ApTporpmnos

(arthrogryposis; rpeui.
arthron - cycTaB + gryposis
- UICKPUBIEHUE)-
BPOXOEHHOE
3aboneBaHue,
XapakTepusyluleecs
KOHTpaKTypamMu gByX u
boriee KpynHbIX CyCTaBOB
HecMeXHbIx obnacrten, a
TakXe NnopaxxeHnem
MbILLIL, U CMMHHOIO MO3ra

[log TepMUHOM
“KOHTpaKTypa”
NOHMMAIOT OrpaHn4YeHmne
obbemMa ABMXEHUN B
CyCTaBe.



«Mawma, a poauncalll» (1 n3




[IpUYnHbI:

OQHO3Ha4YHOro OTBETA HA MEXaHN3M Pa3BUTUA apTporpunosa
HeT. Ha TekyLwunin MoMeHT npeobnagaet HeMporeHHast Teopus
BO3HMKHOBEHUSA apTpormnosa: Bo3oencreme TepaTtoreHHoro
doakTopa Ha paHHUX Cpokax bepeMeHHOCTU (4-5 Heaensi)
BbI3bIBAET NOBpeXaeHne nepegHux poros CMMHHOINO MO3ra, 4To,
B CBOIO oYepeb, Bbi3blBAaET BTOPUYHYIO AeNHEPBALNIO MbILLLL.
[Tpn 3TOM OTMEYaeTcsa n3bupaTteribHbIN XapakTep NopaKeHUs
MbllL. B pe3ynbsraTte BO3HMKaAET ancbanaHc B MblLLEYHOM
TOHYCe, YTO OrpaHNYMBaET ABMXEHUA B CyCTaBax, NpMBOAUT K
YKOPOYEHMIO CBA30K U APYTMX OKONTOCYCTaBHbIX TKAHEWU U
KIMMMHUYECKU NPOABNSETCA oukcaunen cyctasa B
onpeneneHHOM NONoXeHUN — KOHTPAaKTYpbl (CycTaBbl

FINANATNAIADAINTAC NN ATNVIISTVINV LA NLATIV RALILLLT I\

1) 2) HapyweHue |3) Ouctpocdua | 4) MHOXeCTBEHHbIe
NMoBpexaeHnsa |HHepBauuun " KOHTPaKTYypbl
nepeaHux MbILLL nepepoXxnpeHn |cycraBoB

poros € MbILuL,

CMUHHOro

Moa3ra




Popmbl

* BpoXgeHHbI MHOXeCTBEHHbIN apTporpunno3 (Amyoplasia) (89% oOT
BCEN NATONOrMn) — He reHeTn4yeckasa dopma nopaxkaet
KOHEYHOCTU (B TAXKENbIX Crny4vyaax OoTMedaeTcqa nopaxeHue
nrie4yeBbIX, NTOKTEBLIX, Ny4Ye3andaAcTHbIX, Ta300eApEeHHbIX,
KONEeHHbIX CyCTaBoB, AeddopMaLnn KUCTEN KU CTON);

— reHepanuampoBaHHasa dpopma 54%;
— C nopaxeHueM TOSIbKO HUXHUX KOHeYHOoCcTen (30%);
— C nopaxeHueM TOJSIbKO BEPXHUX KOHEYHOCTeN (5%)

* [lnctanbHble popmsbl (10-11% OT NaToNorMmn) — reHeTU4eCKu
00yCnoBrieHHbIE POPMbI C MPENUMYLLIECTBEHHLIM NOPAXXEHNEM
aucTanbHbIX OTAENOB KOHEYHOCTEN (KNCTEW M cToN) (CUMHOPOM
Qckobapa, cuHgpom lopaoHa, cuHapom PpumeHa-LlenaoHa v

ap.);

* [eHeTn4eckne CMHAPOMbI C nopaxeHmem koHevHocten n LIHC
(COFS cnHapoMm) — netanbHaga goopma.



