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— npoduirakTUYECKuit srarm, npecJyenyionmn
LeJib COXPaHEHMA CO3JAHHBIX afaNTUBHLIX MexXa-
HU3MOB.

[Ipunumasa BO BHMMaHME MOMMMOPGU3M NPOAB-
NeHuit (DYHKUMOHAJIBHOM HECOCTOATENbHOCTM JIBY-
raTejbHOro amnmapara y geteit ¢ H3C, cpexcrtra
ANA NOCTMIKEHUA YKa3aHHBIX LeJIeil cJaefyeT moji-
6upaTh MHIMBUAYAJILHO JJIA KasKIOTO pebenka. Ocobo
peuraeTcia M BONPOC O IEPCNeKTMBHOCTHM KOPpPeK-
My, YCTPAaHEHMA CTPYKTYPHBIX M (DYHKLMOHAJb-
HBIX HapyLIeHWi A Kayka0i HO30J10rM4yecKoi dop-
mel H3C.

HeobXoauMbeIMU yCJIOBUAMM [OCTHMCEHMUSA yCTOi-~
YMBOCTY BbIpabaTeiBaeMbIX KoMmeHcaumit npu H3C
ABJIAKOTCH:

— KOMILJIEKCHOCTE BO3ZJIEMACTBMA: OJTHOBPEMEHHOE
MCNIOJIB30BAHME HE OOHOTO, 4 HeCKOJBbKMUX JeueOHbIX
akTopoB (kmMHEe30TEpanus, tusuorepanus, onepa-
TUBHAA KOpPpPEKLM:A);

— TMepecTpoiika MOTMBALIMOHHO-TIOBENEHYECKOTO

CTEpPEOTUIIA: MCIIOJb30BAHME PalMOHAJBHBIX 3aMec-
TUTEJILHBIX NBUTATEJBHBIX aKTOB B TIOBCENHEBHOI
JeATeJIbHOCTH;
NICMXOKOPPEeKLMA: BOCHMTAaHME aneKBaTHOTrO
OTHOIIEHMA K MMEIOUIMMCHA HAPYLIEHUAM ONOPHO-
ABUTaTENBHOTO anmaparta y camoro GOJBHOrO ¥ ero
OKPY?KeHHUs,

Ouesnano, uro mo mepe pocra pebenka ¢ H3C
(bYHKUMOHANBHEIE TIOKa3aTesm ONOPHO-JBUTATE b~
HOro anmapara MeHsmiorcs. B paje cayuaes cospa-
IOTCA YCIOBUA NJIA IOBBIIEHUS YPOBHA ananTyB-
HBIX BO3MOJKHOCTEN. YuuTbIBaA 3TO, PEKOMeHyeT-
CA CuCTeMaTHYeCKOe IOBTOPEHME KYPCOB peajarl-
TAaLMOHHBIX MEPOIIPUATHIA,

Tonbko cBOeBpeMenHO HayaTOE JieYeHue neTeii ¢
H3C, ochoBannoe na TIPeJIJIOMEHHBbIX NPUHIMMAX,

T.€. dTalHasA MeAMUMHCKAA, COUMANILHAA M MCUXON0-
IMYecKas peajanrauys, IO3BOJSAET CHUBUTD THMKECTE
MHBAJMIAHOCTH, TOBLICUT (PYHKIMOHANBHYIO COCTO-
HTEJII:HOCTI:, a caMoe rJgaBHoe — YAYYILIMTE Kauye-
CTBO YXM3HM DOJILHBLIX.
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THEORETICAL ASPECTS OF READAPTATION OF CHIL-
DREN WITH HEREDITARY SKELETON DISEASES

L.K. Mikhailova, M.B. Tsykunov, I.S. Kosov,
M.A. Eryemushkin

Theoretical ground of a new approach to the treat-
ment tactics of patients with hereditary skeleton dis-
eases, named readaptation is given. Pathophysiologic,
anatomic as well as functional bases for readaptation
are considered in point of the compensatory mecha-
nisms development of pathologically changed motor
stereotypes in these patients. Main principles of readap-
tation are formulated. Algorithm for the diagnosis and
treatment of readaptation programs is suggested.
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OIIBIT NMPUMEHEHMS OPUTHMHAJIBHOTL (0)
PEIIO3SUIIMOHHOI'O ATIIIAPATA

