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Cunapom Mapdana (CM) —
OZIHO 13 CaMbIX YaCThIX
3a00JIeBAaHUI U3 T'PYIIIbI
HaCJIEICTBEHHBIX MTUCIUIA3UN
COeJUHUTEIbHOU TKAHU,
KOTOPOE BCTPEYAETCA C YaCTO-
TOU 2—3:10000 HaceJeHus U
HACJIETYETCS 110 AyTOCOMHO-
JTOMUHAHTHOMY THILY .

OOBIYHO JUATHO3 CUHApPOMA
Mapdana cTaBUTCA HA 2—3
NEeCATUIETUU KU3HU

Ot curapoma Mapdana gaie
CTPaJA0T MAJIbUYUKHU.



« Brepsbie maHHadg narTo-
JIoTHA ObLjIa OIIMCAaHa B
1896 roay (bpaHIy3CKUM
neauatpoM A. MapdaHoM,
KOTOPBIU BBISABUJI XapaK-
TEPHYI0 JAe(dOopMaIirio
CKeJIeTa y 5-JIETHEN
IeBOYKM (JIJTMHHBIE TPYO-
yaTble KOCTH, IayKooOpa3-
HBI€E I1aJIbIIbI PYK, BBICO-
KOPOCJIOCTb).




B 3THOI0THMH U ITaTOTEeHEes3e
cuaapoMa Mapdana 6osbIoe
3HadYeHMe IPUAAI0T IIOPAKEHHIO
COeJINHUTEILHOU TKaHU, a UMEHHO
HapyIIeHNIO CHHTe3a KoJlIareHa,
KOTOPOe MPUBOJIUT K HAKOILJIEHHUIO
dpakiii pacTBOPUMOTro (H3PEJIOro)
KoJLJIareHa C pacliajioM ero Ha
MeTa0O0JIUThI, COAEePKAIIIE OKCH-
IIPOJIVH.

[Tpuban3UTEILHO B 75% Ciy4yaes,
reH cuHapoma Mapdana rnepeja-
eTCs JeTsIM OT POAUTEIEel, KOTOPhIE
NMeIOT 3TO 3a00jieBaHue. A TUI
HacJaeJ0BaHUA - ayTOCOMHO-JIOMHU-
HAHTHBIM, UYTO O3HAUAET YHACJIE0-
BaHMeE JAaHHOTO 3a00JIeBaHUS pe-
OeHKOM OT OOJIbHBIX POJUTEEN
COCTaBJISIET



Cunapom Mapdana ObLI
TUArHOCTUPYETCAI HA OCHOBAHUH
reHEeTU4YECKUX METO/IOB
HCCJIEOBAHUA C YYETOM
reHOTUIA U (PEHOTHUIIA IIyTeEM
HCIIOJIb30BAHUS MAapPKEPHOTO
ramtotuiia JIHK, onpenenenrnem
YPOBHA IJINKOOPOTENUIA
bubpusInHa.



CuHgpom Mapdana
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K 0cobeHHOCTAM KJIMHUYECKOH
KapTUHBI cuHApPpOMa MapdaHa
OTHOCSITCS MHO2000pasue
nposeaeHuUll, 8apbUPOBAHUE
803pacma noseaAeHUs Nepsblx
CuMnNIMomos8 60.1e3Hu, XpoHu-
Yyeckoe meveHue, COKpaueHHas
NPOoO00AHCUMEALHOCTb HCU3HU,
00y CA08.1eHHAS U3MEeHeHUeM
OpP2aHO8.

ITogoOHasa kapTUHA JUKTYET
HEOOXOJUMOCTD yIyUIIeHHUS
CII0COO0B IPOTHO3UPOBAHHUA,
CBOEBPEMEHHOU JUATHOCTUKU U
JIeueHUsI 3TOT0 KOHTUHTeHTa
OO0JIBHBIX C IIPUBJIEUEHHEM
MHOKEeCTBa CIIeI[UaJINCTOB.



OHUM U3 XapaKTEPHBIX
IIpU3HAKOB 00Jie3Hu MapdaHna
ABJIAETCS MATOJIOTUSA CO CTOPOHBI
OpraHa 3peHus.

CorytacHO JaHHBIM JINTEPATYPHI,
IIOpakeHue OpraHa 3peHus IIpu
ATOM HabJrogaeTca y 50-80%
[MallEHTOB, HEPEJIKO ABJIAACH
OJHUM N3 PAHHUX IIPU3HAKOB
3a00J1eBaHUAA.




