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[ MNnepmMoOunbHbIV CUHOPOM
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[ MNnepmMoOunbHbIV CUHOPOM

M CuHapom

rmnepmMooOUnNbHOCTMN:
OMIM 147900
MKbB-10: M35.7



[lnarHocTuka
rmnepmMmobnnbLHOCTH

Llikana BenTtoHa

(Beighton, PB, Grahame, R, Bird, HA. Hypermobility of joints,
2nd ed, Springer, New York 1989.)



Lllkana bBentoHa

1. NaccmBHOe pasrmbaHne mmanHua kuctm donee 90°.

2. NaccuBHOe npwxatne 6onbLOro nasbua KUCTU K BHYTPEHHEN
CTOPOHE npeanneybs.

3. NepepasrnbaHne B riokTeBOM cyctaBse bonee 10°.

4. lNepepasrnbaHue B kKoneHHoMm cycTtase bornee 10°.

5. [NepenHn HaKIMOH TynoBuLLa C KacaHMEM NagoHAMM rosia npu
NPSIMbIX HOrax.



Lllkana bBentoHa

MN3HavyanbHO pa3paboTaHa an
NonynsaAUMOHHbLIX NCCregoBaHUn N HE
ABNSAETCH UHCTPYMEHTOM MOCTaHOBKN

aunarHosa



[narHocTtmnka runepmMoobunnbHOro

cuHapoma (bpanTtoHckue Kputepun)

bonbwue kpumepuu:

1.

OueHka no wkane bentoHa 4 13 9 unu donee (Ha MOMEHT OCMOTpa U B
NpoLUsiom).

2.  Aptpanrusa 6ornee 3 Mec B 4 cycTtaBax u bornee.

Manbie kpumepuu:

1. OueHka no wkane bentoHa 1-3 n3 9 (0-2 anga nogen ctapuie 50 neT).

2.  Aptpanrusa B 1-3 cyctaBax unu nombanrmna bonee 3 mecqaues, Hann4ne
cnoHguonusa, cnoHgunonucresa.

3. BeiBMXxU/noaBbiBuxun 6onee 4em B 1 cycTaBe UnNu NOBTOPHLIN BbIBUX B
OOHOM CyCTaBe.

4. [MepuapTuUKynspHble NopaxeHust bonee 2 nokanuaauunm (3ANMKOHAUNKT,
TEHOCUHOBMUT, OypcuT n 1.4.).

5. MapdaHOMOHOCTL (BbICOKUM POCT, XyAOLLABOCTb, COOTHOLLEHME pa3max
pykK/pocT 6onee 1,03,
COOTHOLLUEHNE BEPXHUN/HMKHUI CErMEHT Tena MmeHee 0,83,
apaxHogakTunusa).

6.  AHOMarnbHaga KoXa: TOHKOCTb, TMMNeppacTAKUMOCTb, CTPUN, aTPOPUYHbIE
pyoubl.

7. [ Ma3Hble NPU3HAaKU: HaBUCaKLLME BEKM UITN MUOMUS.

8. BapuKo3Hble BEHbI U FPLIXKA UK ONyLLEeHWne MaTKu/ NPSMOW KULLIKW.



[narHocTtmnka runepmMoobunnbHOro
cuHapoma (bpanTtoHckue Kputepun)

bonbwue kpumepuu:

1. OueHka no wkane bentoHa 4 13 9 nnu
bonee (Ha MOMEHT OCMOTpa UM B
NpOLUIIOM).

2. ApTtpanrus 6ornee 3 mec B4 cyctaBax u
Oonee.
Cungpom IOEPOKAYECTBEHHOW
rmnepmMmoounnbLHOCTU AnarHoCTUpyeTcs npu
Hann4nm 2 6onbLINX KpuTepues, 1 60NbLLLUOro n 2
ManbIX KputepueB Unu 4 manbix.



[narHocTtmnka runepmMoobunnbHOro
cuHapoma

Cunapom [JOEPOKAYECTBEHHOW
rmnepmMmoounibHOCTU AnarHocTUupyeTcs npu
Hanu4iuun 2 GonbLINX KpuTepues, 1 bonbLIOro n 2
ManbIX KpuTepueB Unu 4 manbix.