Hayunent uenrp xupyprim PAMH, Mocksa

IIpobnema To4HOM pemoauimu oTIOMKOB aKTy-
aJIbHA TIpM JIeYeHMM KAaK CBEIKMX, TaK M Hempa-
BUJIBHO CPOCIIMXCH, HECPOCILMXCS NIEPEJIOMOB M JIOMK-
HBIX CyCTaBoB. IDeCKOCTHBII OCTEOCMHTE3 ammapa-
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Tamy THna VinuzapoBa cCcerofHA NOBCEMHEBHBI,
OObIYHBINE METOZ JIeYeHUSA CBEKUX U 3acTapeJbIx
TepeJIOMOB KOCTel MeTajuausapHOi JIOKaJaM3aluu.
IIpenmymiecTsa ero MmMPOKO UBBECTHEI — DTO MPEXK-
A€ BCero Xxopowas cTabuJIbHOCTB, BBICOKAs (DYHK-
LIMOHAJIBHOCTE M BO3MOYKHOCTb BJIMAHMA Ha penapa-
TUBHYIO pereHepaumio xKoctu [4].
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Mexay TEM CaMy anmnapaThbl He JIMIIEHB HEKO-
TOpBIX HemocTaTKOB. OAMH M3 HUX — CJIOKHOCTH
perno3uiyy NPy IepesoMax €O CMEILIeHMEM OTJIOM-
xos. Crporo rosops, ammapar Jamsapoea B u3Ha-
yaspbHOM BuAe [2] nmpaxkTuyecku He obiaziaer perio-
HUPYIOLMMM BO3MOMKHOCTAMMU. Jlerko ycTpaHMMO
JUIIb CMellleHue 1o aamHe. Jlpyrue BUIBI CMelle-
HMit YCTPaHAIOT, «[IPUCTPauBasg» K OCHOBHOMY arl-
[napaTy pas’JMYHBIe JOINOJHEHMA B BUJE BBIHOCHBIX
[JIaHOK, AYTro00pasHO BBITHYTHIX CIMII, CIIMI] C YIIOD-
HBIMM IJIOIAZAKAMM, M30THYTHIX Pe3b0OBBIX CTOEK U
r.. [3]. BoT KaK BMAMUT 3TO caM aBTOP:

«IIpu yeueHun GOJIBHOTO C HENMpPaBUJIBHO CpacTa-
IOILMMCA TIEPEJIOMOM WMJIM JIO?KHBIM CyCTaBOM M CMe-
1IeHMEeM OTJIOMKOB IO JJIMHE Ha NepBOM 3Tale Ipo-
W3BOIUTCA TMOCTOAHHOE CMEIIeHMe OTJIOMKOB IO IJIM-
He, 4TO AOCTUTAETCHA AanrapaToM U3 ABYX KOJell
OKoOHUaTEeJIbHAA PENO3ULMA OTJOMKOB C yCTpaHe-
HMEM OCTaBIUEr0oCA CMEeLIeHMA I10 LUMPUHE JOCTUra-
eTcs IPOBEJIEHMEeM [OIOJHUTEJIbHBIX CIIMI, BOJIM3M
KOHIIOB OTJIOMKOB.

Jis yCTAHOBKM JOIOJIHUTENBHBIX KOJEL], B KOTO-
peiIx OyAyT (PUKCUPOBATHCA BHOBb IIPOBEJEHHbIE
CIUIbl, HEOOX0AMMO YBEJMYMUTH IIPOCTPAHCTBO MEM-~
LYy TPOJOJBHO MAYLIMMM CTEPKHAMM U IOBEpPXHOC-
ThI0 KOHEYHOCTH.

