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AnaMioka-JubmHAra cumnroM. OtMeuaercss oOpa3oBaHHE JIBYKOH-
TYPHBIX NPO3PAYHBIX KIETOK-IIAPOB OKPYIJIOH MM 3JUTUIICOBUIHONW (HOPMBL,
quamerpoM 1-2 mwm. Illapbl pacnosaratorcst rpynnamu, HEPEAKO MPOU3BOIST
BIIEYATIICHUE MOABEIICHHbIX, a TI0 BHEIIHEMY BHAY HAIIOMHHAIOT I'PO3IbsI BH-
HOTpaJia WiIH JIsrymiausio UKpy. LBet Geneco-cepslii, rpanuibl yeTkue. O6pazo-
BaHUS BO3HUKAIOT IIOCIE PAHEHWSA XPYCTaIWKa WM HEMOJHOTO YIaleHUS
XPYCTAJIMKOBBIX Macc, MEpeAHeH Karcyibl XpycTaiauka. Yaie Bcero omnucaH-
HBIC IIapbl 00pa3yloTCs y AETEH, pexke — y MOJOABIX JIUI MOCIE SKCTPAKINUU
KaTapaKThl SKCTPAKAINCYISIPHON. Y MOXKHIIBIX JIMI MIapbl AaMIoKa—JIbIIHUTA
He HaOJII0aroTCs.

[IprunHaMn 00pa3oBaHMs MIAPOB SIBISIFOTCS pereHepalys KISTOK Kar-
CYJIBHOTO SIHTENHS, a TAKKE UX BaKyOJIbHOE MEPEPOXKICHUE, KOTOPOE MPOUC-
XOAWT M3-3a yAepKaHUs UMHU KaMepHoH Biaru. KineTku yBeIMuMBaroTCs B He-
CKOJIBKO pa3, sIIPO KJIETKH OTTECHSETCS B CTOPOHY M CO BPEMEHEM JIM3HPYETCSI.
B03M0XHO MCUE3HOBEHHE OTAEIBHBIX IIAPOB — Yallle OHM PBYTCS, MPOIOIIKA-
eTcst 00pazoBaHue HOBBIX. IHOTIa OHM 3aHMUMAIOT BCIO ONTHYECKYIO 30HY, MO-
TyT NPOMUHHMPOBATh B IEPENHIOID Kamepy. B 3Tux cirydasx ocTpora 3peHHs
PE3KO CHIKAeTCsl, HeOOXOJMMO MOBTOPHOE ONepaTHBHOE JieueHune. CUMIITOM
BriepBhie ormcan E.B. Anamriok B 1885 r., a 3atem B 1911 1. aBcTpuiickuii og-
TansMosior A.®@. DIIbIIHUHT.

AJIbIIOPTA CHHAPOM — CHHIPOM OTOOKYJIOPeHAJbHbIA. [7asnvie
cumnmomst. Chepodakus, Mukpodakus, IepeIHAN WIKA 3aJHUIN JCHTHKOHYC,
TIEPEHSS WM 3aHss CyOKarcyIspHas KaTapakra. B HapyXHBIX CIIOSIX CETYaTKA
BBISBJIAIOTCS OelloBaThlie TOYKW. Bo3MoxHa artpodust pagyKH, OTIOXKEHHE
MUTMEHTa Ha 33/ IHeH MOBEPXHOCTH POTOBHIIBI M TIEPEAHEH Karcysie XpyCTannKa.
I'ma3Hple CHMOTOMBI BCTPEYAIOTCS Y KaXJIOTO CEABMOTO, CTPAJAIOIIero CHH-
JpOMOM ATIBIIOPTA.

Obwue nposeienus: TeMaTypusi, IPOTCUHYPHUs, JTCUKOIIUTOYpHsI, OaKTe-
puypus. Y MyX4YMH DPa3BHBAIOTCS IPU3HAKH IPOTPECCHPYIOIIEH IMOYeqHOMH
HEJIOCTATOYHOCTH, Y JKEHIIMH 3a00JIeBaHNe IIpOTeKaeT Oosee Mrko, 6e3 mpus-
HAaKOB ypeMuu. Bo3MOXHBI TOPOKH Pa3BUTHS TOYEK, CY)KEHHE TPHIOXaHOYHOTO
oTjena MoueTodHHKa. HaGmiomaroTcs cToiikue M3MEHEHHS aMHHOKHCIOTHOTO
cocTaBa KpoBH 1 Mour. B 50 % ciy4aeB oTMeuaeTcst IByCTOPOHHEE CHIDKCHHE
cllyXa, HauMHaroIeecss 0OOBIYHO B MEpBBIE TOABI XKHU3HU M Ooyiee pacrpocTpa-
HEHHOE y MaJIbuMKOB. JIeTH My’>KCKOTO 1oJia OOBIYHO YMHUPAIOT B HOAPOCTKO-
BOM BO3pacTe OT IOYEYHOW HEZOCTaTOYHOCTH. 3abojieBaHWE OMpeAesseTcs
JIOMHHAHTHBIM T€HOM, JIOKaJIM30BaHHBIM B X-Xxpomocome. Ilatorenes 3aboie-
BaHUS OKOHYATEIHHO HE BBIACHEH.

CumnroMmsl 3a00J1eBaHusI, KpOME TMIa3HBIX, onucai B 1927 r. oxHOad-
puxanckuit Bpad A.C. Anpriopt. betiepc6ax u Bytiep B 1945 r. onmcanm ria3Hbe
CHMIITOMBI NIPU HacJeJCTBEHHOW HedpomaTuu u riryxore. Bunbsmc B 1961 T.
MPEe/JIOKIIT Ha3bIBaTh TPHALy MpU He(pOMaTHH, BPOXKAESHHOI ITyXOTe W HaTo-
JIOTUH XPYCTAJIMKA CHHAPOMOM AJIBIIOPTA.



AHIOICKOTr0 CHHAPOM — AepMaTOreHHAs KaTapakra. [ 1a3Hvle cumn-
mompbl. lloMyTHEHHE B TIEpEOHHX CYOKaNCyIApHBIX CIOSAX XPYCTaIHKa.
B manpheiimem ¢dopmupyercst 3Be3ndarast kKarapakra. OcTpoTa 3peHuUs 3HATH-
TEJIHO CHIDKEHA. XapaKTepHO MOPasKCHNE 000UX XPYCTAIHNKOB.

Obwue nposgnenusi. B paHHeM IETCKOM BO3pPAcTe€ BOZHHKAIOT CTOWKHN
9KCCYINATHBHBINA IHaTe3, 3K3eMa C IepexoqoM B HudQy3HbIH HEHpOIepMaTHT.
3aTeM MOSBIAIOTCS M3MEHEHHUs B XpyCTaluKax. BO3MOXHBI pa3sHOBUIAHOCTU
KOKHBIX 3200JIEBaHUH — CKJIEPOAEPMHH C TUTIOTEHUTAIN3MOM, MEJaHOIepMHUEH,
JIATEHTHOW TEeTaHWeH, MoNKWIoaepMuei. Bpems mosineHus 1 ObICTPOTA Pa3BUTHS
KaTapakThl Pa3IMYHbI U 3aBHUCST OT KOXKHBIX 3a00JI€BaHUH.

CoueraHne KaTapakThl C KOXKHBIMH 3200JIEBAaHUSIMH MOXXHO OOBSICHUTB
POJICTBOM XPYCTaJUKa M KOXKHU — IPOU3BOJIHBIX 3KTOJEPMATIBHOTO 3apO/IbIIIeBa
JIUCTKA.

BripaskeH (akTOp T€HETHUECKOTO MPEAPacIoIoKeHHs K 3a00JIeBaHHIO;
POACTBEHHUKH OOJBHBIX Y9acTO CTPAJAlOT PA3IMYHBIMU JJIEPTHUSCKUMH 3a00-
JIEBAaHUSAMU — HEHpPOJEpPMAaTHT, dK3eMa M Ap. THIl HacleJOBaHUS — PELECCUB-
HBIM MpU HEHWpOAEpMAaTUTE M MOUKUIOAECPMUTE, PELECCUBHBIA M CIy4ailHO-
JOMUHAHTHBIN NP CKIEPOJEPMUTE.

3aboneBanue omucaHo B 1914 r. oTeuecTBEHHBIM O(TATBLMOJIOTOM
H. U. Aunorckum. OnHako nepBble HAOIIOEeHNST TOAOOHBIX OONBHBIX OIYOIH-
koBaHbl B 1868 r. Hemeukum odransmonorom A.U. Pormynzom u B 1904 r.
HeMenkuM BpauoMm O. Beprepowm.

BencoHa 0oJie3Hb — 3Be314aThIii XHATUT. B CTeKoBUIHOM Tene, pexe
B IEpeIHEeH Kamepe Iiiasa, MOSBIAIOTCS MHOXKECTBEHHBIE OEJbIe MM XKEJITOBa-
ThIe 00pa30BaHMsI PA3IMUYHBIX Pa3MEpOB B BHUJE CHEXHMHOK. OHM 0OHapyKnBa-
I0TCSI IPH OMOMHUKPOCKOIIMU 1 UCCIIEJOBAHNH B IIPOXOAAIIEM CBETE€ M COCTOST
13 KalIbIIMEBBIX MBI 3pUTENbHbIE QYHKIIMU HE CTPAAAIOT.

OnucaHHblE M3MEHEHHS MOSABISIIOTCA NPEHMMYIIECTBEHHO y JIIOJEH Mo-
KMJIIOTO BO3PAcTa, a TAKXKe II0CIIe TPABM M BOCTIAIUTEIbHBIX 3a00I€BaHNH TJ1a3.

Benbe 00J1e3Hb — JIMXEHOUHBIH 1epMATHUT. [ 1a3nvie cumnmomol. Ka-
TapaxkTa ¢ MPEUMYILIECTBEHHBIM IOMYTHEHHEM IMEPEIHHUX CIOB XPYCTAJIHKa B
BU/JIE y3€JIKOB; IOMYTHEHHUE B XPYCTAJIMKE HHOT/IAa IIPHOOPETaroT (opmy 3BE3IbL.

Obwue nposenenusi. XpoHUUYECKas SK3aMETATH3ALMS KOXH, 3YISIINe
BBICHIIIAHUS B BUJE MAIyl, BE3WKYJ, PAacCTPOWCTBA (DYHKIMI NIUTOBUIHON
U TIOJIOBBIX Kelie3. 3aboseBaHue onvcall (ppaHIly3cKHid gepMarosior DpHecT BecHep.

BepapauHenin CMHAPOM — FHTAaHTH3M aKPOMeTAJOWIHBINH MHbaH-
TWIbHBIA. [ 1a31ble cumnmomel. TouedHble TOMYTHEHHS XPYCTAIUKOB M POTOBHILL.

Obwue nposenenus. BBICTPBIA POCT neTel U pa3sBUTHE aKPOMETAIOW]I-
HOT'O TUTaHTH3Ma, THIIEPTPOQHUS CKEJIETHOW MYCKYJIaTyphl, aTpodus MOIKOKHO-
KUPOBOH TKaHM. I'emaTocryieHOMeraiaus ¢ MUppo30M IedeHw, hiaedomeranus,
kapauoMeranus. ['unepnurMeHTanus KoXW. [ UNEpreHuTanusM MpH OTCyT-
CTBUH Pa3BUTHSA BTOPHYHBIX MOJIOBBIX MPU3HAKOB. I nnepronus. BpoxneHnsie
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AQHOMAJIMHU: HAJIMYUE KPECTLOBOH SIMKH, TOpP3aJIbHOE CMEIIEHHE aHAIBHOTO OT-
BEPCTHSI, CHCTEMHBI KUCTO3HBIH aHTHOMATO3.

ChIBOpOTKa KPOBH MOJIOYHOTO IIBE€Ta BCJICJCTBHE THIIEPIUIIEMHU.
B Moue GombHBIX MOBEHIMIEHO conepykaHue 17-ketocteponnos. [Ipu mHEBMO3H-
nedanorpaduu BersBisieTcs pacmmpenue 111 sxemymodka u 6a3aabHBIX ITUCTEPH.

3aboseBaHne pa3BUBAETCS B paHHEM Bo3pacTe. llpenmomaraercs, 9To
B OCHOBE €T0 JIEXKHUT IOPOK Pa3BUTHSA NMPOMEXKYTOYHOTO MO3Tra M TMHEpPYHK-
s THIOu3a.

duddepennnposats ¢ cuaapomamu e Jlante, Jlopenca—Myna—bapae—
Buans, omyxonsiMu runoTalaMH4eckoi 00JacTH, JINIOUI03aMH.

Hacnenyercs no ayrocoMHO-peieCCHBHOMY THILY.

