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Myxonoaucaxapudos (MIIC) — opghannas namonoeus, Xapakmepuzyemas nOAUMOPGHUIMOM
KAUHUHECKUX NPOAGACHUL U, 6 HACMHOCMU, PA36UMUEM MUNUHHBIX CKEAeMHbIX USMEHEeHU.
O0HAKO KAUHUYECKAA KAPMUNA 3a001€6aHUA 6 PAHHEM 603DACME 00BONbHO CKYOHAA, MO 00y~
CA08AUBACH HOCHIAHOBKY HENPABUABHO20 OUAZHO3A, d SHAUUM, U HEAPABUAbHOE BEQeHUE N~
eHMOG, 6 MOM HUcAe ¢ HEONPABOAHHLIMU Onepamuensimu emewamenscmaamu. Ilpedcmasneno
ONUCAHUE DPAHHUX KAUHUKO-PEHMEEHOA0SUHECKUX UBMEHEHULl, XAPAKMEPHbIX O MYKORo-
aucaxapudoza 1V u VI munoe, nozsoanomux KaKk MONCHO paHeuie 3anodospums passumue
3abonesanus, nposecmu Heobxodumoe obcaedosanue ¢ 00A3aMeAbHbIM HOOMeepdIcoeHem
¢ nomowwio dannwvix [ HK-0uaenocmuiu u nOCAEOVIOUUM HAZHAYEHUEM HCUIHEHHO HE00X00U -
Mol hepmenmozamecmumenvroil mepanuu. Pannaa duaznocmuKka u HQ4aA0 3MUOMPONHO20
NeHeHUs!, CG0e-BPeMEHHAS KOPPEKUUA 603HUKAIOWUX HAPYWeHUIl obecneduaarom npedynpexc-
derue hamanbHbix 0CA0NCHEHU.

KnoueBble CJ0BAa: MyKONOIMCAXApHIO3, TIMKO3AMUHOIIMKAHBL, CMHIpOM MopkHo,
cuaapoMm Maporto — JlaMu, TMarHOCTHKH, JedeHue, (pepMeHTO3aMeCTUTEIbHAS TCPAIlns.

Early Diagnosis and Treatment of Patients with Mucopolysaccharidosis IV and VI
L.K. Mikhailova, T.V. Sokolova, O.A. Polyakova
N.N. Priorov Central Institute of Traumatology and Orthopaedics, Moscow, Russia

Mucopolysaccharidosis (MPS) is an orphan pathology characterized by polymorphism of clini-
cal manifestations and development of typical skeletal changes. However in early childhood the
clinical picture is not clear that leads to misdiagnosis and results in inadequate management of
patients including unjustified surgical intervention. Early clinical and roenigenologic changes spe-
cific to mucopolysaccharidosis IV and VI that enable to suspect the pathology development, to
perform required examination with compulsory confirmation by DNA testing results and prescribe
vital enzyme replacement therapy as soon as possible are presented. Early diagnosis and initiation
of etiotropic treatment and timely correction of the occurring pathology ensure prevention of fatal
complications.
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Beepenue. Myxonomcaxapuznos (MIIC) — 3abo-
neBaHMe, oTHOcAlleecA K 27-1 rpynne JM30COMHBIX
boJsiesnell HakoreHnsi. B cOOTBETCTBUM C MEXyHa-
pomHOI Knacceuduraimen acmtasmii ckenera 2015 T
Bolfesaero 6 tunos u 12 nogrumos MIIC [1], obycnos-
JIEHHBIX HEJOCTATOYHOCTBIO OLHOTO M3 JIM30COMHBIX
depmenros. B pesysabTraTe reHetmdeckoro gedexrta
TepseTcsd KaTaJIUTHYecKasa aKTUBHOCTE OJHOIO U3 JIM-
30COMHBIX (DepPMEHTOB, KOTOPEIE IPHMHNMAIOT y4acTue
B KACKAJHBIX pPeaKIMAX PacllelJeHns IIMK03aMy-
HoraurauoB (I'ATY), HeoOXOMMMBIX AJIA NOANEPKaHUA
HOPMAaJILHOTO POCTa M roMeocTasa TKaHel, MPoMCcXo-
T HakorieHe AT B DoabImx KoJau4yecTBax B JIM-
30COMax KJIETOK, YTO IPUBOAUT K He0OPaTUMBIM M3Me-
HEHMAM BCeX CHCTEeM OpraHKuaMa [2].

VameHeHUA CO CTOPOHBI KOCTHO-MBIIIEYHOM CHCTE-
MBI PagHOI CTENEeHNM BBIPAXKEHHOCT) BO3HMKANT MPK
Beex Tumax MIIC, onHako BeIpasKeHHBIE OPTONEAMIe-
CKME TTPO0JIEeMBI Uallle BOZHMKAIOT ¥ NAaLMEeHTOB C My~
Komosmcaxapugosamu I, IV, VI tunos [3, 4]. ITogpo6Ho
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ommcaTh 0cOGEHHOCTH paHHelN JMarHOCTUKN 1 JeYeHMA
MIIC B mesnom 1 MIIC I Tuna c ero nonTunamm u BO3-
MOKHOCTAMM 3TUOTPOITHOTO M MAaTOTeHETUHECKOTO JIe-
YeHMA B YACTHOCTU B OJHOI CTATHE HEBO3MOMKHO, MO-
aromy Mbl ocranosumes Ha MIIC IV u VI tumos.

Myxononucaxapuno3 IV tuna (cuaapom Mopkio)
B 1929 r. BmepBble omucaJy ypyrBalickmii menm-
atp L. Morquio u anrymiickuit Bpay J. Brailsford [5].
Myxonomcaxapunos VI tuna kax saboneBanye Ob17I0
ommcano B 1963 r. hpanrysckumu negmatpamu P. Ma-
roteaux n E. Lamy (curnpom Maporo — Jlamu) [6].
Tonynaumnonnasa gacrora MIIC IV Tuna cocraBisger
1 1a 76 000—1 420 000 sxmBbIX HOBOPOXKAeHHBIX, MIIC
VI tunma — 1 wa 207 000—2 000 000. K comxasenu:o,
B Poccuy nomysANMOHHAS HACTOTA HE ONpPeneIeHa.
Tun macaemoBauus MIIC IV u VI Tunos ayrocomuo-
pereccuBHbIii [2, 4].