K paHHUM IpU3HAKaAM CUHAPOMA
Mapdana oTHOCAT 3MOPHO-
TOKCOH, TUIIOIJIA3UI0 PA/TYKKH,
0cOOEHHO ee MUTMEHTHOH

KA MBI.

B nasibHENIIEM ITPOUCXOIUT
IeCTPYKIUA CTEKJIOBUHOTO TeJIa,
pas3pyliieHre BOJIOKOH PeCHUY-
HOTO I10sICa U, KaK CJIE/ICTBUE,
SKTONUA XPYyCTAIHKA.

OdTasibMOJIOTUYECKUE ITPOSAB-
JIEHUA JUATHOCTUPYIOT IIPAKTHU-
YeCcKHU Y BceX OOJIbHBIX CUH/IPO-
MoM MapdaHa, He3aBUCUMO OT
X BO3pacra.




HauboJsiee uacto cpeau aeten
TaHHOU KaTeropuu Ha0JII0-
IaeTcs coueTaHHOe MopakKeHue
CEPZIEYHO-COCYIUCTOM CUCTEMBI,
cKeJieTa U opraHa 3peHusl.

CepzeuyHas maToJIOrusA B OCHOB-
HOM XapaKTepHu30BaJjiach
(61,5%) HEegOCTATOUHOCTBIO
MUTPaAJIbHOI'O KJIallaHa B BUJIE
IIOPaKEeHUA 3JIaCTHUYECKUX
CTPYKTYP CTBOPOK M CyXOKUJIb-
HBIX HUTEH KJIallaHa:

» MHKCOMAaTO3Hasd JiereHepanus
CTBOPOK,

» MAaTOJIOTUYECKOE yIAJINHEHNE,

> Pa3pbIBbI XOP/I.



OdTaibMOJIOTUYECKUE
IIPOSIBJIEHUS B TOW HJIU
WHOU CTEIleHU
HaOJIIONAJINCh Y BCEX JIETeH C
cuHapomoMm Mapdana
HE3aBHUCUMO OT BO3pacTa



Cumnmombwl cuHopoma
Mapgana

BbIpa’K€HHOCTh CUMIITO-
MOB IIpU 00JIe3HU
MapdaHa 3aBUCHUT OT
CTEIIeHU SKCIIPECCUU
neEeKTHOTO T'eHa: OT
JIETKUX (POPM COEINHU-
TeJIbHOTKaHHOU
IVCILIA3UH A0 TAMKEbIX
CePAEeYHO-COCYIUCTBIX
OCJIOKHEHU.



WCeHUS ONOPHO-—
i ng/g C
UL HOW CUCANEMAL.
e JUIMHHBbIE KOHEYHOCTHU 110 CPABHEHHIO C
TYJIOBUIIEM (TOJTUXOCTEHOMEJINA);
e BBICOKUH POCT;

e «IMayKooOpasHbIe» JJIMHHBIE ITAJIBIIbI
(apaxHOZAKTH/INA);

« nmedopmManuu II03BOHOUYHMNKA (JIOpA03,
K1(}03, CKOIM03);

o JnedopManuu nepegHen CTEHKU IPyAUHBI
(BopoHKOOOpa3Has, KUaeBUIHAs);

¢ acTeHUYecKoe TeJIOCJIOKEHUE;
¢ IUJIOCKAs CTOIIA;
e TUNEPMOOUJIBHOCTD CYCTaBOB;

e HapyllleHUe IpHUKyca (mporuaTus,
MUKPOTHATHA);

e THUNOILIA3USI CKYJI;
e HapylleHHe pocra 3y0oB;

e yIJIMHEHHAad U y3Kad popma JInIa
(monmuxornedanms);

e MBbIIIIEUHAA TUIIOTOHUS;
e BBICOKOE HeO0O;

e IIPOTPY3US BEPTIY;KHOU BIAAUHBI,
e CIIOHJUJIOJIUCTES.
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[Topasrceriea cepde'cio—
COCYDUCIMOLL CLCmEntl

e yBeJIMYEHHE inaMeTpa
BOCXO/IAIIEN YACTH AOPTHI;

IIPOJIATIC MUTPAJIbHOTO
KJIallaHa;

e pacciamBawpIan
aHeBpH3Ma aOPTHI;

e BPOXKJEHHbIE IOPOKU
cepana (koapkTaus
aOpPTHI, JleEKT
MEKIIPEeACEPHOU WU
MEKKETYI0UKOBOU
IIEPETOPOJAKH, A0PTAIbHAas
HEJIOCTATOYHOCTD).