Ina 9Toro HaKaHyHe onepauuu NIPOUM3BORAUTCH
nepeMoHTa)k anmnapata. K cMMMeTpMYHBIM OTBEpPCTH-
AM KOJIell IPMBMHYMUBAIOTCA IJIACTMHYATBIE NPHUCTaB-
KM, KOTOpbIE COENMHSAIOTCH Mexay coboit BpeMeHHBI-
MU CTep)HAMM. VI TOJBKO IOCJe 3TOr0 CHUMAIKTCHA
paHee yCTaHOBJIEHHBIE CTepIKHM. BEIHOCOM CTepIKHeid
Ha INpUCTaBKe 3aKaH4YMBAETCHA IIOArOTOBKA KOHEYHOC-
TH AJIA TNPOBEJEHUA JONOJHUTENBHBIX crull» [3].

CoBeplLIeHHO OYEBMIHO, YTO YEM CJIOMCHEe KOHCT-
pykuma, yem GoJblue IJIOCKOCTEH, B KOTOPBIX NpHU-
XOIMTCA pacroJjiaraTh PENOHMPYIOUIME YCUIUA, TeM
MeHbIle Ipo4yHOCTh (pukcauuu. Ha onpemenenHoi
CcTajguyM MOMOJIHEHMII amnmapaTa BCIOMOTaTeJIbHBIMMU
npucnocofieHnAMMU OH MOKET M BOBCE yTPaTUThL CBOIO

PalMOHHOM, YTO BOCIpMHMMaeTcs GOJIBHBIM KaK Ove-
penHas camocToATesbHaf onepauusa. Mexay TeM
COBEpIIIEeHHO OYeBMIHO, UTO KaX<AbliA 6onpHOI, JaB-
LIMii corjlacMe Ha OlmepaTHBHOE JIeYeHue, HaZleeTcH,
yro onepaumusa OymeT TOJNBKO OAHA, eAUHCTBEHHA,
OKOH4YaTeJIbHaA. ’

OTMeueHHBIE BBIIIIE HeAOCTATKM annapara THna
VinusapoBa MOCHY»XKHJIM CTUMYJIOM K paspaboTke
MHBIX KOHCTPYKHMii amnmapartos. IloABMJIMCH ara-
paTEl C Pero3MIMOHHBIMM ycTpoiictBamu. Hanpu-
Mep, pero3uuMoHHbI annapaT Bomkosa—Oranecs-
Ha [1] comepskuT uersipe 2/3 KoJbLia, COEIMHEHHBIX
pe3bboBbIMM cTOliKaMu. Mexny cpefAHMMMU 2/3 KoJb-
IaMy HaXOJAUTCA PEro3uLMOHHOEe YCTPOMCTBO, C II0-
MOLIbLI0O KOTOPOr0 MOXCHO YCTPaHMTBH CMEIeHMe KO-
CTHBIX (DPAarMEHTOB B YeThIpex IockocTax. OnHaKo
M B DTOM ammnapaTe B pdAje CJy4daeB BBINOJHUTB
[OJIHYIO PEero3uLMI0 HEeBO3MOIKHO.

B 1996 r. namyu paspaboTaH OpUrMHAJILHBINA perno-
BULMOHHLIM anmapart, He Tpebylomuii Hy NpeABapu-
TeJIbHOV Pernos3uuyyu KOCTHBIX (DparMeHToB, HM MC-
MOJIb30BaHMA Kakux-Jubo JOMOMHUTENbHBIX IMPUCIIO-
cobnrennit [5]. IIpu paspaborke ammapaTa Gelia mo-
cTaBJIeHa LieJlb — HOCTH3KEeHMe IIOJIHOM pPerno3uiyyu
(ycTpaHeHue BceX BMIOB CMeIeHMs) IPH JI00BIX
TUNAX MepesioMOB. OTa 1eJib peajiM3oBaHa B IMPeEA-
JIOXKEHHOI KOHCTPYKIIMM.

AnnapaTr cocTOMT M3 KOJIell MJIM IOJyKoJer an-
napara tuna Vlmmsapoea. Kosblia coeiMEEHB! MEXIY
coboit pe3nbOBBIMM CTOMKAMM M (DUKCHPOBAHBl OTHO-
CUTEJIbHO Ipyr Apyra cdepudecKuMy IapHUPAMKY,
KoTopbsle obecreumBaloT Bce HeobXoAaumble II€CTh
nepeMeleHnit: TpU JMHENHBIX M TPU YIJIOBBIX, T.€.
MOJIHYIO PeTo3MLMI0 KOCTHBIX (pparmenTtoB (puc. 1).