Ha sape mayuenmua MIIC xupyprudeckoe Jeue-
HIe TIPOBOIMJIOCH PENKO — II0 BUTAJIbHBIM I[IOKA3a-
HIMAM BBLINTOJIHAJACH [EKOMIIPECCUs CIIMHHOTO MOS3ra,
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a opToNeNMYecKie Oollepalyuy CBOAMJINMCH B OCHOBHOM
K yCTpaHeHu genu valgum u dwuxcammm B cremm-
aJbHBIX MIMHAX IPHU CHMHIPOME KaplaJibHOTO KaHAJa.
Opuaxo pesynbTaThl JaHHBIX Onepainii Helb3da ObLIo
NPU3HATh yAOBIETBOPUTENbHbIMU [7]. C nossmeHnem
npenapaToB A epMeHT03aMEeCTUTEJLHOI Tepa-
my (P3T) npu naHHBIX TMOax martosormu (8] craso
BO3MOMHBIM 3aMeIJIMTh pa3BuTHe He06pa'r1/uv1b1x 3=
MeHeHHIi CO CTOPOHBI OPraHOB I CHUCTEM, CHUZUTDL Be-
POATHOCTb BOSHUKHOBEHMA U CTElleHb BBIPAMKEHHOCTN
OCJIOMHEHNI, BBI3BAHHBIX OCHOBHBIM ITOJIMOPTaHHBIM
3aboJieBaHMEM, a 3HAYNT YJIYULINTE KA4eCTBO KU3HN
naiyeHToB. HecMOTpA Ha COBEPLIEHCTEOBAHME METO-
AVIK OTIepaTUBHOTO JIeYeHUs I CII0co60B aHeCTe31M, MBI
IoJIaraeM, 4To XUPypPriudecKoe JedeHne 3TUM [IaleH-
TaMm [MOKa3aHo JIMIIb 10 KM3HEHHBIM MOKA3aHUAM U B
CJIy4ae BBIPAMKEHHOTO OTPaHM4YeHus (PyHKIuUil opra-
HOB U cucTeM. PaHHee BoIABJIeHME, IMHAMUYECKOE Ha-
Hmionenne U palMoOHANBHOE KOHCEPBATUBHOE JIeYeHe
MO3BOJIAT 3aMEJUINTE MPOrPECCHPOBAHME CUMIITOMOB
MIIC i cHM3UTDL NOTPeGHOCTH B ONEPALMAX, CONps-
SKEHHBIX C BBICOKMM aHECTEe3MOJIOIMYECKIM PHCKOM.

B cBA3M co ckazaHHBIMM BBIIIE LEJBH UCCIIEN0BA-
H1A OBIJIO JATh XapaKTePUCTUKY PAHHMX POABJIEHNUI
MIIC, ocHOBBIBafiCh Ha NAHHLIX JIMTEPATYPhl U €O6-
CTBEHHOM KJIMHIYECKOM OITBITE.

C 2009 r. nox wammwm vabmogennem B IIMTO Haxo-
nures 21 nanument (19 cemert), nz gux ¢ MIIC IV tumna
(curgpom Mopkuo) 8 npobannoB — 1o 4 KeHCKOoro u

Pue. 1. O630pHas peaTreHorpamMma Tasa namuestr ¢ MIIC IV
THIIA.

@ — BozpacT 2,5 roga: NpaBuJIbHaA HEHTPalUMA roJoBok Genep,
6 — Bospacr 6 Jjer: meueHTpalMA TOJOBOK OeJpeHHBIX KOCTEeld,
HeJIb35 UCKJII0YMTh NOABBIBMX B 000MX Ta300e/IpeHHBIX CyCTaBaxX.
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my»ckoro nojya, ¢ MIIC VI runa (cunppom MapoTo —
Jlamn) 13 naumenror (9 npodbannos, 4 cubea) — 8 sken-
CKOT'0 TI0J1a, D MYXKCKOTO ToJia (5 4eJioBeK ¢ TAMKeJIoNn
dopmoit MIIC).

KRananyeckue nposBiieHns

MaTennexT y Becex HaOJI01aeMbIX HAMM NIAIMEHTOB
¢ MIIC IV u VI TunoB coxpaHeH.

[Tpu poxcaennn pebenra ¢ MIIC knmundeckne mpo-
ABJICHNSA, KK MPaBUJI0, HETUIIMYHBI, OJHAKO YV MaTe-
peit Beex 8 marmenTos ¢ MIIC IV tuna, HabmogaeMbix
B [TVITO, 611 OTATOIIEH AKYLIEPCKUIT AHAMHES3: BO3-
HMKaJa yrpo3a NpepbiBanusa ODepeMeHHOCTH, B 3 CIIy-
yaax Ob11 KpynHei mnog (4,1, 4,6, u 4,15 kr). ¥ marte-
peti 9 ua 13 narmenrtor ¢ MIIC VI tuna 6epemenHocTs
npoTekasa Ha hoHe TOKCHMKO03a 11 OTMEeUaJICA KPYIIHBI
nnon (bonee 4 xr). Ilpu poxaenmn y geteit ¢ MIIC Bei-
ApJadgeTcA caabocTs MBI OPIOIIHON CTEHKM, pacIin-
PEHHOE ITYIIOYHOEe KOJIBIIO (I/[MEJIO MeCTO ¥ BCeX HalllMX
NalMeHTOB), HepeJKo — IaxX0oBble TPLIKYU (Vv 5 mamm-
entos ¢ MIIC VI tuna, 1ByM M3 KOTOPLIX BEIOJHEHA
TEPHMOILIACTUKA).

[Tepsbie npusnakyu MIIC BozHMKaAMM yixe HA mep-
BOM TOY 3XM3HU: OrpaHMYeHne ABIDKEeHNI B Tasobe -
PEHHBIX M JIOKTEBBIX CYCTaBaX, YKOPOYeHME TYJO-
BUIA B DOJIBIIEH CTEIIeHM, YeM KOHEeYHOCTe!. ¥ BCex
Habmogaembix Hamu 6oasHBIX ¢ MIIC IV u VI Tunos B
BO3pacTe 1—6 Mec 3M3HM OPTONE L] JUATHOCTAPOBAIN
«IMCILJIA3MI0» Ta300eJPEeHHLIX CYCTABOB: BBIABJIAIM
orpaHndesye oTeefeHus begep o 35°, B CBA3U C YeM
IPUMEHANM OTBOJANIIME IIMHBI — MOAYIIKY Dperika,
mwyHy Bunercrkoro. OjHaKO B mpoliecce JIeYeHUs He
yhaBsanock [0OMThCA IOJHOrO OTBejeHus Oemep
(hopmuporanack nedopMalys roJoBoOK Gesep u BepT-
JIYKHBIX BIaguH (puc. 1, 2).

Haxonienne 'AT" Bo Bcex MAMKOTKAHHBIX CTPYK-
Typax IbIXaTeNbHBIX IyTel XapakTepu3yeTca TUIep-
Tpodueli MUHIAJIMH 1 aIeHOMOB, CYsKEeHeM Tpaxen,
BpoHXOB, YTOMNIIEHMEM HAIrOPTAaHHMKA M TOJIOCOBBIX
CBA3OK, yBeJIMYeHMEM A3bIKA, HEPEAKO MPUBOLAIINM
K 00CTPYKIMM BEPXHUX JBIXATEJbHBIX myTeil. Jetn ¢
MIIC ysxe ¢ mepBOro rofa sKM3HY OTIMYAI0TCA BBICO-
KO 3a00J1eBAEMOCTRI0 BOCTIANUTEILHBIMK 3a00JeBa-
HMAMM BEPXHUX U HMMKHMX IbIXaTEeJIbLHBIX IIyTel (pu-

Puc. 2. Ob30pHas peHTreHorpamMma Tasa naumeHT'a K. 6 ner
¢ MIIC VI rumna.