[Topancerus opearod
PN

e HapyllleHHe OCTPOThI 3pEHUSI
(BbICOKAsI cTENIEeHb MUOIINH
WJIU TUIIEPMETPOITHN);

e ODKTONIMS XpyCTaJauKa
(ImoABBIBUX WJIN BBIBUX);

« adakusa (oTcyTCcTBUE
XpyCTaJInKa);

e HapyIleHUE CTPYKTYPhI
POTOBHUIIBI;

e KOJIOOOMA;
e TUIIOILIA3UA PAXYKKH;

e THUIIOILJIA3US [TUJINAPHBIX
MBIIIIII;

e OTC/IO€EHHE CETUATKMU.




JIpyrue npu3HaKu CUHIpOMA
MapdaHna:

e CIIOHTAHHBIN ITHEBMOTOPAKC;
e 3M@pu3eMa JIETKUX;

e JIbIXaTeJIbHAA
HEeJI0CTATOYHOCTB;

e MBIIIEYHAA AUCTPOPUS;

e COEIUHUTEIbHOTKAHHAA
nuciiasus (bopMupoBaHue
CTpUI Ha Koxke beJiep, Iieuel,
IIOSACHUIIBI);

e TUMNOTOHUS KUIIEYHUKA
(3amopsl );

e JIaXOBbIE U 68HpeHHI)Ie I'DBI?KH,

e CIUIAaHXHONTO3 (OmylleHUe
OpPraHoOB OPIOIIHOM ITOJIOCTH);

e ODKTOIMS TBEPJOU MO3TOBOMU
000JIOUKH.




e 3a IaHHBIM KpUTEPHUEM
BBIJIEJIAIOT TAKNE KJIMHUYECKHE
dbopMbI 3a001€BaHUS:

¢ cmepmas gpopma—
He3HA4YUTEIbHbIE U3MEHEHU B 1-
2 CHCTEMAX;

e 8blpadceHHas opma —
He3HauuTeJbHbIe HapYyIIIEeHUs B 3
criCTeMax WU BhIpaKeHHbIe U3-
MeHEeHUA XOTA O B OJTHOU CUCTEME.

e OTaenabHBIM HOABUIOM
cuHpoMa MapdaHa ABJIIeTCs
HeoHamMaabHas opma —
IIOSIBJIEHUE «KJIACCUUYECKUX»
IIPU3HAKOB 3a00JIeBaHUA Cpa3y
II0CJIe POXKIeHus peOeHKa. Y
TaKHX JeTell OBICTPO Imporpec-
cUpyeT cepJedHasi HeJIoCTaTou-
HOCTb, UYTO IIPUBOJMT K JIeTaJIb-
HOMY HCXOJY J0 KOHIIA 1-0ro roja
*KU3HH.




» B Hacrosllee BpeMs JJIA
YCTAHOBJIEHUA U IOJATBEPK-
JI€HUS U3MEHEHUU CO CTOPO-
HbI OpraHa 3peHud IpU
cuHpoMe MapdaHa HCII0JIb-
3YI0TCA |'eHTCKHEe KpUTEPUH.

» Hasmmume ogHOTro 00JILIIIOTO
WJIU IBYX MAaJIbIX KPUTEPHEB
CBHUJIETEJILCTBYET O TOJIOMKH-
TEeJIbHOM pe3yJbTaTe.



e DboJsipmion KpuTepuu — €ITMHCTBEHHBIN,
IIPEeJICTABJISIONINE COO0M 9KMonuio
Xpycmanuxa, CTelleHb BhIPaKEHHOCTH
KOTOPOU BapbUPYeET.

e I3 MayIbIX KpUTEPUEB BbIJIEJIAIOT
CJIeIyIolue:

» naockas pozosuua (<42 AuonTpui),
KOTOPYIO BBIABJISIIOT Oj1arogapsi
KepaToIlaXUMEeTPHH;

» yseauueHHas nepedHe3adHss OCb 24a3a
(5X00MOMETPHUECKOE HCCIIEIOBAHUE);

> 2unonaasusl YUAuapHo20 meaa uiu
paoyicKku, KOTopas CIIocOOCTBYET
BO3HHUKHOBEHUIO OTPAHUYEHHOTO
MHUIPHA3A;

» omeaouxa cemuameu,

» pacuwupeHue 8eH 21a3H020 OHQ;
> chepogaxus;

» 8MOpuUYHAA 2AayKomda



» YIUIOIIeHHEe POTOBUILIbI, TUIIOILIA3UA
pasiy>KK1, 0COO€HHO MUTMEHTHOM 30HBblI,
pa3BuUTHE OJIM30PYKOCTH IIPOUCXOIUT H3-
3a yBeJIMUEeHHUs NepeaHe3aJHEeN OCH I1a3a.