Cxema npumeHeHus amnmnapaTa IpejcTaBJeHA Ha
puc. 2. Peno3uuuio BBIMTOJHAKT IIYTEM YTJOBBIX M
JIMHEeMHBIX MepeMelleHuii KoJel, OTHOCHMTEIBHO JApYT
Apyra, cobiofasa M3BECTHOE TMPaBMJIO: Peros3uumsd
uiaeT 3a CYeT nepemMmelieHud OUCTAJIBHOrO KOCTHOIO
¢dparMenTa OTHOCHMTEJBHO IPOKCUMMAJIBLHOTO.

HauboJslee MpuBJIEKaTEb-
HYI0 0co0eHHOCTB
GYHKIMOHANBHOCTD.
VHbiMu cnoBamm, ¢ TO-
MOILIBI0 pPa3JIMYHBIX TeX-
HMYECKMX «YXULIPEHMII»
B KOHI[é KOHIOB MOHO
nobuThea pernosuimy, HO
Npy 3TOM CKOpee BCEro
npuaeTca OTKAa3aThCA OT
paHHelt (hyHKIUN.

Ewme oauH BasKHBIM

aCleKT MHOTro3TallHOMi
penmosuuuu. Kaxawri
oTan (mpoBejgeHue JO-
NMOJHUTENBHBIX CIMII,
cMeHa cnui) TpebyeT
aZiekBaTHoro o6e3bonm-
BaHMA M paboThl B one-

Puc. 1

HUE YIJIOBBIX CMEIeHMNA.
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Puc. 2

Puc. 1. Cxema ccepuieckoro liapEupa anmnapara.

1 — xosmbuo annapata Miusapoea; 2 — pesbfoBas croiika; 3, 5 — cdepuueckuii MmWapHUP;
4 — durcupymowas rakika; 6 — 3az3op mexay cdepmMyeckuM WAPHUMPOM M pes3nBoBOi CTOMKOIM.
Puc. 2. Cxema npumeHeHus amnnapata (o6osHauyeHuss Te e, ¥TO Ha puc. 1)

a — ycTpaHeHMe CMEeIleHMA N0 IWMpHuHe; 6 — yCcTpaHeHMe POTALMOHHBIX CMELeHuii; 8 — yCTpaHe-
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Puc. 3

Puc. 4
Puc. 3. Penrrenorpammnl Gonbnoii B.
@ — NOXHBIA cycTaB auacdm3a JeBoi Ne4eBoit Koctw; 6 — yjasieHsl WYPYNbI, DKOHOMHO pes3enMpoBaHbl KOHLLI KOCTH, HaJIOKeH
penmnuuonumﬁ annapaT; 6 — MCXO0H: cpallleHue MJIeYeBoii KOCTHU B NpaBUJABHOM TOJOXEHMM.

Puc. 4. Obmmit Bup annapata Ha nnede.

YcTpanenue cMelleHMs MO IUMPUHE OCYLIECTB-
JIAeTCA caepyoouum obpasom (cm. puc. 2, a). Ju-
HelHoe IepeMeLIeHe OMUCTaJILHOTO KOHLla OgocTura-
€TCs HaKJIOHOM pe3b0OBEIX CTOEK Ha TpebyeMmsblit
yroa. IIpu sToM pesnGoBble CTOKM OCTAOTCA Na-
PaJuIeJIbHBIMM OPYT APYry. B Takom ciydae yrio-
BOe mnepemellleHMe 3aMeHdeT Heobxoxumoe JMHE-
HOe ¥ IMCTaJbHBIA (hparMeHT nepeMernaercs COOT-
BeTCTBEHHO IJIMHHOM OCHU KOCTH.

YraoBoe mepemenienue (cm. puc. 2, 6) nucranb-
HOTO KOJIbLIA anmnapaTa Ha TpebyeMslit yron nepora-
uuyu (pessboBLIE CTOMKYU OCTAalOTCH TapaJinesbHbIMM
APYT NpyTy) IMO3BOJNAET YCTPaHWTb POTALMOHHBIE
CMeIleHus.