Hanunuue TOJIbBKO npusHakoB
rmnepmMoounnbLHOCTM No WwkKare bentoHa
cBupeTesribCTBYET O HanNnn4inun u3bbITOYHOU
NoaABWMXXHOCTU B CyCTaBax U
He ABNnsAeTcs
OCHOBaHueM AnfA AnarHo3a runepMoOounnbLHOro
cuHgpoma




ComMaTnyeckme cocTosAHUS,
aCCoLMNPOBAHHbBIE C
NOOpPOKAYECTBEHHbLIM

rmnepmoounnbHbIM CUHOPOMOM

* [lponanc muTpanbHOro KnanaHa
 bpoHxnanbHaga actma

* [aCTpOUHTECTUHANbHbIE HAPYLLUEHUS
(racTpoasodrareanbHbIN pedorntoKc,
CUHAPOM pasgpaeHHOro KULLeYHuKa,
ONBEPTUKYNes)

* CMHOPOM XPOHUYECKOUN YCTanocTun
« dubpommnanrus



HeBponormyeckmne coctosaHUS,
aCCOLIMNPOBAHHLIE C
NOOpPOKAYECTBEHHbLIM

rmnepmoounnbHbIM CUHOPOMOM

« XpoHn4eckumn 6oneBov CUHOPOM

* [lponpuouenTmBHbIE HAPYLLEHUS CO
CTOPOHbI CyCTaBOB

 CHMXXEeHHad YyBCTBUTEIIbHOCTb K MECTHbBIM
dHECTETUKaM

* BeretatneHaa gucdyHKUmMSA
* [lcuxonorn4yeckun gucrpecc



AccoLunmnpoBaHHble COCTOAHUSA

* ApTpanrma — 74%
 bonun B cnuHe — 10%

* HapyLwieHune noxogkn, KoopgmHaLunm, YacTble
nageHna — 10%



AccoLunmnpoBaHHble COCTOAHUSA

* OTEYHOCTb cyCcTaBoB — 38%

* PactaxeHna — 19%

 bonu B ctonax — 34%

* bonu B KoneHHbIX cycTaBax — 73%



[IponpuouenTuBHbIE HApPYLLUEHUS
npnlC

OTmMeYeHa CHMXKeHHas nponpuoLenTUBHas
YYBCTBUTENBbHOCTbL KOJTEHHbIX U
MeXdpanaHroBbIX CyCTaBOB, a TaKxXe
cnabocTb crnbareneun n pasrmdbarenen
roneHn. 3To MOXET ObITb KaK MPUYNHON, TakK
N CNeaCcTBUEM CHUXEHUS TONEPAHTHOCTU K
Harpyskam.

(F. Fatoye et al., 2007)



CoCTOoAHUA, accounmpyroLLnecsd ¢
[C

MmeloTca HEYTOYHEHHbIE KNMMHNYECKME
OaHHbIE O TOM, YTO Y AeTen ¢ «bonamu
pocTa» MMeeTca OOHOBaA
rmnepmMooOunnbHOCTD.

(UzielY, Hashkes P., 2007, Geissen L.J. et.al,
2001)



«['eHepann3oBaHHasa rMnNepmMobunbHOCTb Y
[eTen: NokanbHOe NI CUCTEMHOE

COCTOAHUE?»

* [layneHTbl: cuMnTOMaTn4ecKkasi rmnepmMmobunnbHOCTb — 15;
KOHTpPOnb — 95 (acumntTomatTnyeckasi rmnepmMmobunnbHOCTb
—16)

o CumnTomMaTuyeckas runepmModbnUnbHOCTb: HUXKe
nokKasaTesriu KOCTHOU AeHcuTomeTpumn, Hmxe A[l,
Bbllle 3KCKpeunsa NpoAYyKTOB pacnapa KonnareHa.

* ['MnepmobuNLHOCTL CyCTaBOB, COMNPOBOXAAlLLASACS
KITMHUYECKUMU MPOSABNEHUAMN CO CTOPOHbI OMNOPHO-
OBUratesibHoro annapara - MyJfisTUCUCTEMHOE
COCTOSIHME.