» PacrpocTpaHeHHOCTb MUOIIUU IIPU
JTaHHOU MNATOJIOTUH 3HAUHUTEILHO BbIIIIE
TaHHBIX B 00IIel MOMYJIAIIHIH.

» B 6osiee 50% ciiydaeB JIIOAM C CUHAPOMOM
Mapdana umerT 0J1U30pyKOCTh DoJjiee
3,00 D.

» PasBuUTHE POTOBUYHOIO U JIEHTUKY-
JIAPHOTO ACTUTMAaTU3Ma CBA3aHO
C IIOABBIBUXOM XpyCTaJIHKA.

» PedpakupuOHHbIE HAPYIIIEHUA IOJIEXKAT
HCIIPABJIEHUIO ITPU IIOMOIIN OUYKOB UJIU
KOHTAKTHBIX JINH3.

» IIpu OTCyTCTBUU MO/IBBIBHUXA XPYCTAJIUKA
BBITIOJIHAOT JIA3€PHYI0 KOPPEKIUIO.




B merckoMm Bo3pacre yBeJIu-
YMBAEeTCs PUCK Pa3BUTHUS
aMOJIMOIINU, BBIIIIEOIINCAH-
Hble aHOMAaJIMM OpTraHa
3PEHUS CIIOCOOCTBYIOT €€
PA3BUTHIO ITPH OTCYTCTBUU
s PeKTa OT KOHCEPBA-
TUBHOH TepaIUU.



» VI3MeHeHUuA XpyCTalIuKa
BKJIIOYAIOT CJIETYIOIIHE
COCTAaBJIAIOIIYE: HapyIlIeHue
(rmoTepsi 371aCTUIHOCTH)
IIMHHOBOM CBSI3KU, CABUT
pedpaKIIMOHHON CIOCOOHOCTHU
rja3a u DKTOIIHIO.

» HavajipbHBIM MOMEHTOM
B Pa3BUTHH U3MEHEHUH CO
CTOPOHBI XPYCTAJIUKA ABJISIETCS
Zie(EKT B CBA30YHO-
KaIlCyJIbHOM allllapaTe, 4yTo
IIPUBOJUT K HAPYIIEHHUIO
CTPYKTYPHI COEIMHUTETbHOU
TKaHU.



» PazBuTHe NO/BBIBHXA XPyCTa-
JINKA YaIlle UMeET JIBYCTOPOHHUU
XapaKTep U JUATHOCTUPYETCH
B COBOKYITHOCTH C UPUIOJOHE3OM
(mposkaHue pagy:KKH).

» BO3HMKaeT BCJIe[CTBUE [IOTEPU
BJIACTUYHOCTH 30HYJISIPHBIX
BOJIOKOH IIMHHOBOU CBA3KU U3-3a
HEeJOCTaTKa COeJUHUTEIbHON
TKAHU, 4TO IIPUBOJAUT K YACTUU-
HOMY M IIOJIHOMY Pa3pbIBY
C Pa3BUTHEM BbIBUXA XPyCTAJIHKA.




> BBIpaKeHHOCTDb 3KTOIIUUN
XpycTaJInKa BapbUpyeT OT
HEe3HAUUTEILHOTO CMEIeHUs
XpyCTaJINKa, MPOTEKAIOIIETO
OeCCUMIITOMHO 1 OIPEEIIA-
€MOT0 TOJIbKO IIPU pacliIupe-
HUM 3padKa, J0 3HAUNTEIIb-
HOTO IO/IBBIBUXA U BO3MOK-
HOCTBIO TUaTHOCTUPOBATH
IIOJIOXKEHHE SKBATOPa
XpyCTaJIKa B IIPOCBETE y3KOTO
3payuKa C pa3BUTHEM
MOHOKYJISIDHOU JUILIOIHU.