Ilepemerienne raex Ha mo6oit M3 pe3nboBbIx
CTOEK (CM. puc. 2, 8) aeT BO3MOMKHOCTD YCTPaHUTh
YTJIOBBIE CMEILEHMA.

YeTpaHeHue CMEINeHMA 10 [JIMHE BBITOJHAETCH
TaK e, KaKk m B anmapate JMimsaposa. ITocie
33aBEPLIEHMUA DPENo3uLMM TYro 3aTACMBAKIOTCA BCe
rajfku Ha BceX pe3bOOBBIX CTOMKAX.

Anmnapat Geln npumeHeH y 9 GOJMbHBIX (6 sxen-
UMH M 3 Mys>xumH) B Boapacte oT 30 mo 62 jer. ¥ 4
NNaIMEHTOB OH MCIOJIb30BAaH JJIA JICYeHUs JIOKHOTO
CycraBa, y 1 — Ipu HENpaBMILHOM CPALEHUU
nepejoma, y 3 GoabHBIX — mocae KOppUrupyolei
OCTEOTOMMM M y 1 — € LeJbI0 KOMIIPEeCCHOHHOTO
apTponesa.

Bo Bcex camywasax nomyueso cpauleHue B IIpa-
BUJILHOM nojiockeHun. Cpokm cpaienus corocrapu-
MBI CO CPOKamMyu IpM JIEYeHMM annapaTaMyu THra
Wnuzaposa.

Knuauueckwuit npumep. Bonpuasa B., 62 ner, mu-
arHo3: JIOXKHBIA CycTaB Auacusa JeBoii IJe4eBoil KOCTH
1locJie HeaZeKBaTHOTO ONEPAaTMBHOrO JieYeHUS (puc. 3, a).
IlpoussesieHO yZnasieHue BMHTOB, S5KOHOMHO pesenyuposa-

HblI KOHUBI KOCTHM, HaJOMKEeH pEHOBHHMOHHHf‘I anmapar
(puc. 3, 6). Micxon — cpalienue mniedeBoit KOCTH B npa-
BUJIBHOM IOJIO?KEHUM Yepe3d 14 Hen nocie onepauuu (puc.
3, 6). Ha puc. 4, rae npeacraBiaeH oblmit BUX anmnapara
Ha IJieYye, OTYETAMBO BMAHBEI chepudYecKye IIapHUPLL
Xopolo BUAEH HAKJIOH ABYX I[ap KOJEL OTHOCUTEJBHO
Apyr apyra. B pmaHHOM ciay4ae OKasaJoch OCTaTOYHBIM
IBYX pe3bBOBBIX CTOEK €O cepMYECKMMM Il1apHMPaAMU.

Taxum o6pa3oM, MpeAJIOMEHHBI anmnapaT Ypec-
KOCTHOM (bukcauuy (a B CYLIHOCTH — PeNo3ULMOH~-
HOE YCTPOMCTBO) IO3BOJIAET IPOUBBOAUTHL IIOJHYIO
PenosMuue OTJIOMKOB IIpM JII0OBIX Bumax HMX CMe-
LeHni 1 Jo0BIX TUIIAX NEepeJIOMOB MeTaauacusap-
HOJ Jiokasu3anuy. BoaMosKHa KakK OJNHOMOMEHTHasA
(mpu cBexxux nepeJsiomax), TaKk M nosranHad (Ha-
l'IpPIMEp, B cay4dadax C HHTepHOSHHHEﬁ MATKMX THKa-
Hel) penosuima. IIpu ucnonp3oBaHuM anmaparta He
TpebyeTcA HM TpeNBaApUTEJNBHON pPENOo3uLMM, HU
Kakux-ubo NOMOJHUTENBHBIX KOHCTpykumit. Cpoknu
cpallleHud OTJIOMKOB npu nNpuMMeHeHUuH IIpegJoxeH-
HOTO amnmapaTa He OTJMYaloTCA OT CPOKOB cpalje-
HMA B amnmapaTtax Tuna Jnmusaposa.
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