CunzapoM omucan OpaswibCkuili dHIOKpuHOJOr B. bepapaunemniu
B 1954 r. TlepBoe coobrienue nmpunaaiaekut P. Jlaypency (1946 r.).

Bukkensa—Tepcon—Ilenxema cunapom. [ azusie cumnmomsi. OT™Meua-
eTcsl IByCTOPOHHSS KaTapakTa.

Obwue cumnmomvl. 3aepixKa ICUXAIECKOTO Pa3BUTHS, KapJIHKOBBII POCT,
CHMITOMBI HapyIICHNS (DYyHKIMHU MEUCHH, aMIHOAIUAYPHS. DTHOJIOTHS HESCHASL.

Omnwucanu B 1954 r. H. bukens u [1.C. Typcou-Ilexam.

Baersaga—Xakcrxay3eHa CHHAPOM. [azuvie cumnmomul. 3O0HYIAP-
Has KaTapakTa 00OMX IJa3, CHHUE CKIIEPBHI.

Obwue nposenenusi. XpymnkocTh KOCTEH, MBILIIEUHAs] TUIIOTOHUSI, BBIBUXH
M TMOJABBIBUXH CYCTaBOB, MNEPCIOMBI Kocteil. Ha koxe yeTko OIrpaHUYCHHBIC
OBAJIbHBIC CBCTJIBIC WUJIN KCJITOBATHIC IATHA C TUTICPEMHUPOBAHHBIMU I'PaHULIAMU.
B nmanbHelinmem Koxa Ha MeCTe MATEH UCTOHYAETCS U aTpodupyeTcs ¢ o0paso-
BaHHEM T'PBDKETIONOOHBIX BhITUMBaHUH. JledexTsr 3yOHOM 3Manu. IIpu peHr-
TFC€HOJIOTUYECKOM HMCCIICIOBAHUN BBIABIIACTCA YTOHYCHHAsA KOMIIAKTHas Cy6-
CTaHIMs KocTel. B KpoBH — noBeinienne ypoBHst (ochaTos.

OTHONOTHS HEM3BECTHA. PaclieHNBaeTCsl Kak CHCTEMHOE Me30/IepMalIbHOE
crpaganue. Yame HabmomaeTcs y 4IeHOB OHOM ceMbH. [IporHo3 oTHOCHTENBEHO
OJIaronpUATHBINA, XPYIKOCTh KOCTEH YacTO YMEHBIIAETCs MOCIE HACTYIUICHUS
moJoBoit 3penoctu. Juddepenmupopars ¢ cuaapomamu broxa—Cymnbrbepra,
byme—Omrennopda, Bau-nep-Xyse, JloOmraiina, @pomauka, Im0Bca.
Cunppom ommcaH B 1921 r. gerckum odranemonorom Onadom brersagom u
JIETCKUM JEePMAaToJIOTOM XOJIbIrepoM XaxTXay3eHOM.

Baoxa-Cynbndeprepa CHHAPOM — CHHAPOM HeJep:KaHUsI MUTMEHTA.

I'nasnvie cumnmomul. HabmomaroTes y KaXIoro 4eTBepTOro OOIBHOTO
M OTIMYaoTCs 00JIBIIMM pa3HooOpasneM: MUKpodTanbM, HUCTarM, NTo3, KOCOo-
riiazue, roixyOble CKIEpHl, MOMYTHEHHE POTOBHII M XPYCTAJMKOB, CHHEXUH,
aTpodus pamgyKKH, SKCCYTaTUBHBIN XOPHOPETHHHUT, NICEBIOTINOMA, PETPOJICH-
TanbHas (uOpomIasus, arpodus 3pUTENBHBIX HEpBOB. Hepeaxo OCHOBHBIM
0(TaTBMOIOTHYECKAM IIPOSBICHHUEM OOJIE3HH OKa3bIBajiach PETPOJICHTAIbHAS
(ubpormasus, OCI0KHEHHAS OTCIONKOM ceTYaTKu.



Obwue npossnenus. B miepBble ABE HENENU >KU3HH MOSBISIETCS SpUTE-
MaTO3HO-BE3UKYJISIpHASA CBHIIb HA CTHOATEIBHBIX ITOBEPXHOCTAX KOHEYHOCTEH
1 OOKOBBIX MOBEPXHOCTSAX TYJIOBHIIA; YE€PE3 HECKOIBKO MECSIIEB ChIITb CMEHSI-
ercst 60poaaBYaTEIMU 00Pa30BaHUSIMH, KOTOPBIE HCUE3AI0T YePE3 HECKOIBKO JIET,
ocTaBisisl mocie ceds aTpouI0 W ACMUTMEHTALWIO KOXH. YacTsl aHOManuu
3y0OB — KOHMUYECKas GpopMa U JeUITUT ISHTHHA, AIOTICINH, CYIOPOTH, CIIACTH-
YecKHe COCTOSHUSL, TTapaiiniu. B psizie cirydaeB HaOmroqaeTCcst OTCTaBaHUE B POCTE,
CHMHHOMO3TOBasl IPhDKa, KOCOJIAOCTh, pacileinHa Iryobl 1 Heba, gedopManun
YIIHBIX PAaKOBUH, BPOXK/ICHHBIH BBIBUX O€/ipa, YMCTBEHHAs OTCTAJIOCTb.

OTHOJNOrUs HEU3BECTHA. bojeroT Tonpko jMua >keHCKoro mompa. Tum
HacJeq0BaHMsl X-CLEIUICHHbIH JOMHUHAHTHBIH C BHYTPHYTPOOHOW THOEINBIO
IUIOI0B MY’KCKOT'O TOJIa.

JuddepeHnnanbaplii  1Mar€o3 NPOBOJWTh € CHHApoMaMu Heremn
u [Nonbra.

Cungpom Bnepsble onucan B 1906 r. A. I'appon. B 1925 r. mBeiiuap-
ckuil nepmaronor bpyno bioxa nemoHCTpHpoBasn MamMeHTKy ¢ OOJE3HBIO,
Ha3BaHHOM MM HezepxaHue nurmeHta. B 1928 r. amepukaHckuil aepMaTosor
M. b. Cynsroeprep omy0imrkoBai 0000IIEHHYO paboTy 10 3TOMY 3a00JICBaHHIO.

Barnepa 6os1e3Hb — IereHepanisi THAJOMIHO-peTHHANBHAsA. Hanbonee
XapaKTepHBIMU H3MEHEHUSAMH SBIAIOTCS IECTPYKTYpH3alMsd MU pa3KUKEHHE
CTEKJIOBH/IHOTO Tela M 00pa3oBaHME B HEM IOJYNPO3PAUHBIX CIUIOMIHBIX WIIN
JBIPYATHIX OECCOCYANCTHIX MPepEeTHHAIBHBIX MEMOPaH, CHAasHHBIX OTHUM KOHIIOM
¢ U3MEHEeHHOH ceTyaTkoi. [laTonornueckre M3MEHEHHs B CETYaTKE 3aKIova-
I0TCS B CYXXEHHH €€ COCY/IOB, 04aroBOM MUI'MEHTAINH, PEKE B BUJAE peleTda-
TON JEereHepalyy, pa3pblBaX, pETUHOLIM3UCE U OTCIOMKe ceTuaTku. Hepenxo
OTMEUAIOT CKJIEPO3 COCYAOB XOPHOMWJIEH, MHOI/IA OTCIOWKY COCYIHMCTOH 000-
JIOYKH, MHOTA aTPO(HIO 3pUTENbHBIX HEPBOB. XPYCTAJINK MyTHEET, HAUNHAS C
3aJHUX cJ0eB. B OCHOBHOM 3peHHE CHM)KAEeTCsl MOCTENEHHO J0 cueTa NajbleB
y nuna. Ilone 3penus Bcerna cyxupaercsa 10 10—20° u3-3a U3MEHEHUH B CET-
yaTke. Y BceX OOJIBHBIX MOCTEIICHHO pa3BHBACTCS ONM30PYKOCTH JIO CpeaHEen
cTeneHu. B penkux ciaydasx HaOIIONAIOTCS OCIOKHEHHUS B BUJAE IMEPETHETO
YBEHTa U BTOPUYHOI O0JIEBOM TI1ayKOMBI.

3aboneBanue paszsuBaercs B 8—10-eTHEM BO3pacTe M MOJHOTO Pa3BUTHS
nocturaetT k 30-35 rogam.

Hacnexyercs mo ayTocCOMHO-TOMUHAHTHOMY THITY.

HuddepeHnnpoBaTh ¢ THaJIONAHO-TANETOPETHHAIBHOMN JereHepanuen
lNonpamana—®aBpa 1 FOBEHWIHHBIM HAMONATHIECKUM PETHHOIIN3HCOM.

Bonesnp Ob11a orvcana B 1938 r. meiitapckiv odransmonorom H. Barsepowm.

BacunbeBa—Beiisiss 60Jie3Hb — JIENTOCNHUPO3 SKEJTYIIHbIH, JIEHTO-
CIMPO3 HKTeporeMopparudeckmii. [asuvie cumnmomsl. PazHOOOpa3HBI
1 BCTpEYaroTcs 4acTo. [[aTOrHOMOHHYHBIM SBIIACTCS JKENTYIIHOE OKPAIINBAHUE
CKJIEp M KOHBIOHKTHUBBI, a TaKkKe KaTapajbHbIA, C KPOBOM3IHMSHUSIMH, Oiaro-



NPUATHO NMPOTEKAIOIINH KOHBIOHKTUBUT B HAYaJIbHOM IIEpUOAE 3a00JIeBaHMUS.
B03MOXHBI reprneTHuecKuii UK SI3BeHHBbI KOHBIOHKTUBUT U PEXKe AMUCKIEPHUT.
B nosgHue cpokM MOTYT BO3HHMKAThb IOMYTHEHHE XPYCTallUKa M CEPO3HO-
(bMOPHUHO3HBIN UPUAOIMKIIMT WIN YBEHUT C THIIOMTUOHOM, TUHEMOH U C TYCTHIM
XJIOIbEBUIHBIM MOMYTHEHHEM CTEKJIOBHIHOTO Tena. BO3MOXKHBEI KpOBOM3IHS-
HUS B CeTYaTKy M oOpazoBaHue B Hell Oenbix odaroB. [Ipu mopakeHUU moyex
pa3BHUBacTCsl MOUYedHAs peTHHomaTHsA. IIpym MEeHMHTO3HIE]ATUTE HEPEIKO ITO0-
paskaeTcsd 3pHUTENbHBIM HEpPB; BO3MOXHBI HEBPOPETUHHUT U Mapes3bl TJIa3HBIX
M. OnHcaHbl CIyYan MO3THUX PEMHCCHIT 3a00seBaHus — CITycTs 8 1 Oojee
JIET TIOCJIE BBI3I0OPOBIICHHUSL.

Obwue npossnenus. Hepomoranue, TumeprepMus, reMOpparn4ecKui
JUaTtes, JKeNTyxa, yBeIUYeHNUEe NIeYeHU U CeNe3eHKH, TOpakKeHUe APYTUX BHYT-
PEHHHUX OpPraHOB, OCOOCHHO IMOYEK M HEPBHOW cHCTeMBI. Bcerna mopaskarorcs
KallWIISIPBL.

3abosieBaHNE BBI3BIBACTCS JCITOCIIUPONH M OTHOCHTCS K 300HO3aM.

OTHOJOTMYECKUH JUarHO3 OCHOBAH Ha CEPOJIOTHYECKUX PEAKIIMAX.

ATTIIIOTHHUHBL, JTU3WHBI U aHTHTENA B CHIBOPOTKE KPOBU OOJIBHBIX CO-
xpasstoTes 1o 10 ner.

3aboneBanue omucanu B 1888 r. oTeuecTBeHHOH HWH(EKIMOHHUCT
H.H. BacunbseB u Hemenkuii TepanesT A. Beiinb.

