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%CMCTGMHbIe ANCTIIaCTHUHECKUNE MNMOoPpaKeEHNA CKEJIETAa

3aHMMAlOT 3HAYUTEJIbHOE MECTO Cpeam
3a00/1eBaHMM

* MNop cucTeMHbIMK AedopMaLmaMM CKeNeTa
MOHMMAIOTCA MOPAXKEHME CKeleTa KaK opraHa ¢
HapyLLEHMEM pOCTa U pa3BUTMS KocTen. Cpean
CMCTEMHbIX 3a601€BaHMM, NMPU KOTOPbIX PaHO
BO3HMKaAOT JedopMaL1 ONOPHO-ABMUIraTE/IbHOIO
annaparta, HanMbobllee 3HaYEHME UMEIDT
annMduU3apHble AUCNNA3MM1, aXOHAPONIasus,
6one3Hb brayHTa, HecoBepLUueHHoe
KocTeobpa3oBaHWe, apTpOrpu1nos.



*CornacHo Knaccudukaumm M.B. Boskosa

XpSLEBbIE AMCMIA3MM NOAPA3AENAOTCA HA
TPU BMAA:

*1) aMcnnasum anudmsa (ToyeyHas

XOHApoaucnnasma, annmdnsapHas
MHOeCTBEeHHaA U OANHOYHAA
XOHApoAMcnasmna);

*

*3) MHOXKECTBEHHbIM XOHAPOMAaTO3 KOCTEM.






ITaTomorua HopmMma




* lucnnasma metagmadusa (LMCXOHAPONIasns).
MHOXeCTBEHHbIe annMPn3apHblie AUCMNIA3NM
ABNAKTCA CUCTEMHbBIM BPOXXAEHHbIM HapyLUEHUEM
3HXOHAPA/IbHOr0 OKOCTEHEHMA B 30HAaX pPoCTa
KPYMHbIX TPyO4YaTbIX KOCTEMWN.

*Anpa OKOCTEHEHMSA NOABAATCA MO34HO,
pPa3BMBalOTCA MeJIEHHO U HEMNPaBUJIbHO, MHOTr A
MdparMeHTUPYITCA. IHXOHApPa/IbHblE JIMHNU
M30rHYTbl, 3a3yO6peHbl, MMMPU3bI, MbILLENKA U
F0JIOBKM 6€1pEHHbIX M NJIEYEBbIX KOCTEN
YNJIOLLAKTCA, CyCTaBHbIE LE/IM pacClUUPEHDI.

*®opmMpyIoTCA Coxa vara M genu vaigum. Metadusbl
paclumpsaoTca, aMadusbl U3rnbaoTca BTOPUYHO.



*3aboneBaHWe BO3HMKAET Y AeTeM MCNOABOIb,
MeaNeHHo, beccMMnTOMHO. Habatopgaetca no
CPaBHEHMIO C POCTOM CBEPCTHMKOB, HU3KOPOCJ/1I0CTb
6e3 HapyLleHUs nponopumun Tena.

*3aTem nosasaATcA gedopmaLmu KOHEYHOCTEN,
NPEUMYLLECTBEHHO HMXHUX, TYrONnoABMXKHOCTb B
cyctaBax, 60/b. O6a3aTe/IbHO BbISABAAOTCSA
M3MEHEHMA CO CTOPOHbI MO3BOHOYHMKA.

* leueHue pedopmaumii onepaTMBHOE.
[IpuMeHAaeTca annapaT Mamsaposa c
KOPTUKOTOMMEN M MONEPEYHON OCTEOTOMMEMN
KOCTEM HMMKHMX KOHEYHOCTEMN.



*1 rpynna

*MHoecTBeHHasa anudur3apHas AUCNIa3us

*M3/] yacTo Ha3bIBaKT 60JIE3HBIO
denpbaHKka, Hambonee NoApobHO
OMUCABLLEro KIMHUKO-PEHTIEHOIOrMYECKYHO
KapTWHY U JaBLUEro e Ha3BaHue. B ocHoBe

M2/l nexxunt pec
3NMMPU30B.

DEKT UEHTPA OCCUC

HUKaLIUM

“Tpn 3TOM 06pa3oBaHMe XpALLA NPOUCXOANT
HOPMaJIbHO, HO HapyLLUEHbl NPOLECCHI

occudUKaumm.