* Engelbert et al., Pediatrics. 2003



«MwnHepanbHas NNOTHOCTb KOCTW: CBSA3b C
6oneBbIM CUHOPOMOM U
rmnepmMobmnnbLHOCTBIO CyCTaBOB»
* 93 NauUneHTa;

e CHMXXeHue MmmHepanbHON KOCTHOMU
NAOTHOCTU ObLINO OTMEYEHO B rpynmnax
NauneHTOB:

e C rmnepmModbunnbHOCTbIO (HE3AaBUCUMO OT
Hann4yna 6oneBoro cMHApPoma)

« C boneBbIM CUHOPOMOM (HE3ABUCUMO OT
Hann4ns 6onn)

* Roberto AM, et al. 2002



«BeretatnBHble HapyLLeHUa y
NaLNEHTOB C rMNepMooOnnbHOCTbLIO»

* CMMMTOMBI HapyLLEHNN BEreTaTUBHOM
HEPBHOW cUCTEMbI (0OMOPOKK, BONKN 1
OUCKOMMOpPT B rpyaun, criabocTb,
HenepeHOCUMOCTb Xapbl) y nauneHToB c [C
BCTpeYanucb 3Ha4YnTenNbLHO Yyalle, YemMm B
KOHTPOIE;

« OpTocTaTn4veckasi rmrnoTeH3us, nocTypanbHas
opTocTaTnyeckasa Taxmkapamsa Bctpeyanuch B
78% cnydaeB (10% B KOHTPOSbHOU rpynne).

e Gazit et al. Am J Med. 2003



[Tlcuxonorn4vyeckne CoCToAHUS,
aCCoLUMNPOBAaHHbIE C
NOOpPOKAYECTBEHHbLIM

rmnepmoburbHbIM CUHOPOMOM

McnaHckuin ncnxuatp AHTOHWO bynbbeHa (Antonio
Bulbena) nay4an cBsisb Mexay TPEBOXXHbIMU
paccTpoucTBaMmu 1 runepmMobunsibHbIM CUHOPOMOM.

[MNepMoOUIbHBIN CUHAPOM BCTPEYarics y noagemn c
TPEBOXHbIMU PacCTpPoOUCTBaMu B 67.7% Criy4aeB, XOTS
TONbKO 10% 13 HUX obpalLlannceb No Nnosoay
NCNXONOrM4yecknx npoobrem K spayy.

Cpenv nuL, ¢ TPEBOXHbIMU PacCTPONCTBaMMU
rmnepmMoOunbHbIN CUHOPOM BCTPEYaeTCs

B 16 pa3 yalle
4YeM B KOHTPOJSTbHOW rpynmne



TpeBOXHble paccTpoucTea u
rmnepM06|/|anb||/| CUHOPOM
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Bbipa>keHHOCTb TPEBOXHbIX PACCTPOWUCTB
nponopumoHarbHa BblpaXXeHHOCTN rMnepMoOunbLHOro
cuHapoma



TpeBOXHbIe pacCcTpoucTBa u
rmnepmMoounnbHbIN CUHOPOM

OOHapyXeHo, YTO 3a 3TO COYETAHMUE
OTBEYaET MHTEPCTULMANbHAS
Oynnukauus B 15 Xxpomocome

(HaszBaHHaa DUP 25)

OTa aynnukaumsi HoCUT HacneayeMbIi
XapakTtep (He NOfMHOCTbLIO
MeHOEeNPYLWnN) 1
paccMaTpMBaETCA B Ka4ecTBe o0LLen
Buororn4yeckom nPUYmMHbl JAHHOO

CO4HETAHHOIO HapyLueHn4d
(Grataco's et al. 2001)



«ComaTtoTmnn y nauneHToB C
NaHW4YEeCKUMU paCcCTpoOUCTBAMU»

* 99 MayMeHToB C NAHNYECKUMMU
paccTpoucTesamu, 99 - KOHTpPOnbHas rpynna

e AcTeHn4yeckasa KoHcTUTyumsa 33.3% /
19.2%

* BsanmocBsi3b acTeHNYECKON KOHCTUTY LUK
N NAHNYECKUX PACCTPOUCTB MOXET ObITb
CBsi3aH C rnpeobnagaHnemM B OCHOBHOM
rpynne naymMeHToB C CyCTaBHOW
rmnepmMooOunnbHOCTLIO.

* Bulbena et al., Anxiety. 1996.



«CBA3b 4YaCTOTbl U UHTEHCUBHOCTW
CTpPaxoB N NaToJ1I0TMKn KoJlJ1lareHa»

* Y naumMeHToB C rmnepmModnnbHOCTBIO
4yacToTa U MHTEHCUBHOCTb CTPaxoB Oblna
3Ha4YNTENbHO BbilLe, YEM B KOHTpOIe.

* Bulbena et al., Depress Anxiety. 2006.