Beiins—Mapue3ann (Map4de3ann) cuHapoMm, chepodaxun — oOpaxu-
Mep$uu CHHAPOM, BpPOXIECHHAs Me3oiepMaabHasi aumMopdoaucrpodus.
Inasnwie cumnmomvl. Chepodakus U MUKpOhaKus — XPyCTaIMK YMEHBILIECH B
nuametpe 70 6,75—7,0 MM, iepeHe3aIHUI pa3Mep ero yBemauueH J1o 4,5-5,0 mm,
a Macca yMmeHblIeHa Ha 20-25%, nepenHss KaMepa MeJkasi B IEHTpe U Iry0o-
Kas 1o nepudepun, UPUI0J0HE3, palykKKa aTpopHUpOBaHa, BOJOKHA [IMHHOBOM
CBSI3KH yJUIMHEHHBIE, TUCTPOQHUIHBIE, HEPEIKO YaCTUYHO pa3pylIeHHbIE. Xpy-
CTaMKoBasg Onm30pykocTb MoxeT mocturath 50,0. Yacro Habmomaercs dk-
TONHUSI XpyCTalMKa KHU3Y, HEPEJKO BBIBUX €0 B MEPEAHIOI KaMepy, HHOTJa
yIIemysieTcsl B 3pauke. B cBA3M C 3payKoBBIM OJIOKOM MOKET MOBBIMIATHCS
BHYTPUIJIA3HOE JABJICHUE. YTOJI IIEPEAHEN KaMephl Y3KUil MU 3aKPBIThIA, MOXKET
CTaTb NPUYMHOM PAa3BUTUS BTOPUYHOM IJIAyKOMBI. B HEKOTOpBIX cilydasx
HaOJIIOIAI0TCs] MIMTMEHTHAS JIeTeHepalisl CeTYaTKH, aTpo(usi 3pUTEIBHBIX HEPBOB,
OTCJIOMKa ceT4aTKH. Y OONBHBIX, KaK MPaBUIIO, MEeTIKUe opOnuThl. CUUTAIOT, YTO
OCHOBHOU MpU4HHOH cepodakuu ABIseTCS NeHEeKT INHOHHOBOHN CBSI3KH.

Obwue nposenenus. BonbHBIE HEOOINBIIOTO POCTa, ¢ OpaxuIePamTnIeCKOi
(opmoii uepena, KOPOTKOH mIeed, KOPOTKUMH PYKaMH W HOTaMH M OCOOEHHO
najgbllaMi pyK M HOT (OpaxMIAaKTWIIMS), XOpOILIO Pa3BUTOH MYCKyJIaTypoi
Y TIOJIKOXKHOM KMPOBOW KJIETYATKOH, NMIMPOKOH Tpyabto. YacTo HabionaroTcs
THIIOIUIA3USI BEPXHEH 4YEeNIOCTH, y3Koe HEOO, aHOMannu 3yOOB, TYTrOIOABHXK-
HOCTb CYCTaBOB, BPOX/ICHHBIE IIOPOKU CEpLA.



BonbHBIe Hepenko mornbaroT B Bo3pacTte okoio 50 JeT oT cepaedHo-
COCYIUCTON HEAOCTATOYHOCTH.

3aboneBanne HaciencTBeHHOE. HaciemoBaHme ayTOCOMHO-pPEIeCCHBHOE,
HO BO3MOJKHO ¥ IT0 JOMHHAHTHOMY THUITY.

Curgpom 6611 onmcad B 1932 . ppaniry3cknm odramsmornorom [. Betimem
u B 1937 r. HemenukuM odrasiemoniorom OcBansaoM Mapue3aHu.

Bepnepa cunapom — nporepust B3pocJbIX. [ azHvle cumnmomsl. Peaxue
OpOBH, OTCYTCTBHE PECHHII, HEOOJIBIION 3K30()TajbM, MEJUIEHHO — B TEUCHUE
2-6 yiet, pa3BHUBAIOIIAsCS KaTapakTa 0OOMX IJla3, MHOTJAa MaKyJoJIUCTPO(Us,
XOPUOPETHHUT, TUTMEHTHAsI JeTeHePaIisl CETYaTKH.

Obwue nposienenusi. 3ajepkKka pocTa, MPEXJAECBPEMEHHOE IMOCEICHUE
1 00JIBICEHUE, CKIICPOJICPMUS, aTPO(HS MOIKOKHO-KUPOBOTO CJIOS M MBIIIICYHOMN
TKaHH, OCOOCHHO BBIpa)KEHHas HA KOHEYHOCTSAX, B pPE3yNbTare KOHCYHOCTH
CTaHOBSTCS HETPOIIOPIIUOHANIEHO TOHKAMH. Ha cTomax M JOompDKKaxX B MecTaxX
JABIICHUSI B PE3YNIbTaTe MAaJCUIINX TPaBM TMOSABILSIIOTCS IUIOXO 3a)KHBAIOIINE
Tpomdeckre si3BBL. UepThl JUIa 3a0CTPAIOTCS, YacTO HAOIIOMAIOTCS KITFOBO-
BHIHBIN HOC, MaJICHBKHH POT C OCTPHIM MOJOOPOIAKOM — «IITHYbE JTUI0». 3ac-
THIBIIAS MUMUKA MPHUIACT NIy MacKOOOpa3HBIA BHI. Y OOJNBHBIX paHO BBIA-
JIal0T 3yObl, OTMEYaeTCsl NUCTPOGHs HOTTeH. DHIOKPUHHAS MATOJIOTHS IPOSIB-
JIICTCS B HHCyJ’IHHOyCTOﬁ‘IHBOM caxapHoM )11/136CT€, TUNIOTOHAAU3ME, BEICOKOM
rojoce, OTCYTCTBHH JHOUI0, UMIIOTCHIIUH, OCCIUIOANH, IUC- WM aMCHOPEH,
TUHCKOMACTUH, CKYJHOM OBOJIOCCHMHU B MOAMBIIIICYHBIX BlIaAWHAX U Ha H06Ke,
HapyleH!H QyHKIWI IUTOBUIHON U MapaliMTOBUIHBIX xele3. Habnronaercs
MPEXKICBPEMEHHOE Pa3BUTHE T€HEPAIM30BAaHHOTO aTePOCKIIEP03a, CTCHOKAPIUH
u uH(papkTa Muokapna. [lopaxkeHre KOCTHO-CYCTaBHOW CHCTEMBI IPOSBISCTCS
TCHEPaJIN30BaHHBIM OCTEOTIOPO30M U OCTEOAPTPUTAMH, MPUBOASIINMH K OTpa-
HUYCHUIO IMOJBIKHOCTH CYCTaBOB, CIIOHIWIIE3Y, Ae(opMaim KOCTEH CTOIL.
Hepenxo BO3HUKAIOT 3JI0KAYeCTBEHHBIC 00pa3oBaHUs. HTEIIEKT WHOTAA
cHUkeH. bonesHs HaunHaeTcs B Bo3pacte ot 15 go 30 ner.

[NomararoT, 9TO0 B OCHOBE 3a00JICBaHUS JISKAT TPEKICBPEMEHHBIC JTHC-
Tpoduueckrue U aTpoOPUUSCKHEe M3MEHEHHsI COCAMHUTEIBHON TKaHH. BosbIast
POIb OTBOJUTCS HACTCICTBEHHBIM YHIOKPUHHBIM PacCTPOHCTBAM.

Hacrmenyercs mo ayTocOMHO-pEIIECCHBHOMY THITy. MY>KYHHBI W JKEH-
LIMHBI CTPAAAI0T OJIMHAKOBO YacTo.

HuddepennmpoBats ¢ cuHapomamMu AHnorckoro, Pormynna, I'etunn-
cona-Tundopna.

Cunppom omnmcan B 1904 r. nemenxuii Bpau O. BepHep noj HazBaHuEM
«KartapakTta B cOYETaHUHU CO CKIIEPOJECPMUEI».

Becrdans—Buiascona—KonoBasioBa 00/1e38b, 1UCTPO(pUA renaroue-
peOpajbHasi, NereHepaunusi renaToJeHTHKYJsApHas. [7asHbie CUMAMOMUbL.
[TaTOrHOMOMHMYHBIM CHMIITOMOM SBIISIETCSI BO3HMKHOBEHHE Kojbla Kaiizepa—
Onetimepa. YacTo TMarHOCTUPYETCS MOACOIHYX000pa3Has KarapakTa, HHOTIa
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JIeTeHEepaTUBHBIE OYarM M «KOCTHBIE Telbla» Ha Nepudepuu Ia3HOro JHa.
IIpwxu3HeHHOE HCCIeJOBaHUE BJIard NepefHel KaMepsl rina3a oOHapy>KUBaeT
MOBBIIIEHHOE COJEpKaHNE B HEH MeAM, UTO MO3BOJSIET AMAarHOCTHPOBATh 00-
JIe3HB ellle B JOKJIMHHUYECKOM MEPUO/Ie WM IIPH adOPTHPOBAHHOW (hopMe maTo-
JIOTHYECKOT0 MPOIIecca.

[aTronoroanatoMuyeck 0OHAPYKMBAIOT OTIOKEHHE ME/IU B POTOBHUIIE,
pamyXKe, XpyCTalNKe, CTCKIOBUIHOM TeJe U AeTCHEPATHBHBIC N3MEHEHUSI B HUX.

Obwue nposenenusi. OOYCIOBICHBI COYCTAHHBIM MOPAKCHHEM ICUCHH
¥ TOJIOBHOTO Mo3ra. CO CTOPOHBI IIEUCHN OOIIHE MPOSBICHUS XapaKTepU3YIOTCs
AQHOPEKCHEH, JUCIIENICUEH, PBOTOM, THIIEPTEPMUCH, PEMUTTUPYIOLIEH JKENTYXOMH,
a B MO3IHUX CTaAWSIX — CHUMIITOMaMH{ IIMPPO3a MEUCHHU: aCIUTOM, FeMOpparu-
4ecKUMU gBJIeHUAMU. CO CTOPOHBI TOJIOBHOTO MO3Ta — pa3HOOOpa3HBIMU T'-
MEPKUHE3aMH TOPCHOHHO-ANCTOHIMYECKOTO WIIM aTeTOUAHOTO XapakTepa, Hapac-
TaoUlell MBIIMIEYHOW PUTHAHOCTBIO, TUCTpoduel, au3zapTpuei, nceBnoOyib-
OGapHBIMH CHMITOMaMH, CHWXXCHHEM HHTEIUIEKTa, SMOILMOHAIBHON TYIOCTBIO,
HEaJIeKBaTHOCTBIO PEaKIIMil, acCTeHUEH.

INo xnMMHNYECKOMY TPOSIBIICHNIO, BpPEMEHH TOSIBICHHS M OBICTPOTE Hapac-
TaHUS CUMIITOMOB OOJIE3HH Pa3IMyaroT 5 (opM remnaronepeopaTbHON TUCTPOGHH.

1. AGmomuHanbpHas GopMa XapaKTEpHU3yeTCs IPEUMYIECTBEHHO CHMII-
TOMaMHM HOpakeHHs (QYHKIMH MEYCHU M HKETyI0YHO-KHIIEYHOTo TpakTa. Pas-
BUBAETCSI TEMOPPArnuecKUil AnaTe3 ¢ MypIypold ¥ KpoBOTOUMBOCTHIO. [IpoTte-
KaeT OueHb TSDKEJIO M uepe3 HECKONbKO HEeAeNb WM MECALEB 3aKaHYMBACTCS
CMEPTBHIO, TIPH 3TOM YacTO NMPU3HAKH 0YaroBOTO MOPaKCHUSI HEPBHOW CHCTEMBbI
HE YCIeBaloT pa3BUThCS. boneror varme geru.

2. PaHHSS pPHUTHIHO-apUTMOTHIIEPKMHETHYecKass (opMa HadMHAETCS
B Bo3pacTe 8—15 net. HabnromaroTcst BeIpakKeHHbBIE THIIEPKUHE3BI, OBICTPO MPO-
rpeccupyiomas CKOBaHHOCTb M KOHTPAKTYpHl, HapyIICHWE APTHUKYIIALUH,
HACUJILCTBEHHBIN CMeX M IUIad, MacKooOpa3HOCTb JIMIIA, 3aCTHIBIIAS YJIBIOKA,
CIIIOHOTEUCHHE, CUMIITOMBI BEIPXKEHHOTO MOPAXKEeHHs IieueHH. bonie3sHp ObIcTpo
MporpeccupyeT U 0OBIYHO MIPUBOAUT K JIETATBHOMY HCXOAY B T€UEeHHUE 2—3 JIeT.

3. JIpoxarensHo-purunHas ¢opMa HaunHaeTcs B Bo3zpacte 12-25 ier,
XapaKTepU3yeTCsl MBIIICYHOH PUTHIHOCTBIO, Pa3MAIIUCTBIM APOXKAHUEM, YCH-
JMBAIOIINMCS TIPH BOJHEHUH. MOTYT OTMedaThcs peMuccHU. JleTanbHblil Hc-
XOJ] HaCTyIaeT 4epe3 5—06 yeT.

4. IpoxartenbHast popma HaunHaeTcs B Bo3pacte 20-35 ner. [Ipeobna-
JlaeT KpYMHOPa3MAIlNCTOE JApPO)KaHHE KOHEYHOCTEH, TOJIOBBI, TYJIOBHIIA.
B no3aHuX CTagusx M3MEHSETCS MbIIIEUHbI TOHYC, OTMEYAIOTCS PUTHIAHOCTh
Y n3MeHeHue TICUXUKHY. [Ipu3Haky nopakeHns edyeHu BhIpaXkeHbI ciiabo. Xapak-
TEpHO PEeMUTTHpYIOLIee TeueHue. [urensHocTh 3a0oneBanus — 10—15 ner.