Onpenenserca eleHTPaliA TONOBOK BeqpeHHBIX KOCTell.
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HMTBI, CUHYCUTBI, OTMTBI, BPOHXMUTEL, THEBMOHMM) [3, 7,
9, 10]. Bece naburogaemble HAMU [TAIIMEHTEL] Ha [IEPBOM
roay xm3uu dosenn OPBU no 8§—12 pas, k Tpem rogam
v 80% BblaBIeHa runepTpodua ageHoMAoR. B nepaee
3 rojla TMOCTENEeHHO pa3BMBAETCA CHUMEHME CJIyXa,
BBI3BAHHOE HapyLIeHMEM KOHAYKTMBHOTO M Helpo-
CEeHCOPHOTO KOMIIOHeHTOB. O0CTpYyKUMA BEPXHMX IbI-
XaTeJIbHBIX [IYyTEel MOMET IPUBOIUTE K aIllHO? BO CHE,
KIMHNYECKUMI MPU3HAKAMM KOTOPOTO ABJAITCH IbI-
XaHUe Yepes poT, Xpar 1 6ecrnoKoiHbI coH [8].

K rogy y 50% mHamux nanyueHTOB 0DHapy:KUBaJM
OoTCTABaHKME B pocTe, yCyrydmadmlleeca B Npolecce
pasBuTuA pebeHka. 3afepikKy pocTa ¢ 2—3-JIeTHEero
Bo3pacra HabOMamM y BCeX MALMEeHTOB, YTO JOJK-
HO OBLJIO HACTOPOIKUTE NeAuaTpa u opronena. OnHako
DonBIIMHCTBY Halux naimenTos myardo3 MIIC Obin
yeTaHOBJeH B BoapacTte 5—12 ser. B Oosee pannem
BO3pacTe (3 roga) NMarHo3 yCTaHOBJEH HECKOJbKMM
DOJILHBIM C TAMEJBIM TedeHueM DOIe3HY 1 BhIparKeH-
HBIMM JMU30CTO3aMK. ¥ 2 MallMeHTOB B PAHHEM BO3pac-
Te OMMOOYHO AMATHOCTHPOBAaHA CIOHIMIO3NN@M3ap-
Has aucrasus, cuagpom Mapoto — Jlamu onpenesieH
nocste 30 mer.

B Bozpacre 2—4 jer y Bcex pgeteir ¢ MIIC no gaH-
HeIM Y3V OPOIIHOM TOJIOCTH ONpPefessyid TellaTo-
CIIJIEHOMETAJIMIO.

K TtpeTbemy rony skmuaHU y OOJNBLHBIX BBIABJISIOTCH
nporpeccupyiomme guamopdmn mua [4, 7]: mupoxas
ePEeHOCULE, ITUIIePTeI0PU3M, YTOJIeHHbIe IyOhl, Ma-
KPOMJIOCCHA, TMIOEPIIa3usa JeceH, maTojorua 3yOos
— IIMPOKO PACCTABJEHHbIe, KaK OBl «pa3gBMHYTLHIE?,
¢ CepBIM OTTEHKOM SMaJIl, MHOMKECTBeHHBIM KapuecoM
(puc. 3). OTMeyaeTes YIIOTHEHME KO, HOI'Tel; BOJIO-
Chbl XeCTKH1e, Cyxue.

Bcee npobauge! ¢ euagpomom MIIC IV u VI Tunos,
HabJloaeMble HaMM, MMeJM MHOMKEeCTBeHHBI Iu3-
ocros: cradoredaniio, HopcooMbanbHENT KO3
B pea3yJIbTaTe YIJOIIEHMA TeJs IO3BOHKOB, IMOACHUHY-
HBII TUIIEpJIOPHo3. KuneBuaHasa nedopmaiud rpya-
HOJ KaeTkn xapakrepra nna MIIC IV tuna u cop-
MupyeTcsa yike Ha 3-M romy (puc. 4) [3, 7, 9, 11, 12].
XapakTepHbl KOHTPAKTYpPh! B ILJIeYEBEIX CyCTaBax: C
Bo3pacta 1,5—2 ner feTu He MOTyT NONHATL PYKU Ha
rOJIOBOIT; Pa30THYTh PYKY B JIOKTEBOM CyCTaBe HNeTu
MOTYT npuMepHo g0 150°, cynuHanmua orpaHndeHa 1o
50%. C 3—4 sneT oTMeuaeTcsA OrpaHMYeHMe pasruda-
HJMA B KOJIGHHBIX cycTaBax m0 160° u crubauma oo 807
TToABJAOTCA KOHTPAKTYPE! B TOJIEHOCTOIHEBIX CyCTa-
Bax B npexnenax 30°[13]. B eBasm co crubaTenpHO-TIPU-
BOIALMMY KOHTPaKTypaMy B Ta3obepeHHOM CycTa-
Be, HauMHAasA ¢ 2-JeTHEr0 BO3PacTa y BceX MalMeHTOB
¢ MIIC VI tTuna HaunHaIM QOPMMPOBATLCA BAPYCHEIE
nedopMalmM rojeHe, K o rojam AOCTUTAoIIMe 25°.
[Tpu MIIC IV Tuna nomobuyio nedopMaiiymo KOHCTa-
THPOBAJN ¥ 4 meTeil.

IOna cuappoma MOpKMO TMOMYHBI MATKME KUCTH
(JIeTKO COKMMAIOTCA PYKOI Bpaua), pa3BUTHE JIOKTE-
BOI My JIydeBoit meBmammm kucreit [lpm curmpome
Mapoto — Jlamu dopma Kucrelt MosKeT OBITH pas-
JIMYHA: IIMpoKyue, DoIbie KMCTU ¢ AJMHHLIMMY NaJb-
LaMM, WK, Kak B HAIIMX HaOJIOZeHNAX, KOPOTKUE I
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Puc. 3. Baemnuit ey nampentru V. ¢ MIIC VI tuna B Bo3pac-
Te 3 (a) n 9 (6) ner.

Huamopdmy muna, ycyrybnanommecs B Ipoliecce pocTa: IHpo-
Kasl MepeHocHIla, TUIePTeJOPUaM, YTOIEeHHble Ty0pl, MaKpo-
TJIOCCHA, TUIIEPIJIa3ud JeCeH, [1aTOJIOTUA 3y60BA

mmpokue ¢ J1e)OpMUPOBAHHBIMM M COTHYTBIMM ITaJIb-
[IaMU C YBEJIMYEeHHBIMM MerK(alaHrOBLIMIU CyCTaBaAMIL.
Y meten 3—4 JieT KMCTH IJIOTHBIE, He CKUMAITCA PYy-
Kot Bpaua [14, 13].

Hawubonemyio yrposy xusHu namuentam ¢ MIIC
PeICTABNAIT CTEHO3bl IIO3BOHOYHOTO KaHaja B
LIeJIHOM OTAeJie BBUJY PHUCKA Pas3BUTHA MMeJsola-
TUKM B pesyabraTe HectabmibHOCTM M03BOHKOB Cl
1 C2 npn gucnnasun 3yGOBMAHOTO OTpocTKa [3, 16].
Knunuyecku, B 3aBMCUMOCTM OT BO3pacTa pebeHEKa,
MUEJIONATHA MPOSABJAETCS 3a/IepPXKOi pasBUTHA U
moTepeil MMEBIIMXCA paHee IBMUTATeJbHBIX HaBbI-

Puc. 4. Pentresorpamma nospoHounnka nauuenten C. ¢ MIIC
IV tuna B Boapacte 4 Jer.