* AnudmsapHaa ToyeyHas
XOHApPOAMCIA3MA

*Moa ToueYHOM xoHapoaucnnasmen (TX) nogpasymeBaeTtcs
rpynna cKeNeTHbIX AUCNNA3uM, AN KOTOPbIX XapakTEPHO
ToYeyHoe 06bI3BeCTB/IEHUE 3MUPU30B KaK B 30HAX POCTKOBbIX
N1aCTUHOK BCEX YYACTKOB CKeJieTa, TaK U B
napaapTUKY/IAPHbIX yYyaCcTKax.

*TX BKIOYAET MO KpalHen Mepe TpU reHeTMYecKmne hopMmbl
3a601eBaHUA: HaMboee TAXKENY ayTOCOMHOPELLECCUBHYIO
PU30OMEJIUHECKYIO (DOPMY; TAXKEI0 NPOTEKAILLYIO
ayTOCOMHOAOMMHAHTHYO popMy (KoHpaau - XtoHHeEpMaHa) U
BblAE/IEHHYI0 CpaBHUTE/IbHO HEAABHO 60J/1iee clabyto X-
CLUEN/IEHHY peLEeCCUBHYIO (DOPMY.



*MUHMMaIbHbIEe AMArHOCTMYECKME NPU3HAKM:
*acMMeTPUYHOE YKOPOYEHUE KOHEYHOCTEMN

* paHHAA ToyeyHaa KanbumduKauma annpm3oB
* nnockoe nMUO

“nopucTtas Koxa.

KAMHMYecKaa xapaKTepMcTUKa

OCHOBHbIMM MPU3HAKaAMM CMHAPOMA ABAAIOTCSA
aCUMMETPMYHOE YKOPOYEHME KOHEYHOCTEN B CBA3M
C TOYeYHOM KasbUmpmKaumen anmdusos,

KOHTPaKTYypbl KpYMHbIX cycTtaBoB (30 %), paHHMMK
CKONIAOR WeARNNKINIOe OTCTARAWIME R NOCTe



*Habno4a0TcA NA0CKOe /MU0, 3anaBLluas nepeHocmLa,
rMnonaasmsa CKY/I0BbIX AYr, aHTUMOHIOJIOM/HbIM pa3pe3
rnas, B 20 % cny4aeB — KaTapakTa M1 MXTUMO30(POPMHbIE
M3MEHEHMA KOXM, NOPUCTAA KOXKa, HarnoMmHawwasa KOpKy
anesibcuHa. Bonocokl peakue, xKectkue, B 25 % cnyvaeB
OoTMeYaeTcs anoneums.

PeHTreHo/IorM4yecKkm BbiABAAIOTCA TOYEYHAS
KanbUMdUKaLMA, NOABAAIOLLAACS B NEPBYIO ovyepeb B
KOHEYHbIX OoTAeNnax TpybyaTbiX, KapnaJibHbIX M Tap3a/ibHbIX
KOCTEU, B OTPOCTKAX MO3BOHKOB, B C€Aa/IULLHbIX M JIOHHbIX
KocTax, AedopMaLms TeN NO3BOHKOB M 06bIYHO
OJHOCTOPOHHEE YKOPOYEHME TPYOUYATbIX KOCTEN.

OTMevaeTcH HEPE3KO BbIpaxK€HHAA YMCTBEHHAA OTCTAJ/IOCTb.
|-|OI'IyJ'IFILI,l/IOHHaFI yacToTa Hem3BecTHa. CooTHOLWIEHME NOJIOB
HEN3BECTHO.



ToyeyHad
XOHA POANCNNA3NA
Astop AHapeit K. MosHaHcku




*2 rpynna

*3JK30CTO3HAsA AMCNAA3NSA, OYEBMUIHO, —

camMasi pacnpocTpaHeHHas NaTo0rus
CKeJieTa, U NMOCKOJIbKY OHa Bbl3blBaeT
MHOXECTBO CaMbIX Pa3/INYHbIX
OCJIO}KHEHUU, AedopMaLMU U MOKET
03/I0KQYeCTB/IITbCA, €U HYXKHO YAENATb
60/1bLLOE BHMMAHUE, a 60JIbHbIX CTaBUTb
Ha AMCMAHCEPHbIN YYeT.



