACT JAOKUTHS TIPU TAKOM THIIE MyKOIO-
JIMCaxapyu03a, a He TOJIBKO OMBIT MOJOOHBIX ONEPATUBHBIX
BMEIIATENbCTB TIPU JJAHHOM JHarHo3e. B ommcaHHOM KiH-
HMYECKOM CIIyJae JMarHo3 ObLI yCTaHOBJICH B Bo3pacte 10
JTHEW KHU3HU U B Bo3pacTe 20 MecsIIeB YCIEIIHO MPOBe/IeHa
TKM. B nanbpHeiiineM B MSATUIETHEM BO3pacTe MPOBEEHA
JIByCTOPOHHSISI OCTEOTOMMUSI Ta3a 1o Salter B CBsI3U ¢ uCILIa-
3uei Ta300epeHHbBIX cycTaBoB. C 19 JeT manyeHTKa Hadana
xaoBarbesi Ha 0o B nieBoM Oezpe. [Ipn MPT nosicanu-
HOTO OTZIeNIa MO3BOHOYHHKA CTEHO3a IMO3BOHOYHOIO KaHAsa
BbIABIICHO He Ob110. C 19 1o 23 1eT mpomncXomuiio HapacTa-
HHE 00JIEBOTO CHHIIPOMA, OOITb PACTIPOCTPAHIIIACH Ha JICBYTO
TIaXOBYIO 00JIACTh, EBYIIKA MEpecTana XOAUTh M UCTIONb30-
BaJla aHAJIBICTUKN eXeHEeBHO. [Ipn ocmoTpe obparany Ha
ce0st BHUMaHHE TYTOIOBIKHOCTh B JIEBOM Ta300€APEHHOM
CyCcTaBe M OTCYTCTBHE NPH3HAKOB IOBPEXKICHUs nepude-
pUYECKUX HEPBOB WM CUMIITOMOB HaTsbkeHus. Ha npsimoit
PEHTreHorpaMMe Ta3a BBISIBIEHA JIBYCTOPOHHSIA TUCILIa3Us
Ta300€/IpeHHBIX CYCTaBOB C JIEreHepalell U pa3pylieHueM
TOJIOBKH JIEBO# OenpennHoit xoctu. [Ton crimuansHOM aHecTe-
3MeH IPOBEAEHO YHAONPOTE3NpoBaHKe. Yepes 2 rofa AeByli-
Ka MOIVIa CAaMOCTOSITEIEHO XOIUTh U BEPHY/IACh K MPEIbITy-
IeMy YPOBHIO TTOBCEIHEBHON aKTUBHOCTH [ 14].

Genu valgum

PaspuBaercs y gereit ¢ MIICIV Tmma, MIIC I,
MIIC VI. Tloka3anmeM K XHPYPTUYECKOH KOPPEKITUH
SBIISIETCSL OOMNbIIeOepIIOBO-OeipeHHbIA yron Oomee 15°.
BBINONHSAIOT TPaH3UTOPHBIN (BpeMEHHbII) remMudnuu-
3u0ze3. bonee coBpeMEHHON METOAUKON KOHTPOJISI MeTa-
(u3apHOTO pOCTa SBISETCS UCIOJIB30BaHKE TIACTHH THITA
«Eight-Plate» (Orthofix) [1, 4, 20]. DT racTuHBl MOTYT
OBITH MCIIOIB30BAHbI y MAJICHBKUX JieTei. Takxke BOZMOX-
HO IIPOBEICHUE OCTEOTOMHHU OOIBIICOSPIIOBON KOCTH WIIN
JMCTaJIbHONM YacTH OenpeHHoN kocTH. OCTEOTOMHS SIBIIS-
eTcs Oosiee MHBAa3UBHBIM BMEIIIATEILCTBOM U IPUMEHSIETCS
y JeTeil ¢ BEIpaKeHHBIMH Ae(hOPMAIISMH U TIPH aHATOMH-
YECKHX OCOOEHHOCTSIX, KOTOPBIE HE IO3BOJIIOT yCTaHO-
BUTbH IJIACTHHY WJIM CKPETKK (MaJCHbKUI BO3PACT) WK B
cTapIiieM BO3pacTe, Korja pocT yke mpekpartuics [32].

ITomumo nedopmariuii Ha MOBCEIHEBHYO aKTHBHOCTh
pebeHKa BIMAIOT TYTONOABMKHOCTh U KOHTPAKTYPHI B KO-
neHHbIX cycTaBax. @3T oka3bIBaeT MOJTOKUTEIBLHOE BIIHS-
HUE Ha yBeJnyeHne oobema qBrkeHuil. CoaBTOpBI CTaThU
obnanarot onbrroM 3T npu MIIC I Tuna. [Tocne nepoit
nH(Y3UH dmManpassl 1 7-IETHUH TTOIPOCTOK CMOT BIIEPBEIE
3a 10 et npucects Ha KOPTOUKH.