5. DkcrpanupamMHIHO-KOpKOBas (opma. XapakTepusyercs pacCTpoi-
CTBaMHM BBICHIMX KOPKOBBIX (DYHKIHH, Mapaandam¥, Hape3aMy, 9acTo dMHJIe-
TUYECKMMH IIpUNagKaMH. TedeHne Mporpeccupyromee, JeTalbHBIH HCXO0[
HacTymaet uyepe3 15-20 et nocie Hadana 3a00JieBaHusl.



B xpoBu oTMeUaeTcs THIIONPOTECHHEMHS, 0OCOOCHHO YMEHBIIEHO COMEP-
XKaHUe a;-ambOyMuHa W a,-anbOymMuHA. B Moue — 3HaUMTEIbHOE THUIIEPAMHHO-
anuAypus U TUIEPKYIPYPHS.

ITpn maToI0r0aHaTOMUYECKOM HCCIECAOBAHUN MO3Ta BBIIBIEHO CMOD-
IIMBaHKE W CKICPO3MPOBAHME HEPBHOM TKAHU C Pa3pacTaHUEM IJIMH, O9araMu
pa3MsrdeHus, 00pa3oBaHUEM KHCT, KPOBOM3IMSHMSIMU BOKPYT MEJKHX COCYZOB
U MIEPUBACKYJISIPHBIM OTEKOM. DTH W3MEHEHHS 3HAYHUTEJIbHEE BBIPAKEHBI B 00-
JIaCTH YEYEBUYHBIX sI7IEP, KOPE U MOJKOPKOBHIX sapax. OOHapyKUBaIOT OTJIO-
JKEHHsI ME/IM B MO3Te, IIEYECHH, TI0UKax, CeJIe3eHKE U AereHepaTHBHbIC H3MEHEHHS
B OTUX OpraHax.

B ocHoBe 3a0osieBaHus JEKHUT HapyLIEHUE CHHTE3a Oelika LepyJoIuias-
MHHA, TPAHCIIOPTHPYIOIIETr0 Meb. BeneacTBre 3Toro co3naercsi BICOKask KOH-
LEHTpays MEON B KPOBH M OTJIOXKEHHE e B OpraHax M TKaHsx. Kpome Toro,
MIOCKOJIBKY MElb BXOAUT B COCTaB (JEPMEHTOB, YIACTBYIOIINX B TKAHEBOM JIbI-
XaHUH, H30BITOK €€ yTHETaeT aKTUBHOCTh OKHCICHHBIX ()EPMEHTOB M HapyIIaeT
TKaHEBBIH OOMEH.

3aboneBaHne HACIIEAYETCs IO AyTOCOMHO-PEIieCCHBHOMY THITy. ['eTepo-
3UTOTHBIC HOCHUTEIN MYTaHTHOTO T'€HE3a MOTYT OBITH BBIABJICHBI C IIOMOIIBIO
6I/IOXI/IMH‘IGCKI/IX METOAOB — HCCJII€AOBAHNA LEpYJIOIJIadMUHA B KPOBU, aMHUHO-
KHUCJIOT U M€ B MOYC.

IIpu TMTEPO3UTOTHOM HOCHTENBCTBE HHMKOTAA HE OTMEYalOT BCEX 00-
MEHHBIX PACCTPOWCTB, CBOMCTBEHHBIX I'eMATOEPEOPATBLHOM TUCTPODUH.

HuddepeHuupoBaTh ¢ JeTapruueckuM dHiehaauToM, Majaoil xopeew,
TIOJIKOPKOBBIMH JIET€HEPALMSIMH, y JIeTeH — ¢ XpPOHNYECKUMHU (popMaMu CenTH-
YECKUX COCTOSIHUHM M BUTAMUH [I-pE3UCTEHTHBIM PAXUTOM.

BonesHp BrepBble OmMUcal MOJ Ha3BaHHEM «IICEBIOCKIepo3» B 1883 r.
HeMelkuil HeBpomnartouor u cuxuatp Kape @puapux Orro Becrdams. B 1888 .
HEMELKHI TepareBT U HeBporaroyor Anonb( CTpyMIiess onucal 1moj Ha3Ba-
HHEM «IICEBJIOCKJIEPO3 TOJOBHOTO MO3ra» KIMHHUYECKYIO Pa3HOBHIHOCTDH JaH-
Horo cuHiapoma. B 1912 r. anrnmiickuii HeBpomatonor Camyaib AJeKcaHIp
Kunnep BuibcoH omyOnmkoBan Ooliee MOApOOHBIE MaTepHAIbl O MOJIO0OHOM
CUHJIpoMe U Jan eMmy Ha3BaHue «lIporpeccuBHas JIEHTUKYJsApHas AereHepa-
us». B panpHeliem nceBiockiepo3 ¥ NpOrpeccuBHAs JICHTUKYJIISIpHAS JleTe-
HEpanuid OBLITH MMPpU3HAHbI UICHTUYHBIMHA 00JI€3HEHHBIMU npoueccaMu u 005b-
€IMHEHBI B MHBIH CHHAPOM I0J] Ha3BaHUEM «T'€NaTOJCHTUKYIISIPHAS JIeTeHe-
pauusi» (Camis, 1921 1.). B 1946-1958 rr. mesponaronor H.B. KoHosamos
N3y4HJI IATOTeHEe3, MOP(OIJIOTHIO ¥ KIMHUYECKNE PA3HOBUIAHOCTH 3TOTO CHH/-
poma. OH mpeIoKu Ha3BaHUE «TernaTorepedpanbHast TUCTPODUS, BBIICTIII
JKCTpanupaMuIHO-KOPKOBYIO (popmy O0se3HU.

BonoBo3oBa cHHAPOM, HEHTPAJIbHBIN peTHHANBHBINH (puOpomIacTu-
YeCKMii CHHPOM, 3Be314aThlil PeTUHUT, HeJuIodaHoBas MaKyaa. B ocHoBe
3a00JIeBaHuUs JIeXKAT NMOBPEKACHHUS CTEHOK COCYJIOB, BBI3BIBAIOIIME I1apaBacKy-
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JsipHYI0 GUOpOILIa3nio, KOTOpasi IPUBOAUT K 00pPa30BaHUIO BUTPEOPETUHATIb-
HbIX criaek. Ocobast paHUMOCTh MaKyJISIPHBIX COCYJIOB, IUIOTHOE COIPHUKOCHO-
BEHHE MOTPAHUYHON MEMOpaHBI CTEKJIOBUAHOTO TENla C CETYATKOH B 00JIacTh
JKEJITOTO TSITHA 00YCJIOBIMBAIOT 00pa3oBaHNE BUTPEOPETUHAIBHBIX CpalleHHH
UMEHHO B MakyJIApHOH M mapaMakyJIsIpHOH o0macTsX. DTH M3MEHEHHs BO3HH-
KalOT KaK OCJIOXHEHHs BHYTPHIJIA3HBIX 3a00JIeBaHUH M ONepalyii Ha IJIa3HOM
somoke. CHHAPOM TPEACTaBIsIeT COO0H KOMIUIEKC M3MEHEHHWH, COTPOBOXKIA-
IOIINUXCS COETMHUTETbHOTKAHHBIM NEPepOKACHUEM OTIENIBHBIX yYacTKOB IEHT-
papHOI obsacTy ri1a3HOTO JHA. BO3MOXHBEI CIEIyOMNe MaTOJIOTHIECKNE W3-
MEHEHHSI: KUCTOBHIHBIH OTEK MaKyJISIPHOIH 00JaCTH; CKIIAJAKH CETYATKU BOIN3U
WIIM BOKPYT MAaKyJIbl, MOSBIISIONINECS TOTAA, KOTAAa HAYWHAETCS TPOIecC opra-
HHU3aLUKN COCIMHUTEILHON TKaHW; OenecoBaThie MOJIYyNpo3padyHble MeMOpaHsbI,
MPUKPBIBAIOIINE COCYBI CETYATKU; YYaCTKH (pHOPOIIACTHYECKOTO Tepepok-
JICHUS] CETYAaTKH B BUJE OEJIECOBATO-)KENTHIX, HHOTJAa MAacCHBHBIX IIBAapT, 3a-
KPBIBAOIINX MaKyJTy; aTOJOTHIECKUE CTAl[IOHAPHBIE JINHEHHbIE, MOHETOBH/IHBIC,
JIOCKYTHBIE Pe(IICKCHI.

BbIsiBII€HBI OCOOCHHOCTH B TEUEHHWU CHHIPOMA B 3aBUCHMOCTH OT TOTO
3a00JIeBaHUs WM XHUPYPrHYECKOTO0 BMEIIATENLCTBA, Ha ()OHE KOTOPOTO OH pas-
BUBAJICS, M pa3paboTaHa kiaccupuKaius pa3indHbx GopM cuHapoma. Brime-
JSIOT aTePOCKIEPOTHIECKYIO, THUA0CTHYECKYI0, THIEPTOHHYECKYIO, BOCIIANIH-
TEIIbHYIO, TAlleTOPETHHAIBHYIO, TIOCTIKCTPAKIIMOHHYIO M MOCTKOATYJSIIHOHHYIO
(hopMBI HUOPOTLTACTHYECKOTO CHHIPOMA.

Boabsda-I'upmxopHa cuHAPOM, XpoMOcoMbl 4p-CHHAPOM. [ a3Hbie
cumnmomsi. Karapakra, MUKpodTainbM, KoioOOMa pagykKKH, 3K30(TaIbM, KO-
coryiasue, FUIepTeIopru3M, SIMKaHTYC, TEMaHTHOMBI B 00J1acTH OpoBeii.

Obwue nposenenus. BeipakeHHast 3a7IepKKa YMCTBEHHOTO U (DH3HYECKOTO
pa3BuTHs, TUIOTPOGUs, MUKpoLedalus, aCHMMETPHUs Yeperia, BHICTYMAOLIast
MepeHOCHIIa, KIIIOBOBUIHBIA HOC, pacllesiiHa I'yObl U HEOA, MaJIEeHBKUH POT C
OIYIIEHHBIMH YTJIaMH, MHUKPOTHATHs, NeOpPMHPOBAaHHBIE W HHU3KO PacIoJIo-
JKCHHbIE YIIHbIE PaKOBUHBI C CKJIAJKaMH, KOCOJIAIOCTh, AehopMalus CToIl,
JIMCILIA3Hs Ta300€/IPEHHBIX CYCTaBOB, KOCTHBIH JIE()eKT B KPECTIIOBO-KOIMIUKOBOI
obyactu. Y MaJbuMKOB OTMEYAIOT THUIIOCTIAINIO M KPUITOPXU3M. HacTo BBISB-
JISTIOT TIOPOKHM CEp/IIIa, THITOIIIAa3HIO TodeK. Hepenko HabIoaatoTest CyJ0pori.

I'ucronornyeckn: M3MEHEHUS OOYCIOBJICHBI HApyIIEHHEM MHIPalnu
HEPBHBIX KJICTOK, TU()(HEpEeHINPOBKH U CO3PEBaHMUS HEHPOHOB.

CrpajgaroT 0OJUHAKOBO 4aCTO MY>KUUHBI U XKEHIUHBI. bone3Hs BcTpeda-
ercst y omgHoro u3 100 THICSY HOBOPOXKICHHBIX.

OtmeuaeTcst JesIeKIust KOPOTKOTO tuieda 4-i XxpoMocoMBI (4p-).

JuddepennupoBats ¢ cuaapomamu Xamnepmana—Iltparidda, Cmura—
Jlemmun—Onmnma, [atay.

CuHApOM ommcany HeMEUKHH TeHeTHK Yibpux—Bomsd n ['mpmxopn
B 1965 .
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I'easmronsna genomen. Ilpyu akkoMonanuy MOBEPXHOCTU XpyCTalIuKa
CTaHOBSTCS OoJiee BHIMYKJIBIMHA, OCOOEHHO MepeNHssl, ¥ TOJIIMHA XpyCTaINKa
yBenmuuBaercs Ha 0,4 MM. 3padKoBEIi Kpail paxyKKH IpOIBUTACTCS BIIEpe Ha
0,4 MM mpu akkomonanuu B 7,0 nuontpui, a nepudepudecKuii nosic paryKku
OTOJBHUTracTCs K3aqu. DTO NPOUCXOJUT BCIECICTBUE HANPSDKCHHUS aKKOMOMAIIH-
OHHOM MBIIIIBI, MOCIEAYIOUIEr0 MOATATUBAHUS KIEpeay 3aJHell 4acTu LUIu-
apHOTO Tena M MEepeIHEeH 9acTh COCyIUCTON 0DO0JI0YKH M paccaalieHus BOIO-
KOH LIUHOHHOBOH CBSI3KH.