» llpoBezieHre KOpPEKIIUU
3pEeHUA IIPU IOJIBbIBUXE
XPYyCTaJINKA OCYILECTBJIAETCA
C HOMOIIIBI0 OYKOBBIX WU
KOHTAKTHBIX JINH3.




/ey s

» PasBuTHE I71ayKOMbI BO3HUKAET
13-3a HApYyIIeHUA OTTOKA
BHYTPUTIJIA3HOU KUJKOCTH
B IIEPEIHEN KaMeEpE BCJIEACTBHE
N3MEHEHHOU Paly>KKU WUJIA
BBIBUXA XPYCTAJINKA, UTO
IIPUBOJIUT K 3aKPBITHIO yIJIa
IepeHer KaMephl I1a3a.

» JledeHre — aHTUTJIAYKOMHBIE
Ipenaparsl, IIpu He3PPEKTUB-
HOCTH—MMWHHUMAJIbHO HHBA-
3UBHOE OIlIEpaTUBHOE BMeEIIIA-
TEJIbCTBO, HEIIPOHMUKAIOIIAS
IJIyOOKasi CKJIEPOTOMMUS




» Cetuartadg 000JI0UYKa TJ1a3a
3HAUUTEIBHO PACTATHBAETCS, YTO
SABJISIETCS NPUYNHOU BO3HUKHOBEHUS
nepu@epruIeCKux XOpUOPETHUHAIIb-
HBIX TUCTPO( U B BUAE MECTHOTO
MICTOHUYEHUA CceTYaTKHU, UTO, B CBOIO
ouepenb, IPUBOIUT K Pa3BUTHUIO
OTCJIOUKU.

» BbIIIOJTHEHUE OIepaTUBHOT'O BMe-
[IaTEJbCTBA B CBA3U C OTCJIIOUKOU
ceTUaTKM IIpu cuHApome MapdaHa
MMeeT OIlpeJieJIeHHbIE TPYIHOCTU
CBA3aHHbIE C AaHOMAaJIMAMH IJ1a3a.

» Ha ceropHsAImHBNYT IeHb ONepanumn
MMEIOT I0CTATOYHO OJIarOIPUATHBIN
HCXO/- METO/IbI BUTPEOPETUHAIBHOU
XUPYPTUU CIOCOOCTBYIOT YCHEITHOMY
[IPUKPEIUIEHUIO ceTYaTKu B 86%
cIy4aeB




e ButBoosl

» Cunrapom MapdpaHa—

reHeTnyeckoe 3abosieBaHue
C ayTOCOMHO-TOMHUHAHTHBIM
THUIIOM HacJIeI0OBaHUS,
IIopakarollee CUCTEMbI
opraHu3ma: OIIOpPHO-
JIBUTaTEJIbHYIO, CEPAEUYHO-
COCYAUCTYIO, OpTaH 3peHus,
KO>KHbIE ITIOKPOBBHI

U ABJIAIOIIEEeCI JOCTATOUYHO
aKTyaJIbHOH IIP00JieMOH

B HACTOsAIIee BpeMs.

» PaHHee BbIABJIEHUE JaHHOTO

CUHApPOMA CIIOCOOCTBYET
YAYUIIEeHUIO U ITPOJIJIEHUIO
»K3HU IIaI[UeHTa.



» HauboJiee yacTo BcTpeya-
IOIENCA IIaTOJIOTUEHN CO
CTOPOHBI OpraHa 3peHus IIpU
cuHapoMe MapdaHa ABJIA-
eTCs IOJIBBIBUX XPYCTATHUKA,
MUOIIHNA, KOTOPbIE THAarHOC-
TUPYIOTCA IPU 0PTATBMOJIO-
THYeCcKOM 00cJIeIoBaHUU
1 IPpU OPOTPECCUPOBAHUU
OCJIOXKHAIOTCS BTOPUIHOU
IJIAaYyKOMOU, OTCJIOMKOU
ceT4aTKH, Pa3BUTHEM aMO-
JINOTIHNH.




» IIpu cungpome Mapdana
Ba;KHO BOBPEMS IIPOXO-
IIUTH 00CJIeTOBAHUS
y Bpadeu CIeruaanuCTOB:
neduampa,
ogpmanvmonoza,
mpasmamo.noza
Kapouo.aoz2a

TSI OTIpeAeIeHUs
TaKTUKH JIedeHUs]

1 CHIKEHUS PUCKA
Pa3BUTHUSA OCJI0KHEHUH