3agep:kka pocra

HuszkopocnocTs pa3HO#l cTeneHn XapakTepHa sl BCeX
tunoB MIIC. Kak mpaBuio, mpu poXICHHH AETH UMEIOT
CpeHNE TOMYIALMOHHBIE TOKAa3aTeIM MAcChl M JJIMHBI
tena. [Tocne 4-8 et HadYMHASTCSI OTCTaBaHUE B pocTe. ITO
pe3yasTaT CoYeTaHWs SHAOKPUHONATHH, 3aIEP’KKU IHJIO-
XOH/IPJBHOTO OKOCTEHEHUs M JiehopMalnii 0CeBOro cke-
nera (B oCHOBHOM Kudosza u genu valgum). M3menenust B
LIMIIKOBUHOM *Keje3e, IUTOBUIHOM Kene3e, TeCTUKYIax
1 SMYHMKAaX BBISBICHBI IIPU AyTOICHSX W MOITBEPIKICHBI
Ha >kuBOTHBIX Mozeisix MIIC. Bo3amoxHol npuunHON Ha-
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PYILLEHUs pocTa SIBISIETCS HapyIIEHWE IUTOKUHOBOW pery-
JSIIUM BCJIEACTBHE aKKYyMYJUSIIUM TJIMKO3aMHHOIIIMKAHOB.
Hetu ¢ MIIC I nocne TKM paroT ckadok pocra ¢ nocre-
TICHHBIM CHIDKEHHEM TEMITOB POCTa K 8-JIETHEMY BO3PACTY.
Poct Takux meTel YeTKO KOPPEIHPYET C BO3PACTOM IIPO-
Beneans TKM u ucronp3oBanneM irydeBoit Tepanin. O3T
MIPUBOANT K YITyUIICHUIO TTOKa3aTeel pocTa, 0COOCHHO Jie-
Teit mperry6eprarnoro Bozpacta ¢ MIIC I u VI tunos [24].
Hawmnyume pesynbrarsl M0 KOCTHO-MBIIIEUHOH cucTemMe
noydeHs! mpu Hadasie @3T B MitaieHYECKOM BO3pacTe.

Bompoc HazHadeHuWsi TOPMOHA POCTa SIBISIETCSl CHOP-
HbIM. CyIIECTBYIOT JaHHBIE O IMOJIOKUTEIBHOM BIHSHHUN
MIPUMEHEHHsI TOPMOHA pOCTa NPU MYKOIOJIMCaxapu03ax,
HO OIIBIT KpaifHe orpannyeH. [Ipu BBeZeHUH ropMoOHa po-
CTa CYIIECTBYET PUCK YCKOPEHHS TIPOTPECCHPOBAHUS Jie-
(hopmanmii MO3BOHOYHHKA (B 4aCTHOCTH Ku(o3a). Polgreen
C COaBTOpaMH OICHUBAIH YPPEKTUBHOCTh TOPMOHA POCTa
y 8-mu mereit ¢ MIIC I tuma (cuaapom I'ypriep) mocme
TKM. Tepamus Obiia mpepBaHa y OIHOTO peOeHKa B CBS-
3u ¢ (OPMHUPOBAHHEM ITOBTOPHOTO MOABHIBUXA TOJNOBKHU
OepeHHON KOCTH Ha OTIEPUPOBAHHOM Ta300eIPEHHOM CY-
craBe. Ha ¢oHe Tepanuu oTMeyanoch MporpeccupoBaHue
kn(03a y OJJHOTO MaIMeHTa, CKOJIN03a Y OJJHOTO peOeHKa 1
genu valgum B omHOM ciyvae [15].

AHecTe3n0JI0rHYeCKOe Mocodne

Js kaxxnoro manuenta ¢ MIIC nenecooOpasHo cooT-
HOCHTH HEOOXOIMMOCTH OIEPATUBHOTO JICUCHHS] M PHCKH,
CBsI3aHHBIC ¢ o0miel aHectesner. OOIIME PEKOMEHIAIIN:
KOMIUIEKCHOE OOCIIeIOBaHNE C TPUBICYCHUEM MHOTOIPO-
(hUITPHOTO KOHCHWIIMYMa, TPEAOTICpaIliOHHAs TTOATOTOBKA C
YUETOM pEKOMEHIAIMi M JAaHHBIX OOCIeOBAHIS, HaOMI0-
JICHUE TTAIIMeHTa B PaHHEM IOCICONEPAIIIOHHOM TIEPHOJIE B
OT/ICJICHUH PeaHNMAIIMK WIIA MHTEHCHBHOM Teparny He3aBu-
CHMO OT 00beMa OIepaTHBHOIO BMEIATEIIbCTBA, TIPOBE/ICHHIE
JF000r0 OMEPaTUBHOIO JICYSHHS TOJBKO B MHOTOIPO(HIIb-
HBIX CTAallMOHApax ¢ peaHUMAIIMOHHBIM OTAeeHueM [32].