®enomeH omucan B 1855 r. Hemenkuii pu3uk, MmaTreMaTHK, GuU3HOIOT
ncuxonor I'epman Jlronsur @epaunany I'enbmronsn. IlepBoe coobmenne 06
9TOM (heHOMEHE NMPUHAMISKUT HeMerkomy odramemornory aftaepy (1619 r.),
a repBble TOYHBIE HCCIeoBaHUs OblIM mpoBeneHbl B 1849 r. JlaHrenGexom
u Kpamepom B 1851 1.

I'ecca ®enomen. IIpyu akkoMopalMK XpYCTAUK OILyCKAaeTCs BHU3 Ha
0,25-0,3 mM. B MOMeHT akkoMoJanuu TpH HEOONBINUX IBIDKCHHUSIX Tia3a
HabIroKaeTCs qposkaHue XpycTalauKa.

®enomen onucal I'eccom B 1909 r.

I'erunncona—I'mndopna 0ose3nn. Ilporepus. [nasusvie cumnmomsi.
OK30(TaNBEM, TOMYTHEHHE XPYCTAINKOB, HUCTAI'M, YaCTO OTCYTCTBYIOT OpOBH
U PEeCHMIIBI.

Obwue nposegnenus. Y IeTel cTapueckas BHEITHOCTh, KAPIIUKOBBIN pOCT
C OTHOCHUTENIFHO OOJIBIIMM YEeperioM M MaJeHbBKUM JIMILIOM, XHJIKHUE Cepble BO-
JIOCHI WJIM TOTaJIbHAs aJlONEnus, Ype3BbIUaiiHO TOHKAs cyXas KOkKa, HAallOMH-
Haromas Koy MpU CKIEPOACPMHUH, TTOAKONKHO-)KUPOBOH CIIOI MOTHOCTHIO OT-
CYTCTBYET, 3a MCKJIIOYEHHEM JIOOKOBOI 001acTH, AUCTPO(DUS WM IOJTHOE OT-
cyTrcTBHE HOrTed. 3yOBl mpope3aroTcs ¢ OOJBIION 3aAepKKOM M aHOMalbHO
PpacIIoI0oKeHbl, MHOT/Aa BOOOIE OTCYTCTBYIOT. KOHEUHOCTH TOHKHE C BBICTY-
MAIOUIMMH CyCTaBaMU U KOPOTKHMH KOHLIEBBIMHU (hajlaHraMH naiiblieB. boybHble
OTCTAIOT B IIOJIOBOM Pa3BUTHH, OecriofHbl. VIHTENIEeKT cHirkaercst Ha Oosee
Mo3/1HEeH cTaanu 3a060IeBaHus BCIIEICTBHE IIPOrPECCUPYIOIIET0 aTepOCKIepo3a.
YacTo BO3HMKAIOT HH(APKTHI MHOKap/ia M HapyIIEHHEe MO3TOBOTO KPOBOOOpAIIICHHSI.

3aboneBaHNe MPOSIBIISETCS C POKICHUS WK B pAaHHEM BO3pacTe.

[IpogomKUTETPHOCTD XU3HU OONBHBIX 7—27 neT. MyX4YWUHBI CTaperoT
B ZBa pa3a yamie. [lomymnsamnuonnas gyacrota 1:250000.

Tun HacnemoBaHMUS ayTOCOMHO-pelecCUBHBIN. [laTorenes HesceH. Jng-
(epernupoath ¢ cuaapomamu Kokkeitna, Bepraepa, Kamyparu—3HrensManHa.

JleTckyro mporepuro BrepBbie onucan B 1886 r. )xonatan I'eTunHCOH.
B 1897 r. Anrnmiickuii Bpau XactuHT ['midopxa ommcan mMopdonoruueckne
M3MEHEHHS MPH 3TOW OOJIE3HH M MPEII0KMUI TEPMHUH «IIPOTEPHI» — OT Ipedec-
KOTO CJIOBA «1p02epoc» — COCTAPUBLIMMICS.

I'ubcona cuHapoM, MeTreMor;io0MHeMusi HacjeacTBeHHasi I Tuma.
Inasnvle cumnmomul. YacTo BOZHUKAIOT IOMYTHEHHUS XPYCTAINKOB, KOCOTJIA3HE,
HUPUIOIMKIIHUTHI.
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Obwue npossnenus. Ilpn poxxneHNNn peOCHKAa WM B IIEPBBIC MECSIIBI
JKI3HHA OTMEYAeTCsl CEPOBATHIN WM TPSA3HO-KOPUYHEBEIH THaHo3. YacTo OBIBAatOT
MUKporiedanis, ciraboymue, ICHXoMOTepHbIe HapymieHns. Co CTOPOHBI cepAmna
BBIABJIAIOT TaXUKAPAWIO, (QYHKIMOHAIBHBIE CHCTOJIMYECKHIE [ITyMbI, H3MEHECHUS
OKT'. IloBplmeHHOE KOJIMYECTBO TEMOTJIOOMHA, HE3HAYHTEIBHBIM PETHUKYIIE3
1 JIEUKOLUTO3. B KOCTHOM MO3re yCUIeHHbIH T'eéMOII033.

[IporHO3 OTHOCHTENBHO OJATOTIPHUSTHBIH.

[IprunHO¥# 3aboneBaHus ABISETCS ASULUT B SPUTPOLIUTAX JIUIIOAMU -
JIETHJIPOTeHa3bl, IPUHUMAIOIIEH yJacTue B BOCCTAHOBJICHUH METIeMOITIo0MHA
B T€MOTJIO0UH.

Hacnenyercs o ayrocoMHO-pelieCCHBHOMY THILY.

Onucan amepuKaHckuil Gpu3nosor u 6noxuMuk ['ubCcoH.

Fonbamana—®aBpa cHHAPOM, THAJOUIHO-PETHHAJIbHAS JereHepauus
¢ MIHONATHYECKAM PETHHOLIM3UCOM. [ 1a3nvle cumnmomvl. JlereHepaTuBHbIE
M3MEHEHHS CTEKJIOBHIHOTO TeJla: Pa3KIKCHHUE, TUIaBaloIIye IIOMYTHEHNUS, 00-
pa30BaHUE NPEPETUHANBHBIX HUTEH U TsKel. [IMrMeHTHBIE U JereHepaTHBHEIE
M3MEHEHHS CETYATKH: CeTyaTKa Ha mepudepruu ceporo 1BeTa ¢ OTIOKECHUSIMU
IMUTMEHTA B BHJE MOIMMOP(HBIX TIBIOOK — HE B (pOpME KOCTHBIX TEJEL, IHC-
TpO(bI/ILIeCKI/IMI/I 30HaMM THUIIA «CJICIO0B YJIUTKU» UMECTCA HeHTpaJ'II;HLIﬁ, a gyamie
neprdeprieckuii, NpeMMyNIECTBEHHO B HIYKHEBUCOYHOM KBaJlpaHTE, PETUHO-
LIM3UC, UHOTJA C Pa3pblBOM BHYTPEHHEH IIACTHMHKM PACCIOCHHON CETUYaTKH.
B HEKOTOPBIX ClIydasax Ha6J’I}O[[aIOT BBITAHYTBIC COCYAbl CETYAaTKH, a WHOTrJa
aHTHoOMaTo3Hble 0Opa3zoBaHus. He MCKIOYeHb OOPBIBBI CETYATKH Y 3y0UaToit
muann. Kak npaBuito, ObIBaeT 4acTHYHAsK aTpodus 3pUTEIbHBIX HEPBOB M KaK
OCIIOXKHEHHE — KaTapakTa. OCTpoTa 3peHUs CHI)KEHA B Pa3IMYHON CTENEeHH,
HOJIS 3pEHUSI CY)KEHBI, FEMEPAIOTHSI.

I'unepmerponust cpeHEd U BBICOKOM CTENEHHU. Y POBEHb AIIEKTPOPETUHO-
rpaMmbl cHIXKeH, dame DPIT He perucrpupyercs Bosce. [TopaxaroTcs 0ObI9HO
00a rnasa.

Obwue npossnenus. XapakTepU3ylOTCs BPOXKICHHBIM BBIBUXOM 000MX
Ta300eIPEHHBIX CYCTaBOB, MAPAINYOM HWKHHX KOHEUYHOCTEH, YMCTBEHHON
OTCTAJIOCTBIO U JPYTUMU HAPYIICHUSIMH CUXUKH.

3aboneBaHne BpOXJIEHHOE, 3THOJOTHS HewsBecTHa. Haciemyercs mo
ayTOCOMHO-PELIECCUBHOMY THUITY.

JuddepeHnmanbHbIN JUArHO3 CIIeTyeT MPOBOANTE ¢ 00Je3HbI0 Banrepa
U IpyruMu opmMaMy ruajiouIHO-pEeTHHAIBLHOM AereHepalyy.

Cunppom onmcanu B 1958 roxy mBeiinapckuii odransmornor I'onpaman
u ®appe, 0OHaPYKUBILKE 3TOT CHHAPOM y Opata M CecTphbI.

I'perra cunapomMm, dgerajbHbIH CHHAPOM KpacHyxH, I'perra tpuana.
Inasneie cumnmomvi. BpoxaeHHass KatapakTta, MUKpO(TajabM, PETHHOIATHS,
MHOITHS BBICOKOM CTCIICHHU, HHUCTArM. Pexe ObiBaroT TIOMYTHEHHUE POTOBHUII,
KOcoTJIa3ue, TiaayKkoma, KoJI000MbI paayKKH, aTpodus 3pUTEIbHOTO HEPBa.
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Obwue nposasnenus. II0CTOSHHBIMU IpPU3HAKaAMH SBISIOTCA HEHPOCEH-
COpHas TIIyXOTa U BPOJKAECHHBIE MOPOKH cepaua. ['yxora MoxkeT OBITH OJIHO-
1 IBYCTOPOHHEH, Pa3iNWIHON BBIPAXCHHOCTH W OOYCIOBICHHOW OTCYTCTBHEM
i depeHnanuy CIupaibHOTO OpraHa 1 NOJIYKpPY>KHBIX KaHa1oB. M3 mopokoB
cepAna Jamie HaOII0[Al0T OTKPHITEINA apTepHaIbHBIA MTOPOK, CTEHO3 JIETOYHBIX
apTepuid, 1eeKT MEKIKETYy0UKOBOH meperopoaxu. Yacto oTMe4aroT MHUKPO-
nedanuro, Hapymenue aestenasHocTy [IHC — cynoporw, 3aaepskka yMCTBEHHOTO
pasButus. Bo3mMoxxHbI runomiasus 3yOHOIH dMaly, 3amo3jainoe npope3biBaHue
3y00B, Kapuec. B HEKOTOpBIX CIydasX BCTPEUAOTCsS aHOMAJIMM MOYEK, KPHII-
TOPXU3M, THIIOCHAAUS, KOCOJIAIOCTb.

JIabopaTOpHBIMU HCCIICIOBAHUSIMU BBISBIIOTCS T'€MOJUTHYECKAs WIN
TUNOIIaCTUYECKas aHeMHsl, TPOMOOIIMTONEHNs], IEPCUCTEHIIUST BUpyca Kpac-
HYXH BO MHOTHX OpTaHax.

CuHApOM pa3BHUBaeTCAd y HOBOPOXKICHHBIX, MATEPH KOTOPHIX B TCUCHHUE
nepBeIX 3—4 Mec OepeMeHHOCTH 0ol KpacHyxoil. Buasl m gactora Bpox-
JICHHBIX aHOMaJIMH 3aBUCUT OT CpOKa OEpEeMEHHOCTH, B KOTOPOM IPOHM3OLLUIO 3a-
paxenue. 3aboneBanne Marepu 10 36-ro AHSI OEpEeMEHHOCTH IPHBOIMIO K 0Opa-
30BaHHUIO KaTapakThl, 10 46-T0 AHS — K ATOJIOTHUH CEpALa, 10 62-To THA — K IIIyXOTe.

Cunzapowm ommcan B 1941 r. aBcTpanmiickuii opramsmonor ['perr.

I'pede—Cnérpena cunapom. /nazuvie cumnmomvi. OCIOKHEHHAS Ka-
TapakTa, MUTMEHTHAS JAETeHEepalns CeTYaTKH, HUCTarM, pe3Koe CHIKEHHUE 3pH-
TEJIbHBIX (QYHKIHH.

Obwue nposerenua. Mukponedanusi, HUI3KMHA pocT, nedopmanuu 1mo-
3BOHOYHHMKA U CTON; OJUropeHus, mu30(ppeHONOA00HbII CHHIPOM, MO3KEY-
KOBasl aTaKCHsl, TIyX0Ta HIH TYTOYXOCTb.

Hacnenyetcs o ayrocoMHO-pEeIeCCHBHOMY THITY.

Huddepennuponats ¢ cuaapomamu Kokkeitna, Amiepa.