Kunesnnnana nedpopmanma rpyaHOi KIeTKH, ned)OpManua Tes
IO3BOHKOB — IJIATUCIOHAMIINA, NedhopMalya KocTed Tasa.
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koB. Ha 5—7-M rony sxusum dopmupyercs creHos
[IO3BOHOYHOTO KaHAJA, Yallle — Ha YPOBHE KpPaHMO-
Beprebpaneroro nepexona C0—C1-C2. Kax npasnno,
MPOrpeccHpyiomasd KOMIPECCHOHHAA MUEJONATUA Y
nampentos ¢ MIIC IV u VI tunos nopaskaer pepxue-
LIEVHBIN, PeKe — IPYAONOACHUYHBIN OTHEeJ O3B0~
HouHuKa [4, 7—9]. IIpuunnoit 3Tux M3MeHenmnii ABIA-
I0TCA Nporpeccupyromee Hakomienne I'AT B TBepoii
MO3TOBONM 000JIOYKEe 1 NMOONEPIKUBAIOIIMX CBA3KAX
M pasBUBANOIIMIICA CTEHO3 MO3BOHOYHOrO KaHAJA.
JI3Ha4a/IbHO KOMIIPECCHMOHHAS MUEJIONIATHA MIeTHOTOo
oTAaeJsa MMo3BOHOYHUKA y H&GJ‘IH)H&QM]:[X HaMM I1aljyv-
erros ¢ MIIC nposasnanack B BUe TPOBOLHMKOBLIX
CHMIITOMOB IIPM HEBPOJIOTMYIeCKOM o6csIe0BaHMM, Ha-
pacTayia c1aboCTh B KOHEUHOCTAX M [IOCTENEHHO pas-
BUBAJIACH CIIACTUYECKAA MAPATLIErs 1 TeTPaILIerus.
Cpenu naunentos ¢ MIIC IV tuna y 1 pebenxa B Boz-
pacrte 3 JeT BbIABJIEH CTEHO3 [I0O3BOHOYHOrO KaHAJA
Ha TPeX yPOBHAX (LIeMHBIN, rPYIHON 1M NMOSCHUYHBII
orzen), y 1 nanuenTa auarHocruposaHa spina bifida
KOIMYMKOBOTO oTHena. ¥ 8 nmarpentos ¢ MIIC VI tuna,
nabmogawmnxea 8 HUTO ysxe ¢ mepsoro mecatn-
JIETHA KU3HM, AMArHOCTMPOBAH CTEHO3 I103BOHOY-
HOro kKaHaJsa Ha yposae C1-C2 ¢ nporpeccupyolieii
MueJionaTieil meiigoro oraena. C Bo3pacToMm Hapac-
TaeT yTOMJISIEMOCTE, M yiKe K 8 rogam DOJILIIMHCTRO
MalMeHTOB UCIBITLIBAET CIOMHOCTH NPy Xoab0e, npn
npucenannm, XogaT MenyieHHee, He MOTYT XOOUTH Ha
MATKaX, OTPAHMYEeHbl HaKJIOHEI Bliepes. B ceazu ¢ Ha-
pacTaHueM KJIMHUYECKNX MTPOABJIEHMIT KOMIIPECCHOH-
HO¥l Muenonatun 3 GonbHbix MIIC mepensurannce c
MOMOLIBIO KOJISICKM CO BTOPOTOQ NECATHJIETHS MU3HIL

Puc. 5. Bremamit sug nanuerTa A. ¢ MIIC IV tuna B Bospacre
4 jer.

Poct 79 cm. Knnesuanaa gedopmanma rpygHoi KIeTKM; TUIIep-
JIOP/103 TOACHUYHOTO OTHAeNa; KOHTPAKTYPhl B JOKTEBbIX, Ta30-
GepeHHBIX, KOJEHHBIX CYCTaBaX; (DOPMUPYIOLIMECs crubaTeb-
HbIe KOHTPaKTYPhI B Me2<halaHrOBBIX CYCTaBaX KUCTIL
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Heru ¢ MIIC IV tumna xogaT caMOCTOATENIBHO, De3 no-
HOJHUTEJBHBIX CPEACTB OMOpPs.I (puc. 5, 6).

C 7-8 net y merest ¢ MIIC IV u VI Tunos Bo3HMKa-
eT J [IOCTeeHHO HapacTaeT HeJOCTATOUHOCTb KJIaTIaHOB
cepaua, pasBMBAETCA BTOpMYHAs Tuneprpoduydeckan
Kapauomuonartua [7, 9, 17]. IlpuobpeTeHHble mOpo-
KM cepjilja — BTOPMYHAA KapAMONATHSA C IOpaskeHneM
aTPMOBEHTPMKYJAPHBEIX KJAaHOB 1 KJANAHA aOpPTHI
cchopmuporamces y 7 Hamux nanuentor ¢ MIIC VI tuna.

[TomyTHEHME POrOBHIEI BBIABJICHO ¥ 4 mpobaHmios
¢ MIIC VI tumna, y 2 B3pOCJIBIX IALMEHTOB Pa3BIJIach
rJIAyKOMa, MX HMX OJHa OBbLIa IIPOOIepupoBaHa B BO3-
pacre 26 Jer.

JaHHBIE 37IEKTPOOUINOJIOTMYECKUX MCCJeI0Ba~
HUI CBUIETENILCTBYIOT 0 HAJIMYMM Y BOJIBIIMHCTRA MTa-
merToe ¢ MIIC nporpeccupyiomero ABYCTOPOHHETO
CHMHIPOMA 3aMACTHOTO KaHaJa, 33a4acTyI0 B TAMKEJION
thopme, uTo npuBOAUT K HAPYIIEHNIO (DYHKIIMM XBa-
Ta v onopsl [18]. IBycTOpOHHNMIT CHMHAPOM 3aIIACTHOrO
KaHaJia, BbI3BAHHBIN KOMIIPEcCcHel cpeIMHHOTO HepBa
B peaynbTaTe HakomaeHusa AT B TKAHAX KUCTEBOTrO
cycraga, yeyrybsaemsli necpopmanmeir KocTeii samnd-
CTbA, BRIABNEH y § narmentor ¢ MIIC VI tuna crapue
10 jer.

[Taumentsr ¢ MIIC Berpacrator mo 97—-130 cm. Ipu
MeJITEHHOM pas3BuTuM 3aboseBaHNMA y HALIMEHTOB C
MUCCEHC-MYyTalMAMM (TOYEUHAA MyTalus, B pPe3yJib-
TaTe KOTOPOIl M3MEHEHHBLI KOZOH HaYMHAeT KOIM-
pOBaThL OPYIYI0O aMMHOKMCJAOTY [19]), pocT mosker
IOCTUTAThL HUMKHEN ITPaHNIIBI HOPMBI M ¥ B3POCJBIX CO-

Puc. 6. Brennumii By naumentiy B. ¢ MIIC VI tuna B Boapac-
Te 4,7 roga.

Poet 103 em. I'mnepiopos NOACHUYHOTO OT/IeNa [O3BOHOYHUKA !
KOHTPAaKTYPLI B JIOKTEBBIX, Ta300epeHHbIX, KOJEHHBIX CyCcTa-
Bax; popMupyonmecs crubaTelbHbe KOHTPAKTYPLI B Meskdha-
JIAHPOBBIX CYCTABAX KMCTH, BaNbrycHadA AedpopMaliia KOJIEHHbIX
CYCTaBOB.
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craBaaTb 145—150 cm. ¥V HabiromaeMBIX HaMM B3pOC-
JIBIX TTAIMEHTOB ¢ cuHAPpoMoM MOpKKMO poCT COCTaBIIAT
Beero 97—98 cm, y OospHbix cuHApomoMm Mapoto —
Jlamu — 123—152 cm.