Hao0nronenue u Busyanuszanust

B Hacrosimee Bpemsi HET CTaHIapTOB IO HaOIroIe-
HUIO B JIMHAMHUKE TAI[MEHTOB C JUarHO30M MYyKOIOJIHCa-
xapu03. IHOCTpaHHBIC UCTOYHUKHU W OITBIT 3apyOeKHBIX
KOJUTST HOCST PEKOMEHIATeNBHBIN Xapakrep. Vcxoms u3
STHUX JaHHBIX, TAIICHTOB C MYKOTIOJINCAXapHUI030M HE00-
XOIMMO TIIATENFHO HAOIIOAaTh, KOHTPOIUPYS TeMIbI (Hu-
3MYECKOTO M IICHXOMOTOPHOTO Pa3BUTHS, MTOBEJCHHE, Ja-
OOpaTopHbIC MCCIIEIOBAHMS, TPOBOIUTD JTyYEBbIE METO/IbI
JIMarHOCTUKHU M KOHCYJIBTAllMK CHEUAIUCTOB PA3IMYHOTO
npoduis kaxabsie 6-12 mec. [Ipu ObicTpoM mporpeccupo-
BaHWU 3a0osneBanus yanie [18].

VY nerell ¢ aMarHo3oM MyKOIOJIMCaxapHJ03 HeoOXo-
JIIM PETYISPHBIA OPTONEANYECKUI, HEBPOJIOTHYECKHN 1
PEHTICHOJIOTHYECKUH KOHTPOJIb MATOJIOTUH TTO3BOHOYHU-
Ka, Ta300eIPCHHBIX CYCTaBOB M HIDKHIX KOHEYHOCTEH (CM.
Tabmn. 2). [Iporpeccuro kngo3a B rpyIOMOICHIIHOM OT/Ie-
JIe TIO3BOHOYHHUKA CIIEAYET OICHWBATh HAa PEHTTCHOTPaM-
Max TPYIHOTO U TOSICHUYHOTO OT/IEJIOB TIO3BOHOYHHUKA B 2
MIPOEKITNAX C 3aXBaToM Taza. CTeneHb NCKPUBJICHHUS OIle-
HUBaeTcs myTeM m3Mmepenus yrna Koo66a. leiinsrii otnen
MO3BOHOYHMKA OLICHHBAETCSl HA OOKOBBIX PEHTICHOIPaM-
Max B MOJOKEHHH MaKCHMAJBHOTO CrMOaHusi U pasruda-
Hus, 3a uckiodenneM IV tuna MIIC. I1pu HEBO3MOXKHO-
CTH MHTEPIIPETALIMN PEHTITCHOBCKHX CHUMKOB ITPOBOJIUTCS
KT mrefinoro otnena ¢ GpyHKIMOHAIBHBIMU TPOOAMHU B I10-
JIOKCHUY CTHOAHUS U pa3THOAHMS.
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Ta6muua 4

Puckn aHecTe3MOI0rnIecKoro nocobus, o0ycIoBIeHHbIE aHaTOMIYecKUMHU ocoberHocTsiMU ipu MITC u ux npoduiaktrka