IlepBoe onmcanue 6one3Hn nmpuHaaIexxuT A. I'pedpe B 1858 r., neransHo
onucan B 1950 r. mBeackuii ncuxuarp Crerpe.

I'poba cunapom, aucniiasusi A3bIMHO-JIUNEBAsA. [ 1a3Hble CUMNIMOMBI.
BpoxneHHas kaTapakrTa, HeJOpa3BUTHE I71a3, aHOMAINHU pedpaKun.

Obwue npossnenus. Henopa3purhe A3bIKa UM €r0 MOJHOE OTCYTCTBUE,
He3apallleHne BepXHel IyObl 1 HE0a, MHOKECTBEHHBIE PYOIIbl BEPXHEH M HHKHEH
ryObl, IJIOCKOE JIUIIO, IUPOKUI CIUIIOIIEHHBIH HOC C MaJeHbKHUMH HO3IPSMHU.
VY OONMBHBIX OTMEUAIOT pa3WYHBIE AHOMAJIMU PAa3BUTHS KOHEYHOCTEH, Mpo-
IPECCUPYIOIYIO THITOTPO(HIO, 3a/IePKKY IICUXHYECKOTO PAa3BUTHSI.

Cunapom ommcan B 1957 r. mBeiimapckuii xupypr M. I'po0.

Jayna 0oJie3Hb, TprcoMuu 21-ifi XpoMOCOMBI CHHIPOM, AKPOMHUKPHS
BPOsKAEHHAs, AUCIJIA3Usl TreHepaan3oBaHHas (eraabHas. [azuslie cumn-
momvi. Karapakra, SNIMKaHTYC, KOCOTJIa31e, MOHIOJIONJHBIH pa3pe3 Ii1a3, BbI-
BOPOT Bek. Pexxe HabmromaroTest KepaTOKOHYC, TOYEYHOE IIOMYTHEHHE POTOBHIL,
THIIEPMETPOIINS, TUTMEHTHBIE TSITHA 10 Kpalo paayKku — nsatHa bpamdunnna,
OTCJIOHKA CeTYaTKH, KePaTOKOHBIOHKTUBUTEHI.
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Obwue nposgnenus. bpaxunedanus, WIOCKUN 3aTHUIOK, INIOCKOE JIUIIO,
IUIOCKAsi TIEPEHOCHIA, OTKPBITBIA pPOT, KOPOTKWMH HOC, OHUCIUIATHYHBIC YINH,
akpooOpas3Hoe HEOO, OoMbIION A3BIK, aHOMannu 3y0oB. Habmronmaercs xapax-
TepHas KpacHas OKpacKa JIMIa, HAIIOMHHAIOIMAs JINIO KJIOyHa (KpacHOTa Ha
IMeKax W KOHYMKE HOca). boibHBIE HU3KOTO POCTa, YMEPEHHO Ty4HBIE, C KO-
POTKOH Ieel, KOPOTKMMH KOHEYHOCTSIMH, KOPOTKHMH IIUPOKHUMH JIaIOHSIMH,
cronamy, najapuamu. OTMevyaeTcsi THIepIOABHKHOCTh CyCTaBoB, Aedopmanus
TPYJHOM KJETKH, MBIIIEYHAs TUIIOTOHHMS, IONEpeYHas JIJOHHAs CKJajKa.
VY OONBHBIX HEYKIIOXKasi MOXOJKa, HEJIOBKHE JBW)KEHHS PYK, KOCHOS3BIYHAS
Y OJIHOCJIOKHAsI peyb, TpyObIi Tos0c. Y TOJIOBHHBI OOJILHBIX OOHApYKHBAIOT
pa3nuYHbIe BPOXKAECHHBIC IIOPOKU CEPJlla; 4YacTO BCTPEUArOTCd aHOMAIHUU pas-
BUTHSL KEJyJOYHO-KUIIEYHOTO TPaKTa, HEAOPA3BUTHE TEHHUTAIMH, 3aJepKKa
TI0JIOBOTO Pa3BHUTHA. BoNbHBIE OTIMYAIOTCS TIIyOOKO YMCTBEHHON OTCTaJIOCTHIO
B COYETAHUH C JOOPOAYIINEM, SMOLHOHATBHOCTHIO, JIFOOBEOOMIIBHOCTHIO.

ITonynsuuonnas yactora 1:700, BO MHOIOM 3aBUCHUT OT BO3pacTa poau-
Teneil. My>X4uHBI ¥ JKCHIIMHBI CTPaJaloT OJAMHAKOBO 4acTo. bome3ns ommcan
B 1866 r. anruiickuii Bpau Jl>xoH [layH.

Jdennn—Mapdana cunapom. [ 1azuvie cumnmomsl. Karapakra, HUCTarM.

Obwue nposenenus. CrnacTHYECKUH Mapalnd KOHEYHOCTEH, CyIOpOXK-
HBIE TIPUMAKU, YMCTBEHHAsI OTCTAIOCTh, HEPEJIKO JIMXOPaaKa.

Habnromaetcst y neTeii ¢ BpOKICHHBIM CH(PHIUCOM.

Ornucanu amepuKaHcKui Bpad Jlennu u ¢hpaHiy3ckui neguarp Mapdan.

3aabmana ¢enomen. Ilpu ObiCTpoOl perpeccHu MOCIEONepalnOHHON
OTCJIOWKH COCYIUCTONH OOOJIOYKM yMEHBLIAETCSA TPbDKa CTEKJIOBHIHOTO TEla.
3TO MPOUCXOIMT BCIEACTBUE TOTO, YTO aOCOPOUMS JKUIKOCTH CTEKJIOBUIHBIM
TEJIOM HE YCIEBAaeT KOMIEHCHPOBAaTh BPEMEHHOE YMEHBIIEHHE €ro o0bema,
MPOU30ILIE/IIee BO BPEeMs OTCIONKH, & CTEKIOBHIHOE TEJO CIEAyeT 3a YIIIOo-
MAIOIIECcs XOpPHONAANBHONH HOBEPXHOCTBIO. JTO IPOSIBISICTCS peTpakiueit
TPBDKH CTEKIOBHHOTO Tea.

Onwucan amepukaHckuii Bpad JI. 3aineman B 1936 1.

3émMepuHra cuMnToM KoJbla. Habronaercs mocne HEMmoJHOro yna-
JICHHUS KaTapaKThl HJIN HETIOJIHOTO PacCcachlBaHUS XPYyCTaNKa, HOBPEKICHHOTO
OOBIYHO B LIEHTpaIbHOW 30HE. OIpEnensioTcss OCTaTKH MYTHBIX XpPyCTajH-
KOBBIX MacC, «3aMasHHBIX» MEXIy MepeJHHM W 3aJHUM JIMCTKaMH KarCyJIbl
XpycTannuKa y 9KBaTopa B (hopMe KOJbIIa.

Onucan HeMelKHi aHaTOM 3EMMEPHHT.

Hpeuna-TI'acca cunapom. Habnromaercst oObgHO B mepBele 2—3 Hep,
peke B TeUEHHE IMOCIEAYIONINX MECSIEB 1T0CIIe OIEPaid CO BCKPBITHEM IJIa3-
HOTO s10J0Ka, Yalie Mociae MHTPAKANCYIIPHON SKCTPAKIK KaTapakTsl. 3HAYHU-
TENIBHO YJYYIIMBIIEECS Cpa3y IOcjie OIepaluy 3peHHe OBICTPO CHHKAETCs.
[TosiBrsieTcsl meHTpanbHAs OTHOCHUTENbHAST WM a0CONIOTHAs CKOTOMa. BEIAB-
JSIFOTCSL TTpU3HAKU MpuTa. CHIDKEHHE OCTPOTHI 3pEHUS] 00YCIIOBICHO TIIaBHBIM
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00pa3oM 4YeTKO OTrpaHWYEHHBIM OTEKOM IIEHTPAJBHOTO OTJeNla CeTYaTKH,
HANlOMUHAIOUIUM B HAa4aJbHON CTaJUM KapTHHY LIEHTPAJIbHOTO CEPO3HOTO XO-
puopeTHHHUTA. JIMCK 3pHUTENBFHOTO HEpBa OOBIYHO THIIEPEMHPOBAH, T'PAHUIIBI
ero cmazanbl. MlHOrIa HaOJIOAAI0TCSl MEJIKHE KPOBOM3IUSHUS B 00JIACTH JKell-
TOTO MATHA U OKOJIO AWCKA 3PUTEIFHOTO HEPBA. DTH MATOJIOTHIECKUE M3MEHE-
HUS BO3HHMKAIOT B TIJla3aX C HOPMAalbHBIM BHYTPUIJIAa3HBIM JaBJICHHEM, HUX
HEIb3s CBSI3BIBATh C TUIOTOHHMEH. Uepe3 HECKOIBKO MECSIEB y OONBIINHCTBA
OOJIBHBIX OTMEYaeTcsi 0OpaTHOE Pa3BUTHE MaKyJONATHH M 3pEHUE B OOJbIIeH
CTEIICHN BOCCTAHABIMBACTCS. Y HEKOTOPBIX OOJBHBIX IPOIIECC 3aBEPINACTCS
00pazoBaHUEM KHCTHI B MaKyJISIpHOI 00J1acTH, a 3aTeM Pa3pbIBOM CETYATKH.

HmeeTcs HECKONIBKO TeOpUil BOSHUKHOBEHUS CUHIpOMa:

1. TToTepst CTEKIOBUAHOTO Tela BO BpeMsl ONepaliy UM BTOpUYHAS TIe-
penHeKkaMepHas TpbDKa CTEKIOBHIHOTO TeNla CIIOCOOCTBYIOT (hOPMHPOBAHHUIO
BUTPEOKOPHEAIBHBIX CPAILCHNH, YIIEMICHHIO BUTPEAbHBIX (GHOpHILI, 00pa30-
BaHHIO BUTPEOPETHHAIBHBIX craek. [Ipy mManedInx ABMKEHMS IN1a3 BOSHUKAIOT
TPaKIMU CTEKJIOBHIHOTO TENA, CIIOCOOCTBYIOIINE PA3BUTHIO a()aKMIECKOH MaKy-
JIOTIaTHX ¢ 00pa30BaHMEM KHUCTHI, a TIPH HOSBICHUN 33JHEH OTCIOMKH CTEKJIO-
BHIHOTO Te€Na ¥ YaCTUYHOM WM IOJHOM Pa3pblBE BUTPEOPETHHANIBHBIX CIAcK
4acTO MPOUCXOJUT Pa3phlB BHYTPEHHEH CTEHKH MaKyIIPHOM KUCTHI.

2. Pa3zButne adaknueckod MakKyJONaTHU BBI3BIBAIOT TOKCHYECKUE Be-
LIEeCTBa, COJEpKallluecs BO Biare mnepeiHeil kamepsl Iylaza U IPOHHUKAOINE
B pe3y/bTaTe XUPYPruiecKoro BMENIATeNbCTBA B 001aCTh 3aJHETO MOJI0CA I71a3a.

3. OnepaTuBHOE BMEIIATENBCTBO, IPOBEACHHOE Ha (hOHE IepH(EepUIecKoro
YBEWTA, B HEKOTOPBIX CIy4asX MOXeET NPUBECTH K BOSHUKHOBEHHUIO CHHAPOMA.

B BO3HHKHOBEHHUH 3TOTO OCJIOKHEHHS BO3MOXKHO BO3JEHCTBHE IPOCTa-
TJIAHJWHOB, a TaKXKe THUIEPTOHWYEcKoW Ooyie3HH, anabera, MOBBIAIONINX
OMAaCHOCTh BOSHUKHOBEHUSI CHHIPOMA.

Brmepsrie o cuHApome coodummt B 1918 . mBeimapckuit oraapMoor
Anpdpen Bort, a geranpHO ommcany amepukaHckue odramemonora B 1953 T.
Wpsun u B 1966 1. I'acc.

Kupuusiica cunapom. Ipencrasnser co6oif coueranue yBeuta ¢ obpa-
TUMOH peTHHONATHEeH, NMPOSBIIOMIEHCS OeNOBaTHIMM WM XKEJITOBAaTBIMU OT-
JIOKEHUSIMU Ha COCYZlaX CEeTYaTKU B BHE MATEH, OJIAIIEK, XJIOMBEB U MAHKETOK,
KOTOPBIC TTOCTENEHHO (B TEUCHHE HECKOJIBKHUX MECSIIEB HJIM JIET) YMEHBIIIAIOTCS
B pa3Mepax | mcye3aroT. L[Ber B Hauame 3a001€BaHMS MPOSBIAETCS MPEIUIINTA-
TaMH, IOMYTHEHUEM CTEKJIOBUJIHOTO TEJIa U CBEXKHMM XOPHUOPETUHAIBHBIM O4aroM.