Penrrenonornmyeckas KapTHUHa

PeHTreHosnornueckye M3MeHEeHMA MOABJIAKTCA C
[IePBOTO rOfia *KM3HY M MEHAIOTCA B [TpoLlecce pocTa pe-
fernra. XapaKTepHB! aHOMAJINUK (POPMBI TeJI TTO3BOHKOB
(runortazus 3y6osuaHoro orpoctra C2-103BOHKA) e
chopmaly MO3BOHOYHMKA, CBA3AHHBIE C ILTATUCIIOH-
JMIMelt M MBIIedHoi runoToHuel. IlnaTucnonauiama
— YILIOLLEHME U paclIMpeHye TeJl I03BoHKO0B oT C2 10
L5 — peHTreHOJOrMYeCKH BEIABJIACTCA yoKe B Bo3pac-
Te 2—4 ner [3, 4, 7].

Kudos B rpynonoacHMIHOM OTAEJIE BEIPAXKEH y a-
mentoB ¢ MIIC IV, Onpenensaiores mmpokue pedpa,
KOPOTKME U30THYThIE KJIYNUIIB], TMIIONIA3KA TOJI0BOK
[LJIEYeBBIX KOCTEe M BapycHad nedopmanmsa niuede-
BBIX KOCTell B IIPOKCUMAJIEHBIX OTAeNax, IMCTaJbHble
S U3BL KOCTEN IPEeIIIeYbs CKOIIEHbI APYT K IPYTY.
Hepenxo y nerent ¢ MIIC IV u VI Tunos Habmronaer-
5 [IOJIBBIBMX TOJIOBKM JIYUEBOJ KOCTH B JIOKTEBOM Cy-
cTaBe, UTO CBA34HO C yKOpodeHMeM M medopmalmei
nmnadu30B JIOKTeBbIX KocTeil. Ha peHTreHorpamMmax
KNMCTEN BRIABJIAETCS 3aJeprka hOpMMPOBAaHMA Afep
orkocrTeHenus. IIAcTHBIE KOCTH KMCTel yKOPOYEHBI U
CYsKeHBl — Kak OBl «3a0CTpeHbl» B NPOKCHMMAJIbLHBIX
orpenax [7, 14, 20, 21].

Kak mpaBuio, k¥ TpeM rogam y nalyeHToB HadJmo-
MAaloTCs M3MEHEeHMA KOCTell Tasa: «CKOIIeHHOCTH»
BEPTIYKHEIX BHNaAuH, AedOpMUPOBAHHBIE, YILIO-
[IIeHHbIE TOJIOBKM DEeJpPeHHBIX KOCTel M BaJbrycHasd
nedopmalnia nieek GegpeHHbIX KocTelt (eM. Tabauiry)
[17,22—-24].

HuddpepeHnmanbHbIil IMArHo3

Iuddepenunposars MIIC npuxoaurea c snudu-
3ApHBIMM OVCILIA3MAMM; JM30COMHBIMM OOJIEZHAMM
HAaKONJIEHMA, MYKOJUIMA03aMM, (-~MaHHO3ULO30M,
MIIC I, II, 11T u VII TumoB, MHOKeCTBEeHHOI cyabda-
Ta3HOI HEIOCTATOYHOCTEIO.

Kmuungeckn pasmuuntes tunsl MIIC He BCerma
BoaMOxkHO. A mogrTeepsxkgenusa guarHosa MIIC nu
uneHTHdUKAIMH HOo300rn4ecKoii hopMel 3abosea-
HIs HeOBXOAMUMO IPOoBeeHNe 1abopaTOPHONM AMATHO-
ctuku [8].

denorunmyeckn myxoaunudos cxox ¢ MIIC, on-
HAKO AJA MYKOJIMINIO30B XapaKTePHbl HOPMaJIbHbIE
MIOKa3aTeJu [odeqHoii sakckperuym [AT.

s o-smanHHo3udosa, B OTJAMYME OT CHMHIPOMOB
Maporo —Jlamu 1 Mopkno, TMINYHE] BBICOKME MM
cpeziHue nokazaTtenn (PU3MUecKoro PasBuTus, TYroy-
XOCTh, CHIMKEH)e MHTe IeKTa. TyTonoIBUAHOCTE Cy -
CTaBOB I IIOMYTHEHNE POTOBUIIbI HeXapaKTepPHDbL.

Cnonduaoanugpusapuas 0ucnaa3ud OTIM9aeTesa 0T
MIIC orcyTeTBMEM crielMpUIeCKUX M3MEHEeHUI YepT
Juia. PeHTreHOJorMyecky TUIIMYHEL 3al034aJble oc-
eudpmrayn 106KOBBIX KocTel 1 060ux anmdnsos dea-
PEeHHBIX KOCTEel, pacIiMpeHMe U PasphIXJIeHne pocT-
KOBBIX 30H B KOQJIEHHBIX, TOJIEHOCTOITHBIX, KMCTEBBIX
cycTaBaxX, HEONHOPONHOCTL I[EHTPOB OccHMKaIym,
JIBOAKOBLINYKJIBIE TeJia TO3BOHKOB, N033e PopMHUpy-
eTedA muaTHenonanud [4, 8].

s muoxcecmeernol cyavghamasnot Hedocma-
mounocmu (MHOMKECTBEHHBIM CcynabgaTua03, THUI
Ayctuna), xamuHMdgeckn cxopxoit ¢ MIIC, mommmo
CHIDKEHUA (PepMEeHTAaTUBHON aKTUBHOCTH apuicyib-
thatassl B B JelikommTax nepugepuyuecKoii KpoBH,
olpenenfeTcs HU3KAA aKTMBHOCTE elle 6 cynbdaTas.
XapakTepHsI [10pazkeHne DesI0ro Be1eCTEa roJIOBHOIO

CpoKi BOBHUKHOBEHUS KIMHNYECKUX 1 PeHTreHonornyeckmx npuarHakos MIC IV u VI Turos (co6CTBEHHbIE AaHHbIE)

IIpusnax MIIC IV Tuna MIIC VI tumna
Hapyurenne MHTEIIEKTa Her Her
OrcraBaHMe B pocTe C2-3 mer C 3—4 ner
Orpy0bsenne 4epT aMIa Cil-=1,5ueT C1-2 ner
KoHnrpakTypa B TagobepeHHOM CycTaBe C 2 mec C 3 mec
KoHTpaKTyphI IIIIeYeBLIX, JOKTEBBIX M JIy- € 1,5 et Gl sy

Ye3alACTHBIX ¥ KOJIEHHBIX CyCTaBOB
Kuern

Ynomenue cToI

ITomyTHEHME POTOBUIIBI

PeruHOnaTHA, OTEK 3PMTEILHOr0 Hepsa (y
HECKOJbKUX MaIMeHTOB)

ATpodusa 3pUTEJBHOr0 HEPRa (y HeCKOJIb-
KX TalMeHTOB)

MpyenonaTid LIEMHOTO OTAEJA II03BOHOY-
HUKa

TyroyxocTh
OTHTEI ¥ PUHUTHL
IIpmnobpeTeHHbIE TOPOKY CEPALIA

«Incnasua» rasobeapeHHoro cycraea,
JeleHTpalydA ToJ0BOK HeipeHHBIX Ko~
c*ref/‘:, pacleHmnBaeMasi Kaxk «MMOOBBIBHUX »

