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I'ennble  00JIe3HM —  OTO  Oousblllasg  Ipymma
3a00J1€BaHUM, BO3HHUKAIOIIUX B pe3yNbTaTe
noBpexacHusa JIHK Ha ypoBHE rena.

[Iponiecc BOCCTAHOBIEHUS HCXOAHOM CTPYKTYyphl JIHK
Ha3piBalOoT penapamuen JIHK, wiym renermdeckoun
perapanuen, a CHUCTEMBI, YYacCTBYIOIIME B HEM -
perapaliOHHBIMU.




boJjie3HH, CBSI3aHHBIEC ¢ HAPYIICHUEM
penapanuu

[UITurmMeHTHAs KCepoaepma

[l ATakcus-TeneanrusKTa3us uin cugapoM Jlyu-bap

[1Cuagpom biryma
[ Tpuxotuoguctpodus (TT/)
[|Cuaapom KokkeiiHa

1 Auemusa ®agkouu

[TIporepus gereit (cunapoM XaruuHcoHa-I'undopaa)

[TTporepus B3pocibix (cuaapoM BepHepa)



IInrMeHTHAs KcepoaepMa

- TOBBIIICHHAsS YYBCTBUTEJIBHOCTh K  COJIHEYHOMY  CBETY:
MUTMEHTAIINS, CYXOCTh KOXKH, SI3BbI, PyOILIbI

*pa3BUTHE B oOyarax IOpPaXCHHOM KOXHU  OOpoaaByaThIX
paspacTaHuil, MaNUJIOM, 3J10KaY€CTBEHHBIX OIMYXOJIEH.

*IOpXEHUSI T1a3 B BUJAE  KOHBIOHKTHUBHUTA, KEpaTUTA,
TUIIEPIIUTMEHTAILIUY U aTpO(PUU paly’ KU U POTOBHUIIBI

*Ha ko€ BEK MOSBISIOTCS OIYX0JIEBbIE MPOIECCHI.
*IUCTPOPUYECKME HW3MEHEHHS TKaHEeW: JaucTpodus  3y00B,
CUHJIAKTWJINS, OTCTaBaHUE B POCTE.
*YMCTBEHHAs OTCTAJIOCTh PEOCHKA




B ocHoBe 3a00i1eBaHus

HaXOAUTCS 0OyCIIOBICHHAS
r€HaMU HEJIOCTAaTOYHOCTh
O0COOBIX (PEpMEHTOB,

OTBEUAIOIIUX 3a

BoccTtaHoBiaeHue JIHK

MOCJIE TOro, Kak OHa
nopakaeTcs
yIbTPa(pHOJICTOBEIMU
Ty4aMH.




ATaKCHUA-TCJICAHTNIKTA3uA NN
cuaapoMm Jlyu-bap

* ATakCHs MPUBOAUT K IIOXOU KOOPAWHALIVH;

*TEJICAHTUAKTA3US - CJIETKA PACIIMPEHHBIM KPOBEHOCHBIM COCYyIaM
*YyXyIIAETCA padoTa ONpEaCIEHHBIX 00JIACTEN MO3ra

* ocinabjeHa HMMYHHas  CHCTE€Ma, 4YTO  IPUBOJUT K
IPEeAPacHoI0KEHHOCTH K HH()EKIINN
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CHHAPOM bJjiyMa

Penkoe 3a0oyieBaHHE, HACIEAYEMOE IO ayTOCOMHO-PEIECCUBHOMY
TUITY

AHOMaIbHOE pA3BUTHE. Y3KHH BBIJAIOIIUICS HOC, THIIOILIA3HS
JIMIIa, HEA0Pa3BUTHE ITOA00POAKA.

JOnopHO-aBUTaTeIbHBIN ammapar: Joauxonedanus, MOJIuIaKTHIN,
YTOIIIECHNE KOHIIEBBIX (hajlaHTI MajbIEeB CTOI.

O dpyroe: madexmun opranoB aeixanus/JKKT, caxaprsiii quadert
urabmromaercs 6ecrmonue.