CuuTalor, YTO PETHHONATHS TP YBEUTaX 00YCIIOBJICHA TMIIEPEPrHYECKON
peaknuel B CTEHKaX COCYNOB BCIEACTBHE AW(PGYHANPOBAHUS aHTHI€HOB U3
XOpHOHMJATBHOIO Ouara U pa3sBUTHs B CTEHKaX COCYIOB aJUIEPrUYECKOM peakiuu
«QHTUTC€H—aHTUTENOM.

Omnucan cunapom Kupunsiica B 1933 r.
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Kiaayrcona cunapoM, 3KkTogepMaibHas JUCIIA3HA THAPOTHYECKAs.
Inasneie cumnmomul. Penxue, mioxo pactymue OpOBH U PECHHIIBI, KaTapaKTa,
KOCOTJIU3HE.

Obwue nposenenus. I MNOMIIA3NA 1 aIa3us HOI'TEH, TAPOHUXUM; JUCTPO-
¢us Bosoc, MHOTAA TOJTHAS aIONENNs; PeXe JIaJOHHO-TIOAOIIBEHHBIN KepaTos,
THIEPIIUTMEHTAIMS KOXKU HaJ CyCTaBaMH, B 0071aCTH COCKOB, ITOMBIIIEK U MHO-
JKeCTBeHHBIN Kapuec. IIoTOBbIe M calibHBIE JKe€Jle3bl HE U3MEHEHbl. B penxux
Cllydasix OTMEYaeTcss HHU3KOpPOCIOCTb. THUI HacleAOBaHHS ayTOCOMHO-IOMHU-
HAHTHBIN C MOJHOM NEHETPAaHTHOCTHI0. My>KUMHBI U KEHIUHBI CTPaJalOT OU-
HaKOBO 4acTo.

JuddepeHunpoBath ¢ aHTUIPOTUIECKON IKTOIEpPMaIbHON JIHCILIa3HEH,
OHHMXOMHKO3aMH, KepaTO3aMHu.

Onucan cunapom Kiayrcon B 1929 1.

Knunmnenas—Tpenone—Bedepa cuHAPOM, reMaHIMIKTAa3Usl TUIIEPTPOpU-
yeckasi, HeByC OCTEOTHIIePTPO(UYeCKU BAPMKO3HBIN. [1a3Hble CUMRMOMYL.
Karapakra, rmaykoma, Oy ranbm, KOIOOOMBI U TETEPOXPOMUS PALYKKHU, apTe-
PHOBEHO3HBIE IETJIN B CTEKIIOBUIHOM TeJIe, THIIEPTPO(s TKaHEH OpOUTEI.

Obwue npossnenusi. THIMIHBIM TIPU3HAKOM SBJSIETCS TUIEPTPOQHS
OJIHOHM MJIM HECKOJIbKMX KOHEUHOCTeU. IIpHunHON SABIIAIOTCA BPOKICHHBIE I10-
POKHM pa3BUTHUSI apTEPHOBEHO3HOM CHCTEMBI U JUM(ATHUECKHX COCYIOB. YBe-
JUYCHUE Pa3MepOB MATKHX TKaHEH OOYCIIOBJICHO HCTHHHOW rurepTpoduei,
a He OTEKOM, M yBEJIMYEHHE pa3MepoB KOCTU MPOUCXOAMT BCIEICTBHUE THIIEP-
IUTa3MK KOCTed TKkaHU. Kpome Toro, 4acTo OTMEYaroT MOSIBICHHE €IMHUIHBIX
WJIM MHOXKECTBEHHBIX Pa3IMYHbIX Pa3MEPOB KaIMUIAPHBIX, KABEPHO3HBIX, KUC-
TO3HBIX T€MaHI'HOM B JIOOHOH YacTH Tesna, TMIepIUTMEHTAINH, TeJIeaHT HOIKTa3HH,
MpPaMOpPHOH KOXH, TPO(HUIECKHX sI3B. UepenHo-IInIeBble aHOMAINN BKIIOYAIOT
ACHMMETPUYHYIO THIEpTpo(HIo JHIa, MUKpolehalluio, WHTPaKpaHHAIbHbIC
KabIU(UKAThl. BBIBAIOT CHHIAKTHINS, TONUAAKTHINS, OJUTOIAKTHIINS, BHC-
LEpOMEralius,, FE€MaHIHOMBI JKEIyJAO0YHO-KHIIEYHOIO TPaKTa, MOYENOJIOBOM
cucTeMbl. BO3MOXHBI YMCTBEHHAsI OTCTAJIOCTh M CYJIOPOXKHBIN CHHAPOM. 3a00-
JIeBaHWE TPOSIBICTCS C POXICHMA W HEYKIOHHO mporpeccupyer. IIporHos
HeOJIaroNpHUSITHBINA BCIICACTBUAE HAPACTAIOIIEH CEpPACYHO-COCYANCTON HEeI0CTa-
TOYHOCTH U JTUMQOcTasa.

CHHIpOM B psifie CIIy4aeB BCTPEUYAETCsl Y YWICHOB OJHOU ceMbH. [ eHeTH-
YEeCKHE aCIeKThI 10 HACTOSIIETO BPEMEHN HE YyTOUHEHBI.

Juddeperuuposats ¢ cuaapomom Coepmra—Bedbepa—Kpadoe, mumpa-
JICHOMOH.

Cunnpom onmca B 1906 r. ¢paniy3ckum HeBponarojgorom Maspuie
Krnunnenen u ¢panirysckum BpadoM TpeHoHOM, nononHeH B 1907 T. aHMIHHCKAM
BpadoMm Dpenepukom Bebepom. IlepBrie cBeneHus o mMoJoOHOM 3a00eBaHUN
coobwmmn [N'ogpeit Cant I'minep B 1832 1.
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Koxkkeilina cunapom. [ nasnvie cumnmomst. IloMyTHEHHE XPYCTaINKOB
pa3IMYHOM CTeneHu, riy0OKO MOCa)KCHHbIE Tj1a3a, HETUIIMYHAs NMUIMEHTHas
JICTEHEpalysl CeTYaTKH CO CKOIUICHWEM IIMTMEHTa B MakyJSIpHOH o0iacTu
1 MHOXXECTBOM DPa30pOCaHHBIX 110 BCEMY IJIa3HOMY JHY OYa)KKOB THIIA «COJIb
¢ TIepuemM», aTpodus 3pUTEIbHBIX HEPBOB C TIOHMKXECHUEM 3PEHHS JI0 CIIETIOTHI.
Bo3MosxHBI KOCOTIa31€e, TOMYTHEHHE POTOBHII, HUCTArM.

Obwue nposenenus. KapmukoBocTh, MUKpoIedanus, y3Koe crapyeckoe
JMIO C OYEeHb YYBCTBHUTEIBHOH K YJIbTpaduojeTOBOMY OOIYYEHHIO CYXOM,
TOHKOH W ApsOION KOXeH BCIeACTBHE aTpOPHH HMOIKOKHON >KUPOBOH KIIET-
YaTK{; TOHKHH KIIOBOBUIHBIH HOC, TPOTHATHS, KapHO3HBIE 3YyObl, OobIIne
OTTONBIPEHHBIE YIIH; HENPOIOPIHOHAIBHO JITHHHBIE KOHEYHOCTH C OONBIINMHI
KUCTSIMH U CTOTIaMH, K103, KWIIEBUTHAS TPYJHAS KIIETKa, Ae(opMaliy CyCcTaBoB.
YKopoueHHeE MSCTHBIX KOCTEH U (haslaHT, yTOMIEHHE STM(H30B KOHIIEBBIX (haJaHT,
runoruapo3. KoHeyHOCTH X0NoHbIE U ITHAHOTHYHBIE, MHOTIa H3MEHEHHS KOXH
HAINlOMUHAIOT KPAacHYIO BOTYAHKY. Y OOJIbHBIX HEBHATHAS Pedb C TPyOBIM, PE3KUM
roJOCOM, HEHpOCEHCOpHas IIyXoTa, TPEMOp PYK, HHTEPMHUITHUPYIOIIAs JIUXO-
pazaka, yBennueHHoe COD. MHTemIeKT CHUXEH. PEHTIeHOIOrNYeCKy BBISBIISIIOT
1 y3HBIH OCTEOCKIEPO3, YTOJIIIEHHWE KOCTeH yepemna, TMIOIUIa3HI0 TOA-
B3/IOIIHBIX KOCTEH.

Jetu poxxnarorcs ¢ HOpMaabHOM Maccoi Tena U HOPMaJbHBIM POCTOM.
Bonesnp nposiBisieTcst o BTOPOro roja Xu3Hu. bonbast 4acTe OONBHBIX yMH-
paet g0 10-neTHero Bo3pacra.

ITaTromMop¢onorndecKy BBISBISAIOT UCTOHYEHHE KOPHI OOJBIINX IOJY-
LIapHUi, YMEHbIICHHE KOJIWYECTBA HEHPOHOB KOPHI M MO3KEUKA, THITOIUIA3UIO
psia MOJAKOPKOBBIX SIJIEP, OYaroBYIO JIEMUEIMHHU3AINIO B MTOJKOPKOBOM OesioM
BEIIIECTBE, B CTBOJIC MO3Ta M MO3Keuke. B sTHomornu 60s1e3HM NpUAAIOT 3Ha-
YEeHHE BPOXKACHHBIM HapyIIEHHSIM 0OMEHa BEIECTB.

3aboneBaHne HACIEACTBEHHOE, THII HACJIEIOBAHUSI — ayTOCOMHO-pelec-
CHBHBIH. Y HEKOTOPBIX OOJILHBIX OOHApYKHMBaJH 47-10 XpOMOCOMY M JOOABOYHBIC
XPOMOCOMBI, oTHOCsuecs K 19—20-my tunam.

MasbuiKy ¥ JEBOYKHU CTPAAAIOT OJMHAKOBO YacTo.

Huddepenuuposats ¢ cunaapomamu Cekkens, biayma, [Iy6oBuiio, mpo-
TepUeH, JIepedayHH3MOM.

Omucan B 1936 r. anrnuiickuil nequarp u odransmonor IaBapa Alib-
¢pen Kokkeitn.

Konpann—XiwoHepmana cuHAPOM, XOHApOAUCTPOoGHA KaJabOHPUIHA-
pywomas. [azuvie cumnmomvl. [IoMyTHEHUE XPYCTAIUKOB, MUKPOQPTAIHM,
SMMKAHTYC, MOHTOJIOMIHBIN pa3pes3 rnasa, JedopManust Kocteld opout, atpodus
3pUTETHHBIX HEPBOB.

Obwue nposignenus. 3aJIep KU pocTa JUIMHHBIX TPYOUaThIX KOCTEH, IPenMy-
IIECTBEHHO IICUEBBIX M OEIPEHHBIX, C YTOJIIEHHEM, YKOPOYEHHEM U HCKPHUB-
JICHUEM HWX; XOHAPOAMCTPO(UUECKOE TEIIOCIOKEHNE; OTPAaHUUCHHE JIBHIKCHUI
B OOJIBIIINX CYCTaBaX; OTHOCHUTEIBHO OOJIBIIION Yepen ¢ BIABICHHOM TIEPEHOCHUIICH.
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PeHTreHONOrnIecKy BBISIBIAIOT MHOKECTBEHHBIE CHMMETPUYHBIC OTIIOXKE-
HYS KaJbIUs B XpsIIIaX, 0COOCHHO B 3MM(H3axX CyCTaBOB, a TAKXKE B TEIAX IMO3BOH-
KOB, YKOPOUYCHHE TPYOUaTHIX KOCTEH, TPHOOBHIHOE pacIIupeHe MeTa(u30B.

3aboseBaHne MPOSBISIETCS ¢ pokaeHA. K 7-eTHeMy Bo3pacTy yJacTKu
YIIIOTHEHHS KOCTEH OOBIYHO CAMOCTOSATEIBHO JTNKBUANPYIOTCSI.

Tun HacnenoBaHKUsA ayTOCOMHO-IOMHHAHTHBII.

JuddepeHnnpoBath ¢ runeprnapaTHpeo3om.

CunzapoM omucaH HeMelkumu Bpadamu OpuxoM Konpaau n Kapiom
XroHepMaHOM B 1914 .

Kpayse-Pu3za cunapom, aucniasus sHnedanoodTaabMoaornyeckas
cemeiinas. [asznvie cumnmonmsl. Katapakra, aTpodusi cocyqucToil 0007104KH,
BTOpPHUYHAs TJlayKOMa, MHOIMS, PpETpOJIEHTaNbHas (UOpoIIa3us, amaBpo3s,
JWCTIIa3Us M OTCIIOWKA CETYaTKH, SHO(TAIBM, MUKPO(TaIbM, IITO3, KOCOTIIa3He,
KOJIOOOMBI 1 IpyTrHe aHOMAaJIMH Paay>kKKH, IEPCUCTHPYIOIast MeMOpaHa 3padka.