«/IHTEHCUBHOCTbL OONEeBOIro

CUHOPOMA U Ka4yeCTBO XXU3HU JeTEN
clC»

« OueHnBanachb cpeaHsaAs MHTEHCUBHOCTbL DOrnen B
obriacTn KONeHHOro cycrasa 3a Heeno c
nomoLibo BALL;

* OueHnBanocb Ka4ecTBO XXN3HU B COOTBETCTBUN C
neanaTtpn4yeckmnmM ornpoCHUKOM,

* AHTeHCUBHOCTbL 60NEeBOro cMHapomay
nauueHToB ¢ 'C Oblina 3HauYuUTesrIbHO BbILUE;

 KayecTBO XXN3HU UMESI0 00paTHYIO
3aBUCUMOCTb MO OTHOLLIEHNIO K UHTEHCUBHOCTH
boneBoro cuHapoma.

* Fatoye et al., Rheumatol Int. 2012



«['lepeHOCUMOCTb Harpy3oK y oeTen
C rMNepPMoOUbHOCTbLIO»

* [lepeHocnmocTb Harpy3oky getenclC
3HaYNTENbHO HUXE, YEM B KOHTPOJIE;

* Hn3kasa ousmyeckas akTMBHOCTb,
BEPOATHO, CBA3aHHAas ¢ bonesbIMU
oLlyLleHNAaMn, B OCHOBHOM — Mpu
BbINOSTHEHUU PUBNYECKNX YNPAKHEHUN.

* Engelbert et al. Pediatrics. 2006






PebeHokK ¢ runepmMmoburnbHbIM
CUHOPOMOM

 [legnatp

* HeBponor

« Kapanonor

* Yponor

e OpTonen

«podeccuoHanbHbIE
NnauyneHTbI»



PebeHokK ¢ runepmMmoburnbHbIM
CUHOPOMOM

 [legnatp

* HeBponor

« Kapanonor

* Yponor

e OpTonen




[MnepMoOOUNBHLIN CUHOPOM
HacneacTBEHHbLIN XapaKTep :

reHeTU4ecKu
OETEPMUHNPOBAHbI KaK
HapyLLEHUSA CO CTOPOHDI
OMOpPHO-ABUraTENLHOrO
annapaTta, Tak ¥ 0COBEHHOCTH
nepexnBaHMsa CBOEro
COCTOSAHUS

TpeBoOXHasa akUeHTyauna y pogmutenen n geten
>KenaHue poaunteneu
«MCNPaBUTb MOKa eLle He NO3OHO»



«['ponpunouenunsa n pedunumnT
MblLLeYHOU cunbl y aeten ¢ [Cy

« 37 300poBbIx Aeten n 29 netenclC;

Y neten c 'C ObIinNu 3Ha4YNUTENbHO CHUXKEHDI
KWHEeCTETUYECKOE YYBCTBO U OLLYLLEHNE
NONIOXKEHUS YacTeWn Tena B NPOCTPAHCTBE;

« Cuna mMbllwy, crnbaTeneun n pasrubarenen
rOyIEHN 3HAYUTENBHO CHUXKEHA;

* PekomeHOyeTcsa ruMHacTUKa, HanpaeneHHas
Ha TPEHUPOBKY Nponpuouenuun n
yBennyeHmne MbllLe4YHON CUnbI.

* Fatoye et al. Rheumatology 2009



«HenpombiLLeYHble HapyLLEeHNa Npu
[C»

* Y neten ¢ 'C cHmxeHa yHKUUSA
pedPIEKTOPHOU HEUPOMBbILLEYHOW
NPOBOANMOCTW: MOYTN Y NOMOBUHbLI MALUEHTOB
c [ C BbISABMEHO OTCYTCTBME PEQIIEKTOPHOIO
oTBeTa Npu CTUMynaumm apdepeHTHbIX
BOJIOKOH ManobepLoBoro Hepea.

* bonee nHTepecHbIM ObINO HaNMUM4Yne 3Toro
pedonekca y apyrov NnonoBUHbLI

« ABTOpPbI NPEANONOXUnu, YTO 3TO MOXET ObITb
CBSI3aHO C UX NyYLLEN TPEHNPOBAHHOCTHIO.

* Ferrell et al. Arthritis Rheum. 2007



«HenpoMbiLLIeYHble HapyLLEHUS Npu
[C»

* [Tocne npoBeaeHnst Kypca TPEHUPOBOK Y
obcnegoBaHHbIX yyYllanmcb napameTpbl
NPOBOAVNMOCTMW.