Ha4vyano neyeHus

JleyeHne HavnHaeTcs B nepuon HOBOPOXOEHHOCTN:
rurnicoBaHue (rno NoHceTTn ¢ 4-5 AHEN), YKNaaku, paspadboTku
CYCTaBOB [0 1 MecsLa XU3HU, XMpypruyeckoe neyeHue c 3-4

MecsLeB.
CBoeBpeMeHHO Ha4yaToe
neyeHue no3BonsieT be3 onepauunn:

KoppermpoBaTth KOConarnocTb (rMncosaHue no MoHceTT +
dXnJ1I0TOMNA + HoLleHune 6pe|/ICOB NN TyTOPOB — «30510TOU
cTaHgapT»);

- BNpaBuTb BbIBUXU, NOABbIBUXN Ta300e4peHHbIX CYCTaBOB;
- MakcuMarsibHO COXPaHUTb PYHKLMIO KUCTEN PYK;
- paspaboTaTtb 1/uUnm BbIBECTM TMMNCOBaAHNEM KONEHHbIE

CyCTaBbl B beHKLI,I/IOHaJ'IbHO BbIrTOAHOE MNMOJ10XKEHUNE

- pa3spaboTaTb NoKTeBble cycTaBbl JO COCTOSAHUS

obecreunBaloLLLEro PYHKLUMIO PYK.

Haxe ecnu He yganocb n3bdexarb onepauumn
CBOEBpPEeMEeHHO HayaToe KOHCepBaTUBHOE fle4eHune
CYLLEeCTBEHHO YMEHbLUAaeT KONIM4ecTBO U 00bLemM

onepauuu



OnepaTnBHOE re4yeHmne

ApTPOnn3 NOKTEBbLIX CYyCTaBOB
cnpaBrieHne KOCOPYKOCTU M KOCOMNanocCTy, NMacTuKa KUCTEN

TpaHcno3nums MbiLlL, (nepecagka cobCTBEHHbIX OTHOCUTENBHO
300pPOBbIX MblLLL, pebeHKa B dyHKLUMOHANbHY NO3ULMIO MbILLLY
Hepaboumx) Ha pyKax U Horax

BnpasneHue BbIBMXOB, NOABbLIBMXOB WU NATONTIOMMYECKOro NosiIoXKeHns
TaszobepeHHbIX CyCTaBoOB

OcteoTOoMUMn And npunaaHna cycraBy Uit KOHEYHOCTU
beHKLI,I/IOHaJ'IbHO BbITOAHOIO MNOJ10XKXEeHUNA

YCTaHOBKN KOPPUIMPYIOLLKX NAAaCTUH A4 ycTpaHeHns aecdopmaums
KOHEeYHOCTeu

icnpaBneHue gegopmanmm 1 NoArotoeka K onepauuam c
ncnonb3oBaHWeM annapartos Ennsaposa

A ap.

Bo B3pocrnom Bo3pacTe UCMorb3yeTcsa 9HAO0NPOTeE3npoBaHue
CYCTaBOB



KoHcepBaTMBHOE ne4vyeHune

KoppurupytoLliee runcoBaHue;

dusnoTepaneBTUHECKOE JNIEYEHME (ANEKTPO U
HEVUPOCTUMYNALUIO LleHTpanbHOU 1
nepmnaepmny4eckon HePBHbIX CUCTEM;
TpaHcBepTebparbHas MUKpoOnonapusauus;
annnukaunum 030KepuToBble, NnapaduUHOBLIE,
rpaseBble);

JNNOK ¢ Henpodunanonorm4eckmum yKrnoHom (no
bobaty, Bont-tepanuto), MEAULUMHCKNNA MaccaXx
TOHU3UPYIOLLNNA;

KoppeKUNOHHLIE LLUWHLI, JTIOHIETbI, OpTE3bl, DPENCHI
(pasHble PYHKLUN);

MexaHoTtepanua (Apmeo, JlokomaTt, ApTPOMOT,
Bubponnardopma "annuneo)



[1nrochl

* YNOpHbIE, XapnamMaTuiHble, ApKMUe NNYHOCTHU;
* BbICOKMI OT pOXXOAEHUA UHTENNEKT;
* Bblicokas npucnocobnsieMocTb;

« Kak npaBuno, 4eTn He N3 accouunanbHbIX
cemen (aetn npodeccopa n banepuHbl &23).