* PECTPUKTHUBHBIC U3MCHCHUA

JAbIXAaTCIIbHBIC
B JICTKHUX

IIyTH, JICTKUE

5. Ilocne sxcTyOanyy BBICOKHN
PHCK OTeKa JIETKUX.

Cucrema | AHatoMuueckue ocoOeHHOCTH |  PHCKM aHEeCTe3HOI0THIECKOro MepomnpusTus 1o Npo(UIaKTHKE
OpraHoB npu MIIC ocoous OCJIOKHEHUH
1. BpIcOKasi CKIIOHHOCTB K OTEKY 1. Bo3mokHO OoJiee paHHSA SKCTYOALHs.
* MaKpoOIJIOCCHS, CJIM3HUCTON M PA3BUTHUIO OCTHHTY-
* TUIepTpOoHst AACHONUAOB U | GAIIMOHHBIX CTEHO30B.
MUHJAJINH, 2. O6crpyknun B/IT naxe uepes 2. Mcnonp30BaHNe UHTASALMOHHBIX KOPTUKO-
Bepxuue * OrpaHMYEHUE JBWKEHNI B [ 27 9acoB mocie onepaTuBHOTO CTEPOUIOB JI0 U MOCTIEe HHTYyOAlnH/HapKo3a.
JIbIXaTeIbHBIC | BHCOYHO-HIDKHEUCIIOCTHOM | BMEILIATeIbCTBA.
nyta (BJII) |cycrase, 3. Puck TpaxeoMansiuu. 3. IIpoBeeHNE KOPOTKHUX OTIEPATHBHBIX BME-
* [IOBBIIICHHAS CEKPELIUs IIaTEIECTB Ha MACOYHOM HApKO3€.
TYCTOTO U BA3KOTO CEKpeTa, 4. Yacras He0OXOIUMOCTb B 4. CoBMeleHHE MAJIBIX ONIEPATUBHBIX
* THIIOIUIA3HsI XPSAIIEH Tpaxen |ypreHTHOW perMHTyOaluu/Tpaxeo- | BMEIIaTeNbCTB JUIsl COKPALICHNs KOJIMYeCTBa
CTOMHHU. HapKO30B.
Huxuue

* KOpOTKasl 1es,
* OTpaHUYCHHE JBMKCHHUH
B IICHTHOM OTJIeIIe

6. Bpicokuii puCK TpaBMaTU3aluu
CTMMHHOTO MO3Ta MPH Mepepasru-
0aHWUU B IICHHOM OT/IElIe T03BO-

5. Pentrenorpadus meiHoro oT/IENa 110-
3BOHOYHHKA C (PYHKIMOHAIBHBIMH ITPOOaMH
Triepe; JTF00BIM aHECTE3HOJIOTHIECKUM TT0CO-

JCreHepanus KiarnaHoB HOCTb.

IO MO3BOHOYHUKA, HOYHHKA C Pa3BUTHEM NAPE30B 1 OouneM. 5
°* 4acTO CTEHO3 MO3BOHOYHOTO | Mapaindei. 6. OcMOTp HEBPOJIOTa B ITOCICONCPAIIMOHHBIN
KaHaja U HECTAOMIBbHOCTh MIEPHO/I.
B aNIAHTO-OKIUITUTAIEHOM
COYJIEHEHU U
Cepreusio- * rHIIepTPOHUIECKast 7. HapyieHust mpoBOMMOCTH. 7. Ob6s13aTeNbHBINA OCMOTP KapIHoJIora.
COCYMHCTas KapIHOMHOTIATHS,
cneTeMa * MUKCOMAaTO3Has 8. Octpas cepneunas Henocrarod- | 8. OKI u Y3U cepana mepen onepaTHBHBIM

BMEIIATCIILCTBOM.

Kaxxaslit manueHT npu nepBUYHOM OOpaIieHuu A0J-
JKeH OBITh PEHTTEeHOJOTHYecKH obcienoBaH. JlaHHBIE
nepBoro oOcjenoBaHUs B JajbHEHIIEM HCHOIB3YHOTCS
JUISl OLICHKH B IMHAMUKE IIPOTrPECCUPOBAHMS HITH KOHTPO-
151 nepopmanmii. [Tocnenyronye xyueBbie 00cie0BaHHS
BBITTOJIHSIOTCSI Yepe3 Kax/ple 1-3 roga B 3aBUCIMOCTH OT
KJIMHUYECKON KapTHHBI M HAJIWYHS WM OTCYTCTBHS (ep-
MEHT 3aMEeCTUTEIbHON NN WHON Tepanuu.

MPT mreiiHoro oraeira MO3BOHOYHHWKA HEOOXOIMMO
MOBTOPSATH €XerofaHo. MPT rpynonoscHUYHOTO oTxaea
MT03BOHOYHMKA MPOBOAMUTCSA NPH TEPBUYHOM 00CIEN0-
BAaHHMH, OBTOPHOE OOCIEAOBAHNE PEKOMEHIOBAHO MPH
3HAYUTEJILHOM NPOrpecCUpoOBaHUU K032 WK PH T10-
SIBJICHUU HeBpOJ’IOFH‘leCKOfI CUMIITOMAaTUKHU I/I/I/IJ'II/I JaUC-
(YHKIIMH Ta30BbIX OPraHOB.