BrIpaskeHHaa IIa TUCIIOH OV
Kndoz, nedbopmanma rpyIHON KJIETKIA

MaArgye, TUIEPIOABMMKHOCTD MEK-
charaHroBBIX CycTaBoB C 1,5 JeT

C 5 jer
C 3 ner

C 5 net
Ilo 10 ;eT

C 4 net

ITocne 10 yet
IlepBBlii rof sKU3HN
Ilo 10 ;meT sKMU3HU
PenTreHonorMuecKye Npru3HaKkm

2 mec

C 1,5 net
Kunepuaaad c 1,5 jer

IlnoTHBIE, crufaTeabHbIe KOHTPAaKTy PhI
MesK(aTaHIOBRIX CYCTaBOB € 2,0 JeT

C 3 met
C 3 ner

C 10 yer

o 10 ;met

C 3 meT

ITocae 10 jeT
ITepBbIif TOM, MKM3HA
ITocae 10 ser

3 mec

C 2,5 net
BoukroobpasHas ¢ 2,5 jer
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moazra — Jierikoauerpodua (no gauaeim MPT), uxTu-
03, 3HAYMTEJIbHOE CHIGKEHME MHTEJUIIEKTA ], ITPOIOIIAKI-
TeJIbHOCTD dKM3HM CHMzKeHa, kak u npu MIIC [4, 8].

Juenaazua Knuema. Penorunugeckn gucenmazms
Kumera cxosxa ¢ MIIC IV tuna. Pocr peGenka HM3KMIL,
MOMKET MOSABUTECA KM(OCKOINO03, YBEIMYNBAETCA 0~
ACHVYHBIA JIOPJI03, OTMEYAalOTCH YBEJMYeHMe CycTa-
BOB, MHOYECTBEHHBIE CrubaTesbHEIE KOHTPAKTYPEI,
HOMeZHEHHOCTE NIPHU IBMMeHM. Kuetu ¢ miaMHHBIMK
¥ y3J0BaTBIMM NAJbLAMM, CrUOaHME B HUX OrpaHu-
yeHO (0CODEHHO B IIACTHO-(PANAHIOBBIX CyCTaBax),
Yyro OTPULATENBHO CKAa3bIBAETCH HA (DYHKUMM KH-
cTi. BOJIBHBIE HEPEIKO MMEIT IIYIIOUYHYIO U TaXOBhIe
rpeIKH. XapaKTepHO U3MEHEHHOE «ILJIOCKOE» JIMIO C
MeJIKMMM IVIa3HMIAaMHM U YILIOIIEeHHON! IIepeHOCHIIelt,
YacTO BBIABIAKT PacIlellJieHyre TEepIoro Heba, Mu-
OMNKUID, KOTOpad MOMET CONPOBOMIATLCA OTCJIONMKON
ceTyaTKM, CHIDKeHMe cayxa. MiMeeT MecTo HEIpomop-
LIMOHAJIBLHAA KaPJIMKOBOCTE, YKOPOYeH)e KOHeUHOCTeH
3a CYeT IPOKCHMAJbHbIX OTeNOB, fedpopManu Tpya-
yaThIX KocTell. PeHTreHoIOrMYecKky sapa OKOCTeHEeH IS
roJIOBOK DeJIPeHHBIX KOCTEl OTCYTCTBYIOT MJIM TTO3IHO
(popmupyroresa. IIpu 3/1€KTPOHHOM MUKPOCKOIINI XPsA-
HIeBOI TKAHM BLIABJIAETCH HAPYIIEHME OpraHu3almum
KOJIJIar€HOBBIX BOJIOKOH [4, 7).

apacmpemmamureckas ducnaazus. PeHOTUII-
yecky naTosorus cxongsa ¢ MIIC. Otmeuaercs peskas
zajmepska pocra. JanHoe 3aboeBanne XapakTepuay-
eTcs THAMXKEeJION acHMMMeTpM4HO Aedopmalmei cke-
JieTa. PeHTreHOJIOTMYECK) BBIABJIAKTCA ILJIATHCIIOH-
mnst, KIpOCKOMMO03, aCUMMeTPUYHAA occupuKanms
TeJ I03BOHKOR, TeHepaJI30BaHHBII 0CTE0IOPO3, TUII0-
I7Ia3KA 1 OTCYTCTBUE OCCUPUKAIINM POJIOBOK DespeH-
HBIX KOCTEI, YKOPOUEeHNe M MCKPUBJEHMEe JJIMHHBIX
KOCTEelt, acuMMeTpHUYHada occupuralym u gecopma-
1A MeTaua0B 1 21 U30B, ¢ BO3pacToM (popMupy-
eTcs IJIOTHOE KOCTHOE CIMAHME TIocaenHmnx [4, 7].

Memaghusaprsie xondpoducnaazuu. Tun LLmnud-
ma. JIuo ofbIYHO He M3MEHEHO, MHOIA OMMUCHIBAIOT
BelcTyHnawne jJobuesle KocT. OTMEYAIOTCA CHIKE-
HUe pocTa, neopMalna HIMKHUX KOHEYHOCTEHN coxXa
varay genu varum BcJieICTBMeE NTpeobia faolero po-
cta Manobepropoil koetu [4, 7] Penrtrenonornueckn
BBIABJAIT HAPYILUEHMs OCCH(PMKALM MeTadu30Es,
yMmepeHHble 1 GoJbllle BBIpaXKeHHbIE BO BHY TPEHHUX
orpenax. ROHTYpbI MeTa(pu30B HEPOBHBIE CO CTOPO-
HbI pOCTKUBOI‘;I IJIACTMHKM, IIPpM 3TOM KOHTypr o111~
(pu30B 0CTAIOTCA MHTAKTHBIMM. JIJIMHHbBIE KOCTH VKO-
POUEHBI 1 MCKPUBJIEHDL B II03BOHOYHMKE M3MEHEHNA
OTCYTCTBYHOT.

JlabopaTopHasa JUATHOCTHUEA

[Tpu MIIC nmpoucxoanT sKCKpelna MoYKaMy aMu-
HokuesoT u I'AT ¢ Mmouoit. Buoxmmudeckasa qUMarHoCTH-
Ka 3aKJI0Y9aeTcA B KAYeCTBEHHOM M KOJMYEeCTBEHHOM
onpenenenun AT Mounu, aHaM3e UX CIIEKTPA B X0fe
aJIeKTpodopesa.

B xpoBu MHOrZIa OTMEYAIOT YBeJYeHe YPOBHS X0-
JIeCTEPMHA, YMEDPEHHYIO Jelikonenmo, aneMmumio. ¥ 50%
BONbHBIX B JIEKOLMTAaX [Iep1depriecKoil KPOBM MO~
HO 00HAPYKUTD 3€PHUCTOCT (DMOJETOBOTO LIBETA (TP

68

oxpacke o Maiw — I'pronBansny — I'mumae)— azypo-
(hMIBHYI0 3epHUCTOCTE ANBAEpa, MPEBBILIAIIYIO 10
BeJIMMMHE 3EPHUCTOCTh H03MHOMMIIOB. 3epPHMCTOCTh
AJpIepa paccMaTpMUBAIOT KAK Pe3YJbTAT OTJIOMEeHN
I'AT B kneTkax [13].