0.2 | Pre-exercise 1
EMG {
(mV) 04 - J
s [ r
.....
3 4 f Pre-exercise 2
EMG o2 - '
(mV) o4 - ‘
(5 4 S N | [ [ [ o) Miidati] (diiihii) Halitbich] Lkttt Ehbticietid Riabibld
e Post-exercise
40 ‘ 20 ‘ 0 . ‘L"O 4:0‘ 's'o"" 80 100 EMG 02 3
T (mv)
ime (msec) 04 4 =
0 20 60




bornb n rmnepmodbunbHbIN CUHAPOM

» BpoxgeHHasa HEMOSTHOLEHHOCTb
nponpuoLenTMBHON NHHEPBALUW Y AL, C
rmnepmobumnbHOCTbO. C 3TUM CBA3bIBAOT
bosiee BbICOKYIO YaCcTOTYy TPaBM U
NOBPEXOEHNIN OMOPHO-ABUraTENLHOIO
annapara

* [ToHWKeHHass BOCNPUNMHNBOCTD K
MECTHbIM aHECTETUKAM OTpaXkaeT
OCODEHHOCTU HoOUMLUEeNTUBHOU CUCTEMBbI



CoCTOoAHUA, accounmpyroLLnecsd ¢

? 9

«CTtaTnyeckoe nnockocTtonue»



'MnepmoOunbLHOC
Tb

HapyweHus
nponpuouenuuu




[MNnepMoOOUNBbLHLIN CUHOPOM Y
neTeu:
YTO MME@HHO Mbl NTIeYUMm?




[MNnepMoOOUNbHLIN CUHOPOM Y
neTeu:
YTO MME@HHO Mbl NTIeYUMm?

Moaudukauunsa modus vivendi?



| IpOrpamMmMa qQouU3n4ecKkou
peabunmTauumn
(Po3amapu Kup, gmpekTtop
LleHTpanbHOW
dounsmnoTepaneBTUYECKOU KITMHUKN,

JIoHOOH
* BoccraHoBneHne dunsnonorndeckon nogBu>KHOCTHU
MMNOMOOUITbHbLIX CErMEHTOB U yriydueHne
CaMOKOHTPOISA rmnepmMobunnbHbIX

 YnydylieHne NnocTypanbHOro KoHTpons, 6anaHca u
nponpuouenumm

 YnyylweHne ctabunbHOCTM CyCTaBOB 3a CYET aKTUBHOIO
MbILLEYHOIro KOMMOHEHTA

« Oby4yeHuMe nogaepxaHnto NpaBuUITIbHON NPUBLIYHOW
Nno3bl

« ObLwasn dunsnyeckasa nogrotoBka (dbuTHecCC)

Rosemary Keer



MynesTnancumnnmHapHas
nporpamMmma no KOHTPOrst 601eBOro
cuHapoma

BoccTtaHoBrneHne HapyLweHHbIX (PyHKLUN:
yBernunyeHme aBuratenbHOU akTUBHOCTU U
npeogorneHne NpPmBbIYHbIX CTEPEOTUMNOB
«KaTacTpodn4eCcKoro MbiLLIEHNS» B OTHOLLEHUN
BO3MOXXHOIO NMoBpeXaeHns n 6onu

dopmMupoBaHue NO3IUTUBHOIO HACTPOSA U
NoBbILLeHUe CaMOOLIeHKMW: NMCUXOITOrM4eckme n
ncuxoTepaneBTUYECKMNE TEXHUKM

NocTteneHHoe pacwunpeHue pmnanvyeckKkux
yrnpaxHeHuKn, B TOM Yn1Crie 3a CYET TeEX BUOOB
aKTUBHOCTM, KOTOPbIE paHbLLE NPUBOANNN K
obocTpeHunto 6oreBoro cnHapoma

e MeankameHTO3HOeE NeYeHune: aHanbreTUku JoMmKHbI
NMPUMEHATbLCA B MUHUMAJl1bHO HEOBXoaMMbIX
A03NpoBKax n MMUHUMaAJibHO HeobxogMMbIMmM KypCaMu



CYTYAOI0O HCNPABMT...
PUIKYALTYPA !




[MNnepMoOOUNBbLHLIN CUHOPOM Y
neTeu:
YTO MME@HHO Mbl NTIeYUMm?

Heobxoaumo
ooOLee
NoHUMaHue
ueneun!
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