Tpuxoruogucrpodust

[l;ToMKHE BOIOCHI M HOT'TH,
OuxTHnos,

UueOynnésnas nuxtno3udopMHas SpuTpoaCpMHus,
doTouyBCTBUTEIIHFHOCTSD, '
Uuemopa3BuTHe NOAKOXHOMN KIIETUYATKHU,
[3anepkka Gpu3nuecKoro pa3BUTH,
Hu3kas Macca miojia npu poxkiaeHUH,
[ymMcTBEeHHas OTCTAIOCTh
[xurmeynast HEMpOXoOaAUMOCTb,
OrunoroHamusm,

Uxarapakra,

0 muxpornedanus,
[6ponxuanpHas acTMa,
[KOHTpaKTyphI CyCTaBOB,
UundexnnonHbie 3a00J1€BaHUS.




CunapomMm KokkeiiHa

IKapaukoBOCTh ¢ AUCTPOTOPIIMOHATLHO JINHHBIMA
KOHEYHOCTAMM

(IloBbImeHHAS YyBCTBUTEILHOCTD K COTHEYHOMY CBETY
OIIpexxaeBpeMeHHOE TOSBIICHNE CTAPUYCCKOM BHEIITHOCTH
OIlurMeHTHAs JeTeHepalnus CeTIaTKH
JATpodus 3puTeIbHOTO HEpBa
JOTtcnotika ceTyarku




[OHemomHOE CMBIKaHIE BEK

[ AHOMaIMM HApPYKHOTO yXa , TITyX0Ta
Muxpouedamms

[JCrubarenpHbIe KOHTPAKTYPHI CYCTABOB
[IPanHee pa3BUTHE aTEPOCKISCPO3a COCYIOB
[l AprepuanbHas TUIICPTCH3US
0YMcTBEHHAS OTCTAIOCTD




AHeMusa ©@anKkoHU

(JHU3KOPOCIIOCTb,

(JHEHOpPMaIbHAS TMTMEHTAIINA,
(MajieHbKas ToI0Ba,

(JanoManuu ckenera (OTCYTCTBHUE WIIH
YKOPOYEHHE OOIBIIOro Iajiblia pPYK,
HEIOPA3BUTHE Jy4EBOU KOCTH,
BPOXKJICHHBIM BBIBUX O€apa, IIEHHOE
peOpo, KOCONAIIOCTh)

(JKxocornasue, HeAOPa3BUTHE OJHOTO WA
o0OMX IJIa3, OMNYyIIEHHWE BEKa, IJIa3HOE
IPOXKAHUE, TIIYXOTA,

(JyMCTBEHHasi OTCTaJIOCTh

(nopaxeHusl OJI0BBIX OPTaHOB
(JmoyeyHble aHOMAaIUU

BpOXKIEHHBIC HOPOKHU CEPALIA.




Ilporepusi nerer — CHHIAPOM
XaruunHcoHa-1I niadopaa

MasieHbKHUM pOCT

[ITube U0 C KIIFOBOOOPa3HBIM
npoduiem

IIpeobnaganre MO3TOBOTO Yeperna HaJl
JULICBBIM

Brinagenue 6poBeit, peCHMIL
[TpOIOXKUTENBHOCTD KU3HU -13 JIeT

[IpuynHa: HapyllIeHUE penapanum,
Cmmeku JIHK




Ilporepus B3pocibIxX- CHHAPOM BepHepa

*Karapakra

*[IpoGsiemMbl ¢ KOXKel, BKIIFOYas IUIOTHYO, OJIECTAIIYIO KOXY, SI3BBI,

*[IUTMEHTHBIC U3MEHECHUS, YTOJIIECHUE POrOBOTO HAPYKHOTO CJIOSI KOXKH

*XapaKTEPHbIC «IITUYbW» YEPThl BHEITHOCTH

* VXyJllIeHUuEe pocTa., IOCEASHUE U/WIN HCTOHYEHHUE BOJIOC Ha TOJIOBE.

*CaxapHblil quader.

*Hapymenne QyHKIMN SUYHUKOB UJIN SIMYEK

*OcTeonopo3s

*HeoObIYHO BBICOKAs IIJIOTHOCTh KOCTHM B KOHEUHOCTSIX MaNIbIIEB PYK M HOT
KOCTEHM.

*CKOIJICHUE COJIEN KaJblUs B MATKHUX TKaHSX TeJja
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WS patient age 15 yrs | WS patient age 48 yrs



Cmnacun6o 3a BHUMaHue!