AHanmuz  akTMBHOCTM  (pepMeHTa  SBJAETCA
KJIIOYEBLIM 9TanoM JabopaTOpHOM  OUMATHOCTHMKIL
Onpenenenne akTUMBHOCTH APYTUX CYJIL(ATAZ PEKO-
MEHAYETCA Iepes Ha4daJloM STHOTPOIHOTQ JIeUeHMs
OJIA MCKJIIOYEHNA MHOYKECTBEHHON CyabgaTas3Hoi He-
JOCTATOYHOCTH.

OHE-muaruoctuka MIIC (MoJekyJIaApHO-TeHeTH-
ueCcKMii aHaIm3 MyTaunii B reie ARSB) asnaerca oba-
3aTeJIbHBIM M 3aKJHYMTEeJIBHBIM 3TalloM IIOATBEPIK-
JEeHMA AyarHosa. ITOT aTall HeoOXOAMM He TOJbKO IJA
nposeaennsa 3eKTUBHOIO0 MeINKO-TeHeTUIeCKOro
KOHCYJbTUPOBaHUA — 0e3 pe3yJbTATOBR 3TOTO MC-
CJIe0BaHMA KaTErOPUYEeCKM IPOTHMBOIIOKA3aHO Ha-
3HayaTh natoreerudeckyio ©3T. Kpome Toro, JHE-
AMAarHoCcTMKa [0KasaHa B CJIydaAX HeOQHO3HAYUHBIX
pe3ynbTaTOB OMOXUMMUYECKUX MCCJIENOBAHUI M C 1le-
JIBIO IPOBEJICHMA MPEHATAABHOM MM IPEeMMILIaHTa~
UMOHHOM IuarHocTuku B cembe [8, 13, 25]. IIpu pos-
nenun B cembe pefenka ¢ MIIC nmpm mocnemyrommx
fepeMeHHOCTAX M0 COTJIACOBAHMIO C POAUTENAMU 1ie-
JiecoobpasHo [IPOBeJIeHNe AHTEHATAIBHON AUMarHoCTH-
Ki — OMOICHM BOPCHH XOPMOHA, YTO TO3BOJUT yeTa-
HOBUTB, 300P0B Jm 1151071, Heo6X0a1IMOCTE BEINOIHEHUA
Ouornicuy 00bACHARTCA CYNIPYIKECKOI Iape B XOJe Me-
IUKO-TeHeTHIECKOr0 KOHCYIBTUPOBAHMA.

OueHKy ABUraTeJBHOM aKTMBHOCTY NAIMEHTa pe-
KOMEHAYeTCA NPOBOAUTL II0 KJIACCHMYECKON CXeMe C
UCIIOJIb30BAHMEM IIKaJl ONpEeNeNeHUs CTeleHy TII0-
BPeIeHnsd CcIMHHOrOo Mo3ra Frankel/ASIA [26], c
OLIeHKOJ MBILIEYHOM CHALI [0 H-0ajibHOM IIKaJje
Nerve Injury Committee [27], KIMHIYECKOIT OLIEHKOH
MBIIIEYHONM CHACTMYHOCTH 10 MPEOOJICHUI0 MbIIIeY-
HOT'O CONPOTHMBJIEHNA MACCUBHBIM NBUMKEHNAM M HAJIM-
Y9UI0 IIaToJIorMyecKux pedpsiekcos. [llkamna cracTiyHo-
ctu Ashworth [28], 6-muryTHBII TecT ¢ xoapboit (The
Six-Minute Walk Test) npumeHANTCA OJA OLEHKH
ABMTaTeJILHBIX BOSMOYKHOCTe! nereit ¢ MIIC [29].

Jleuenue

Cumnmomamuueckas mepanus. Ilpu Hamram
rpepx naguentam ¢ MIIC BoimonHsercs repHmuoria-
CTHEKA.

Canaums XpOHMYECKMX OHArOB MH(DEKIMM HOCO-
TJIOTKEM M TIOJIOCTH PTa MPOBOAMUTCA 110 Mepe obocTpe-
HMS TIPOLIECCOB.

Heram ¢ MIIC mpu Hapymenmyu oTBeIeHUS B Ta-
300eZIpeHHBIX CyCTaBaX He TIOKA3AHO JIEYEHME «IC-
nya3un» TazobePeHHoro cycTaBa Mpy MOMOLUM ILMH
M CHEPIKMBAUINMX ABUIaTeNbHYI0 aKTMBHOCTL (DUK-
CaTOpPOB, B CBABKM C TeM, YTO HENEHTpaLMs TOJIOBOK
GepeHHBIX KOCTEll Pa3BUBAETCH M3-33 €6 CMEIIeHIA
MATKOTKAHHBIMY YTOJIIEHHBIMM CTPYKTYPaMyU BepT-
JIY?KHBIX BII&JJH M TOJIOBOK e IpeHHBIX KOCTEI.

Pexomennyercs cobmrojeHne opTonemdecKoro
peMMa: OTPaHMYUTE BPEMA B TOJOMEHMM «CHIA»,
OTHBIXaThb B NOJIOKEHMM «JIea», TaK Kak MpH Bep-
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THKAJbHOV Harpyake Gelerpo dropMupyores Kudo-
3BI TPYOMNOACHUYHOTO OTAENa B CBA3M CO CHUMKEHHON
IBUraTeJbHONH aKTMBHOCTBIO M HapYLIEHMEM MbIIIed-
HOTO TOHyca. PEKOMEHZOBaHO NMpUMeHeHNe PeKJIMHA-
TOPOB B IIOJIO¥EHUN CHJIA, UCIIOJIb30BaHMe BOPOTHMKA
runa [Mlanrna no 15—20 muH 1o 6 4 B cyTKM ¢ BO3pacTa
7—8 mec.

C tpex net geram ¢ MIIC npu HapymeHnAX OCAHKN
HaszHa4vaeM 0DJIerdeHHbIN KOPCeT; ¢ LeIbl0 KOPPeKIN
OCAHKY TaKiKe MCIOJb3yeTcA JiedyeHMe I0JIOMKEeHNeM
(pasyMuHble BUOBI «yKIaL0K»). [IpoBogaTcsa moBTop-
uble Kypee! JIOK, nbixaTesbHas TMMHACTUKA, CTATH-
yecKye U OVHAMMYecKMe ObIXaTe bHble YIpasHeHus,
VIPaKHEHNA, VBEeJIMUYMBAIONIME MOABMMKHOCTL JMa-
chparMel, TpyAHOM KJIETKM ¥ IMO3BOHOYHMKA, 0DILEy-
KpeIgye yupamxaeana [Inaranme, Maccas MBILLILT
CIIVIHBI, YKMBOTA, KOHEYHOCTEH Ha3HAYalT KypcaMu 10
4 paz Brog. [Ipumensaerca duznoTepannsi: rpa3enede-
Hue, aJeKTpodhopes auaassl Ha 00J1aCTh MOpaskeHHbIX
cyCcTaBoB, NapadMHOZ0KepUTOBbIE AlMlJIMKamu 2—3
Kypca Broz [29].