Pentrenonoruueckoe oOcieAOBaHHEe Ta300eqpeH-
HBIX CyCTaBOB IPOBOAAT cTosl. Jlmcmiasuio Taszobe-
JIPEHHBIX CYCTaBOB y JIeTEH ¢ HE3aKPBITOW 30HOH pocTa
VY-00pa3Horo xpsiiia OLEHUBAIOT, MCIONB3Ys aneTaly-
NApHBIA HHIEKC (HopMa MeHee 20°). YV manueHToB ¢ 3a-
KpPBIBIIEICS POCTKOBON 30HOU ucnoiab3yercs yroi [ap-
ma (Hopma meHee 39°). Yron Bubepra ucmomsiyeTcs y

JleTell cTapuie 5 JeT Wiu B TOM Cilydae, KOrna CTeIEeHb
occU(UKAIMK TOJOBKH OEIPEHHOH KOCTH MO3BOJISET
HaiiTu ee neHTp (Hopma Oosee 20°). Ouenka yrna Bu-
Oepra rnmpoBoauTCst COBMECTHO ¢ yrioMm [llapna unm ane-
TaOyIsIpHBIM HHACKCOM. [22, 23]. 3naucnue yria [[lapna
Mexay 39° u 42° ABnsA0TCS BEpXHEHN IpaHUIled HOPMBEL,
Oomee 42° — TpakTyeTCs KaK JUCIUIA3HUSA.

Jns omeHku aedopManuii HIDKHHX KOHEYHOCTEH
HEOOXOAMMO YUHUTHIBATh OPHUEHTAIIMIO CYCTABHBIX IO-
BEpXHOCTEeH OeApeHHONH H OOoNbIIeOepIOBON KOCTEH
OTHOCHUTENIBHO AaHATOMMYECKUX U MEXaHHYECKOH OCEH.
BBINONHAIOT PEHTIEHOJIOIMYECKUH CHUMOK B IPSIMOH
npoekuuu. [l OLEHKM CTeNeHU BajblycHOU nedop-
Mallid HWKHHUX KOHEYHOCTEH HCIONB3YIOTCS CIEAYIO-
mue pedepeHTHbIE yIIIBI: JaTepalbHbIH AMCTAIBHBINA
6enpennsiit yron (LDFA) u MeauanbHbIi IPOKCUMAIIb-
HbIH THONaNBHBIN yron (MPTA). HopmansHoe 3HaueHne
LDFA coctaBnser 85-90°, B cpeanem 88°. HopmanbHoe
3Hauenue MPTA cocraBuser 85-90°, B cpegnem 87°.
Jis  Mykomoimcaxapuo3a XapakTepHa BaJlbI'yCHas
nedopmamus 60TBIICOESPIIOBON KOCTH CO 3HAYCHHEM
MPTA 6omee 90°.

3AKJIIOYEHHUE

Mykomoaucaxapu03 — peAKOe U B OOJIBITHHCTBE CITy-
4aeB TSDKEJIOE Mporpeccupyroiiee 3aboieBanue. PanHss
IUAarHOCTHKA SBJISETCS Ba)KHBIM acIEKTOM, I103BOJISIO-
MM HMCIOJIb30BaTh pa3Hble MOAXOAbI K Tepanuu. He-
CMOTpsl Ha YCIIEXH Tepaluu, CBA3aHHbIE C BHEAPEHUEM
@®3T u TKM, Oonpimas 4acTh MAIlMEHTOB HYKIACTCA B
opTomenndeckoil koppexmuu. [IpaBuIpHEBIN BRIOOp MTOKA-
3aHHHN, CPOKOB OIIEPATHBHOTO BMEMIATEIECTBA, AHECTE3H-
OJIOTHYECKass MOATOTOBKA SBISIOTCS 3aJI0TOM YCIIEIITHOTO
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UCXO0lla XUPYPIHMUECKOM KOPPEKLMM, HAIpaBJICHHON Ha
yAy4llleHHe Ka4ecTBa U NPOJOKUTEIbHOCTH KU3HU. [
nanuentoB ¢ MIIC, yunTsiBast MHOTOpoUIIBHBII Xapak-
Tep MOpaXKeHUs, KpaliHe BajkeH MYJIbTHIUCIUIIINHAPHBIN
NOAX0J M HaOmoeHne pedeHKa TPYNIoi CrenuaIncToB
JUISL JI9IIEero KOHTPOJIS TPOTPECCUPOBAaHUS 3a00IeBaHHs
U CHWKEHHS PHCKA BO3MOXKHBIX OCIOXKHEHHH, yrpoxkKaro-
HIMX 110 Pa3BUTHIO PaHHEH MHBAIMAW3ALMKA U CHIKECHHS
KaueCcTBa XKHU3HHU.
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