MuHycbl

* PaHHee nevyeHne Ha4YMHaTb yXe no3aHo

* YMCTBEHHbIE CNOCOOHOCTM NMpU NPOAOIHKUTENBHOM
HaXoXXOEeHUN B CUCTEME OETCKUX UHTEPHATOB U
pur3n4ecknx orpaHNYEHNAX MOryT CTpaaaTb

* HMKakux rapaHTUn HUKTO AaTb HE CMOXET Mo
cTeneHun aganTtauun no pesynsratam riedyeHnst —
OYeHb MHOIo paktopoB



[Tone3Hoe

Uem mnaawe pebeHok, Tem OornbLUe Yy HEro LWAHCOB Ha
XOPOLUYH aganTaumio;

BbiBUXU 1 NOoABLIBUXU Ta300e4pEHHbIX CYyCTaBOB, KOTOPbIE
HY>KOAlTCS B XUPYPrm4eCcKkoM NEYEHNUN CUMbHO OCITOXHSIOT

neyeHme (CrnoxHbole onepawuum ¢ AnNUTeNbHOW NnocrneayrLen
nMmMoounmnsaumen);

CrmnbarternbHble KOHTPaKTYPbl JTIOKTEBbLIX CYyCTaBOB fydlle ang
aganTtauum, Yem pasrndatenbHble, a pasrndbaTenbHbIe HOT,
HaobopOoT, Ny4ylle, 4YeM crmbaTenbHble, Takue AeTu
aganTupyloTca gaxke byayym B CUCTEME;

[1r10x0 ecnun pebeHOK orpaHNUYeH KpoBaTbio, XOPOLLIO, ECIIN Y
Hero eCTb BO3MOXHOCTW Nonaartb Mo nosny unm «beratb» Ha
KOneHKax

[Toka pebeHOoK He Hayan «XoAuTb» CUI N CPEACTB Ha
peabunurtaumio TpebytoTca bonbLle, NOCKOMNbKY HYXXHb
NOCTOSAHHbIE MacCaXu A nogaepXaHmsa TOHyca MbiLLL, U
XOPOLLEro KpOBOCHAOXEHNS KOHEYHOCTEN



TexHn4yeckne cpencrea

Bea6MﬂMTauMM
opTesbl (annapatbl) Ha BCHO HOIY — O4YeHb BaXHO

019 BepTUkanmaaumm n obsasatenibHO B HEKOTOPbIX
BO3pPaCTHbIX nNepunogax CTOUMMOCTb OT 40 ThbIC.p. —
00 120 TbiC.p. (Ha 1 HorYy)

bpeuncol
TyTOpa Ha ny4ye3andacTHbIe CyCTaBbl
TyTOpa Ha rofieHOCTOMNHLIE U KONEHHbIE CyCTaBbl

annapartbl Ha BCO PYKY (4na goukcaunm B KpanHem
NONTOXXEHUN)

KopceT Magic arms 1 ero poCCUUCKUN aHanor
JK3ap

XOAOyHKM (Ona AeTeun C nopaxXeHnem pyk - ¢
noaMbILLEYHOU OMNOPON)

TpeHaxep ['pocca



[Mpnmepbl kem paboTatoT NHAN C BbIPAXKEHHBIM U

TsbKenbiM apTpOrpuno3oMm ?

o XyOOXHUKU;

 [leBUbI;

* Bpau (UTanus);

* Yuyuntenb (Poccun);

» dutHec-TpeHep (CLUA);
* Opuctbl (CLUA);

» bapabaHwuk (CLLUA?);
* [pogpeccrnoHanbHble CNOPTCMEHDI.




[ oe neynTb?

» [leTcknm opTtoneanv4eckmm UHCTUTYT UMm. [.
. TypHepa (r. CaHkT-lIleTepbypr - INyLUKNH)

* MHCTUTYT npoTe3npoBaHua nm. Anbbpexra
(r. CaHkT-lleTepObypr)

 LleHTp NInnsaposa (r.KypraH)

* KNnnHWKM ncnonbeaytowne meton NoHceTTH
(Apocnasnb, CaHkT-IleTepbypr, MockBa-
dunartoBckas, KazaHb, Yda, AcTpaxaHb,
TromeHb, MUHYCUMHCK N T.O. CM
http://ponseti.ru/)