%O‘-IeHb Ba*XHbIM U MNMe€YaJibHbIM Cl)aKTOM ABNAETCA Hac/ieACTBEHHAA

nepeaaya no AOMMHAHTHOMY TUNY (NpeanosaratT, YTo
OTBETCTBEHHbIM 3a PA3BUTUE IK30CTO30B ABJIAETCSH CETMEHT
AJIMHHOTO nJieya 8- XpOMOCOMblI).

* JlJokanM3aLma 3K30CTO30B MO YaCTOTEe COOTBETCTBYET 30HaM pocTa
C HamMbosbLUEN €ro NOTEHUMEN — ITO HMKHASA 30HA POCTa
6epeHHOMN KOCTHU, BEPXHEMN NNEYEBOM, 6OJIbLLEOEPLIOBON KOCTH U

T.A.



%KIIMHMLIGCHI/I 3K30CTO3bl MOT'YT NMPOABNATLCA BECbMa
Pa3/IM4HO, TaK KaK MOI'yT Bbi3biIBaTb MHOXXECTBO

BTOPMYHbIX CUMMTOMOB. Bpayam XopoLLo M3BECTHO, YTO
3K30CTO3bl UMEIT pasHyto hopmy:

e CPABHUTE/IbHO LUIMPOKOE OCHOBAHUE M TOHKMMU, OCTPbIM
KOHeLl;

e Y3KO€ OCHOBaHUE, 3aKaH4YUNBaKOLleeCA OKPYrJ/biIM NN
LapoBUAHbIM KOHLIOM, B OCHOBHOM XPALLEBbIM;

e O/IHM 3K30CTO3bl NOYTM OJHOBPEMEHHO C POCTOM
OKOCTEHEBAIOT, APYrue UMEKT 60/IbLLYI0 XPALLEBYIO
HEO06bI3BECTBAIOLLYIOCSA «LIaMNKy».



*ToTasbHOe nopaxkeHue
30H pocTa KOCTEM
3K30CTO3aMM,
MaJIEHbKMI pOCT a—
BHELLUHMU BMJ, 6O/IbHOTO;
6 — aedopmaums
yepena; B —
MHOECTBEHHbIE
3K30CTO3bl BEPXHMX
KOHL,0B MNJiIe4YeBbIX
kocTeun, AedopMaums
rpyp,Hom KNETKU; I —
nedopmaLma KocTeun
Ta3a, BEPXHUX KOHLIOB
6ep,peHHb|x KOCTeun; A —
MHOECTBEHHbIE
3K30CTO3bl KOCTEU
HUXKHMX KOHEYHOcreii.




*

XapakKTepUCTUKa
BpoxxaeHHaa 6one3Hb, 06ycoBNEHHAsA

HapyLeHMEM 3HXOHApPaJIbHOrO0 OKOCTEHEHMUS,
BC/IeACTBME Yero nNpomMcxoamT 3aZepKKa pocTa
1 aedopmMaLma KOCTeM, KpoMe Yepena,
NO3BOHOYHUKA M KAtoumMLbl. CovyeTaHue
XOHAPOMaTOo3a KOCTEM C MHOXKECTBEHHbIMM
reMaHrMmoMamm M3BECTHO No4 Ha3BaHUEM
cuHapoma Madpdy4um (Maffucci). BoamMoXKHO
03/10Ka4yeCTBJIEHNE OQHOro U3 XOHAPOMATO3HbIX
Y3J10B.

*3 rpynna



*PEHTFGHOJ'IOFMLIGCKaFI KapTUHa

Tpyb6yaTble KOCTU YMEPEHHO MU 3HAYMTESIbHO
YKOpOYeHbI, annumeTadu3bl 6y1aBoBUAHO
pacLlUMpPEHbI, B34YTbl; B MeTam3ax
onpeaenArnTCca o4yaru NpocBeT/IeEHUA
HEOAHOPOAHOM CTPYKTYPbl 3@ CHET KOCTHbIX
neperopoAoK, pacnonoXeHHbIX Yale BCero
BeepoobpasHo. [logo6Hble M3MEHEHUS
BCTPEYAKTCA B KOCTAX Ta3a, JlonaTkax, pedpax.
BO3MOXXHO 03/10Ka4yeCcTB/IEHUE 04HOr0 U3
XOHZPOMATO3HbIX Y3/10B.