Onepamusnoe jedenue opmoneduueckol namo-
A02UY B TEPBYK O4Yepenb II0KA3aHO IPM HaJMYNUK
KOMOMHMPOBaHHOTO CTEHO3a MO3BOHOYHOTO KaHaja Ha
ypOBHe KpaHMoBepTedpasbHOIO Mepexoa U IIenHON
muenonatun [3, 9, 17], Beiasagemoii ¢ nomowmsr MPT
IIEMIHOr0 OTJeJa TO3BOHOYHMKA M KJIMHMYECKM IIPo-
ABJIAIOLIENCH CHUMKEHMEeM JBUTaTEeJbHOM aKTUMBHOCTH
pebenka ¢ MIIC, uTo Mbl Habmogamm y HEKOTOPBIX Ha-
IMX [ANVMEHTOB. YUYUTHIBAA BBICOKMM aHECTE3MOJIO-
rMYECKMil PUCK MDY OIIEPATUBHBIX BMEIIaTeIbCTEAX,
naumentaMm ¢ guardozom MIIC mokazano obcnenosa-
HUE ¥y HEBPOJIOTa, Helpoxupypra, KapamoJora, 0To-
PUHOJIAPUHTOJIOra, OKyJmcra, nposegerne KT ger-
kux, tpaxeyu, OMI. «Tpynuble» AbIXaTeJbHbIE IIYTH
y matmenTos ¢ MIIC o6ycsoBaMBaOT HEOOXOIMMOCTh
MPUMEHEeHUA [IPY MHTYOALMM ONTUYECKON TEeXHUKI:
prbpobpoHxocKoIa, JapMHTeaJbHOr0 BO3LYX0BOIA,
JIa PUHTOCKOIIA.

PeKOHCTPYKTUBHBIE ONEPATHMBHBIE BMeEIIaTelb-
¢TBa Ha Ta300egpPeHHBIX MM KOJEHHBIX CycTaBax
He cJiefyeT MPOBOAMTE IO MOAPOCTKOBOIO BO3pacTa
B CBfA3YM C HEYKJIOHHBEIM IPOTPeNUeHTHBIM TedYeHHeM
ocHOBHOTO 3abosiepaHnA. VicmpasieHue BaJibIyCHBIX
nedpopmatuit rojgesell HeaHEKTMBHO MPM HAIMIHUN
JaYke HEe3HAYMTEJBHBIX CribaTenbHO-IPUBOAAIINX
KOHTPaKTYp B Ta300eIPeHHBIX CyCTABAX.

Depmenmoszamecmumenvial mepanud. Harnaszum
(galsulfase) — nepeoe crermaJbHO paspaboTanHoe Jie-
rapersenHoe cpenereo ansa jgedenua MIIC VI tuna, B
P® npumensiercsa ¢ 2009 r. [4, 8]. Bummuszum (elosulfase
alfa) — npenapar ana geuyenna MIIC IV tuma, xoro-
pBIi B HACTOALIEE BPEM#A IPOXOJUT perucTpanmio B PP.

OnrumasisHaa nosa galsulfase cocraBnaer 1 mr
Ha 1 Kr maccer Tena. IIpenapaT BBOOUTCA BHY TPMBEH-
HO, MeIJIeHHO (B TeueHue 3—4 dU) ¢ NepHOAMYHOCTHIO
1 pa3 B HeeII0, TOKM3HEHHO. JlokasaHo, uyTo galsulfase
ynyuinaer y 6oapabix MIIC VI tuna noxkasaTesn re-
cTOE 12-MMHYTHO XOABOBI 11 3-MMHYTHOTO HNOABLEMA
o JecTHMIe. TakMe 3aperucTPMPOBaHO 3HAUMUTEb-
HOe CHMIKeHMe noueynoii skckperym AT [8, 30].
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PepMEeHTO3aMEeCTUTENBHY TEeParno MoJydarT
7 mammenTos ¢ MIIC VI tuma, Bo3pacT KOTOPBIX CO-
crapnger 6, 12, 16, 17, 19 set, 33 rona, 41 ron. Tpem
npobaunam, y koTopeix MIIC BeisABJIEH CpaBHUTENb-
Ho HepaeHo (1, 2 u 3 roma), @3T He nposBoguTCA —
ochopMJieHMe Ha3HAYeHMA SH3UMOTeparn TpebyeT
[POAOJIPKUTEIBHOTO BPEMEHM.

Sakgogenue. 3aza4deli opTonena nNpyM Noa03peHnn
Ha Hasmuue y naimenTta MIIC aenAaeTcsa nposenenme
micphepeHUMaabHON UMArHOCTUKM 3aboJleBaHMA CO-
BMECTHO C HEBPOJIOTOM M IEJUATPOM yiKe B IIepBBIe
MeCAIsl JKU3HM peGeHKa 1 HAIIpaBJeHMe Ha KOHCYJIb-
ramuio reneruka. CBoeBpeMeHHaa auarHoctuxa MIIC
obecriednBaeT yCJOBUA [OJId MaKCHMMaJbHO pPaHHEro
Ha4aJa 9THMOTPOIIHOIO JIeUeHNA M MPOoBeleHua CUMII-
TOMATHYECKON TePAaTiH, YTO TTOBOJIUT CHU3UTL BEPO-
ATHOCTL CTPEMUTENLHOIO MPOrPeccHpoBaHuA MHUeJso-
naTuu, obecrnednT BO3MOMKHOCTE CaMO0DCIy KIBaHNA,
couMaan3any 1 00y4eHns geTel.

B cBsisu ¢ Tem uTo 3aboseBaHMe 3aTpPArMBaeT BCe
opradel u cucremsl, naipent ¢ MIIC gomaen Haxo-
JMTheA MO HabJomeHueM cpa3y HECKOJbKUX cle-
IIMaIMCTOB, 4acToTa o0caeoBaHMA y KOTOPBIX B
cooTBeTCcTBMM ¢ PenepadbHbIMM KIMHUYECKMMHU pe-
xomenaamyami (2013) gowxHa OBITE coenyroes [8]:

— opTOIe]], HEBPOJIOT, KapAMOJIOr 2—3 pa3a B Tof;

— 0hTaabLMOJIOT, OTOPMHOIAPHHTOJIOT 1 pas B 6 Mec;

— peHTreHorpausa rpyJHOTO U IIOACHMYHOTO OTIe-
JIOB TIO3BOHOYHMEKA B ABYX npoexunax, ORI, sxokap-
myorpacus, QYHKIMA BHEIIHETO ABIXaHNUA, OJIHMCOM-
vorpacgua — 1 pas B rox;

— DHMT xoHeYHOCTel 10 IOKA3aHNAM,

— MPT ureiiHoro oTgesa H03BOHOYHUKA 1 KPaHMO-
L[EPBUKAJIBLHOTO [Tepexoia 2 pa3a B rof;

TIpu HeoGXO0AMMOCTM YacTOTa 00CIeNOBaHMI Yy
npoMIBHBIX CIENNATNCTOR MOKET ObITh YBEIMIEHa.

IloznHee BbigBJeHMe 3aboJieBaHMA, OTCYTCTBUE
aZleKBaTHOTO KOHTPOJIA COCTOSHMSA MNalMeHTa MGTYT
OpMUBECTH K TOMY, UTO ONepaTUBHOe JiedeHue Dyzmer
BBLITIOJIHATHCS He B [JIAHOBOM IIOPAJKE, & 110 MKU3HEeH-
HBIM TIOKa3aHMAM ¥ OYIeT COINPAMKEHO C BBICOKMM Pii-
CKOM JIJIA MKM3HM ITaL1eHTa.
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