Obwue nposienenus. Jlonxonedanns, THOTAa MUKPO- MM Makpouedas,
3aTBUIOYHAA W TIOSICHUYHO-KPECTLOBBIE TPBDKH, HEPEAKO «BOIYBS IACTHY,
MHUKPOTHATHS, CKOJIMO3, CHHAAKTHIINS, TOJUIAKTHINS, KPHITOPXHU3M, (HUMO3.
Co cTOpOHBI BHYTPEHHHX OpPTaHOB BBISBIIIOT BPOKACHHBIE MOPOKH CEPANa,
THIOIUIA3UIO JIETKUX WM J0JIeH JIETKHX, aTelieKTas, quadparManbHyIo IPhIKY,
CTEHO3 NPUBPATHHKA, TyOACHAIBHYIO aTPE3UI0, TeTIaTOMETaIHIO, aTPE3HIO JKETUHBIX
MyTel, KUCThI MOYEK M SMYHUKOB. HeBposornueckass CHMITOMaTHKA TIPOSIBIIS-
€TCs1 MO3)KEUKOBOM aTaKCUEH, MBIIIEUHOU THUIIOTOHUEH, JU3apTPUEH U SIUIIEII-
THUYECKHMH, YCTOMYMBBIMU K TEPAIllMM MaJbIMU acTaTHYECKUMHM IMPHIAJAKAMHU.
Ha ¢one cHmkeHHOro HHTEIIIEKTa Y OOJIBHBIX MOXET HaOJIF0aThCsl SPOTHIECKUI
CHHIIPOM C THIIEPaKTUBHOCTEIO. BoJIbHBIE pOXKIaroTCs ¢ HU3KOI MacCou.

[Taromopdornornueckn BBIIBISIIOT IIATHOA3MIO, THIIOINIA3HI0 MOKEUKA,
MaKpo- ¥ MUKPOTUPHIO B 00JIACTH OOJIBIINX MOTYIIAPHH, TETEPOTONHIO HEPBHBIX
KJIETOK, BHYTPEHHIOIO T'HIpOLE(ATINIO, a TaKXKe TMIep-, TUIO- U JUCIUIA3HI0
CeTYaTKH, KOJIOOOMBI COCYIUCTOH 000JI0UKN M 3pUTEIEHOTO HEpBa B COUYETAHHN
C HapyIIEHHEM CTPYKTYPHI IPHIICKALTUX TKAaHEH ME30IepMBI.

3aboyieBaHMe OTHOCHTCA K TPYMIE 3KTOME30JepMalbHBIX TUCILIA3HM,
MIPOSIBIIAETCS Cpa3y MOCIE POXKICHUS.

Tun Hacne0BaHUA ayTOCOMHO-IOMHHAHTHBIH.

Omucan aMmepukaHckuMu odrampmonioramMu  ApnuHrToHOM Kpayse
B 1946 r., Anbrepaonom besepinut Pusoii u bionut B 1950 .

Kpoma cungpom. [asuvie cumnmomsi. OOYCIOBICHBI HAIWYHEM
BPOXKAEHHOM KaTapakThl.

Obwue nposigrenus. dnunenTH(OMHbBIE TPHUIAIKH, 3aJepiKKa IcuXuJyec-
KOTO M (PM3MYECKOTO PAa3BUTHSI, HU3KHUI1 POCT.

Bone3Hp nposiBisieTcst B epro i HOBOPOXKAEHHOCTH. bosbHbIe norubaror
OOBIYHO Ha IIEPBOM T'OJY JKH3HH BCIIEJICTBHE YPEMHUHU.

19



ITaromop¢onorndecky BBHISABISIOT TYOYJSPHBIH HEKPO3 IOYEK M MHO-
XKECTBEHHBIH ArcMopdu3M mMo3ra.

OTHonaToreHe3 3a00IeBaHMs HESCEH.

Tun HacnegoBaHUs ayTOCOMHO-PELIECCUBHBIH.

Huddepennuponats ¢ cuagpomamu Jloy m Mapunecky—Illerpena.

CunzpoM ommcan amepukancknii reHeTnk Kpom B 1963 .

Kypuimana—batrena—IllTeiinepra GoJie3Hb, MHOTOHHS AHCTPO(dH-
yeckas, MbIIeYHass AUCTPoGUsT MHOTOHWYecKasl. [nasnvie CUMRMOMUbL.
B xpycranukax oOuine pasHOOOpa3HBIX NMOMYTHEHWH — OnecTsmiue Oeble,
KpacHble, XKeNThIe, 3eJIeHbIe, ToTyOble (POKYCHI B IEPEAHNX U 3aJHUX KOPKOBBIX
CIIOSIX; TTO3, CHMMETPUYHOE OTpaHMYCHHUE JBW)KCHHH IJIa3HBIX SI0JIOK, IHC-
Tpo(hus MaKyJISIPHOM 00JaCTH, MTUTMEHTHAS JeTeHEepallys CeTYATKH, YaCTHYHAS
aTpo¢usl 3pUTENBHBIX HEpBOB. B0o3MOXHBI 051€papOKOHBIOHKTHUBHUT, MEJKHE
MIOBEPXHOCTHBIC TIOMYTHEHHS pOTOBHIL, aTpo(us pamyKKH, BTOpHUYHAs
rnaykoma. [Topaxarorcst 06a riasa.

Obwue nposerenus. HadanmHAIOTCS C TPYAHOCTH PacciaOIeHMsT MBI
TIOCJIe IBMDKCHHMS, a TAKXKE MPU SMOIMOHAIBHBIX U XOJOMOBBIX BO3JICHCTBHAX.
IMopaxaroTcst MBIl KOHEYHOCTEH U MUMHYECKast MycKyarypa. [Iporpeccu-
pyeT anoq)HH MBI JIMIIa — OHO CTAHOBUTCA YJJIMHCHHBIM C 3a0CTPECHHBIMU
yepTaMu. Cnabocthb JKEBATCJIbHBIX, BUCOUYHBIX U TI'PYJAUHHO-KIIOYUIHO-COCHEC-
BUAHBIX MBIIII] IPUIAET JIUIY XapaKTepHbIH «M3My4eHHbIH» BU. YacTo Habmo-
JlaeTcs AM3apTPHUS U3-3a CIa00CTH JUIEBOM MYCKYIaTyphl M MBIIII] JIUIIA.

OtMmeuatores ¢1aboCTh B pyKax, 3aTpyJHEHUs IPH X01b0€, CKIIOHHOCTh
K nNaJiCHUAM, 06yCJ’IOBJ’IeHHBIe BHa4aJIC IIaTOJOTUYCCKHUMH H3MCHCHUSIMHU JTUC-
TAJIBHBIX, @ 3aT€M W NMPOKCHUMAIBHBIX MBI KOHEYHOCTeH. CHIXAIOTCS CyXO-
KUJIbHBIC pe(bneKcm, B IIO3JJHUX CTAAUAX 00sIe3HU Ppa3BUBAIOTCA KOHTPAKTYPHI.
BBISBISIIOT CHM)KEHHME JIETOYHOW BEHTHIISIIMH, MATOJOTHYECKHE H3MEHEHUS
cepra, ociabiieHHe MEepPHCTANbTUKU IHIIEBOAA. YMEHbBIIACTCS IOJKOXKHO-
XKHPOBON CIIOH, BBIMAZAIOT BOJIOCHI, PAa3BUBAIOTCSI AKPOIMAHO3, MMITOTEHIINS
y MYXUHH, PaHHsIsI MEHOIIay3a y >keHIUH. Hepeako orMedaroTcst ncuxudeckue
1 SMOLMOHAJIBHBIE PACCTPONCTBA: IEMEHIIHS, YyBCTBO CTPaxa, MPUANPIUBOCTD,
Pa3ipaKUTENBHOCTh, HEIOBEPUUBOCTh. [IpM OMOXMMHUYECKOM HCCIIEOBAaHUHI
BBISBIISIFOTCSI HU3KHH ypOBEHb OCHOBHOTO 0OMEHa, IIIoKo3ypus. [Ipu Harpyske
TJIFOKO30H OIpENeNaioT 3aJepXKKy €€ YTHJIN3AIlUH, HeCMOTPs Ha yCTOWYIHBO
BBICOKMH ypPOBEHb MHCYJHMHA B Iua3Me. ['opMOHaJIbHBIH Npoduilb CBHIETENb-
CTBYeT O THUIIO(YHKIINH BCEX jKeJIe3 BHYTPEHHEH CeKpeIiy, KpoMe TUopu3a.

Teuenne 3aboneBaHUs MEIUICHHO Iporpeccupyloee. /IBuraresnbHble
(YHKINN COXPAHAIOTCS JOJITO.

[TaronoroanaToMu4eckn OIPEAENISAIOT JEreHepaTUBHBIE HM3MEHEHUS
MBIIIICYHBIX BOJIOKOH C pa3pacTaHUEM COC}II/IHI/ITCJ’ILHOﬁ TKaHU, ICTCHCPATUBHBIC
n3MEHEHUs epuepuyecKuX HepBOB. XapakTepHa arpodus xkene3 BHyTpeHHEeH
CeKpeIuu, 0COOEHHO MOJIOBBIX.
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B narorenese 3a0oeBaHust MPUIAIOT 3HAYEHHE OBBIILICHUIO aKTUBHOCTH
raMMa-TiroTaMuiITpancdepassl — (QEepMeHTa, HWIPAOLIEro BAXHYIO POJIb
B TPAHCIIOPTE AMHHOKHCIIOT Yepe3 KIETOUHbIE MEMOPAHBI.

Yacrora 3a0oneBanus B nomyssiuuy — 1:100000.

Hacnenyercs, kak mpaBmio, ayTOCOMHO-JOMHHAHTHO C BBICOKOH IIE€HE-
TPAHTHOCTBIO. DKCIIPECCUBHOCTh T'€HA PAa3IMUHA — OT JIETKUX M30IMPOBAaHHBIX
KaTapakxT /10 pa3BEPHYTON KIMHUYECKON KapTHUHBL.

YacTo y CUMTAIONIMXCSI 3J0POBBIMU POAUTENEH M OJIM3KUX POACTBEHHUKOB
npobaHa MpH TIIATEIBHOM OOCIEAOBAHWH BBISABIAIOT HEBPOJOTHUECKHE WU
TJIa3HbIE POSIBICHUS OOJIC3HHU.

Juddepenmmponars ¢ MuonatusaMu, cCHHApoMoM MEOHMyca, BposKICHHON
MUOTOHUEN.

bonesnp onucanu B 1909 r. nemeuxuil tepanest 'anc Kypmman, aH-
rimickui Hesponarosor @penepuk barren n Hemenxuil Bpau I'anc HITaitHepT.
JomonmHmmy omucanne 0one3HW HeMenkuil HeBpomatonor HMoran [odman
U oTedecTBeHHbIN HeBponaroJor I'. 1. Poccomumo.

Jlaypesia—JpuKcoHa CUHAPOM. [ 1a3uvle cumnmomvl. XapakTepu3yeTcs
pa3BUBAIOIICHCS KaTapaKkToil 000MX Tias3.

Obwue nposienenus. O0ycnoBieHsl TudPy3HOH 0OCTPYKTHBHOHN dMOU-
3eMOH JIETKUX C Mporpeccupyromnieil onpimkoil. Hepeako npucoeguHsoTCs
IIIPpO3 IEeUCHH. B KpOBM OTMEUAIOT 3HAUYUTENBHOE CHIDKCHUE HIIH ITOJIHOE OT-
CYTCTBHUE ,-TJIOOYJIMHOB M ;-aHTUTPHUIICHHA, aHeMuto. CHHIPOM pa3BHBAETCS
B JIETCKOM Bo3pacTe. boneroT mpenmMyIiecTBeHHO JIHIa KeHCKOTO oA,

HacnenoBanue ayTOCOMHO-PEIIECCUBHOE.

Onucanu mBeackue Bpaun Kapn-beprun Jlaypen u lltype Dpukcon.

JlebexoBa CMMNTOM, CUMIITOM T€HM BBIBHXHYTOI0 B CTEKJIOBMIHOE
TeJI0 XPyCTAJduKAa. BEIBUXHYTHI U (UKCHPOBAHHBIA B 00JIACTH IIOCKOW Ya-
CTH IWJINAPHOTO Tejla CBOMM IIOJIFOCOM XPYCTAJIHK IPH TPAaHCCKIEPATIHHOM
MpOCBeYNBaHUU 00pazyeT TeHb B (JOpME HEMOJBIDKHOTO IHCKA. XPYCTANUK,
(hbUKCUPOBaHHBIM B 00JACTH IMIMAPHOTO Teja, CBOMM SKBAaTOPOM JAeT TEHb
B opMe oBana. XpycTalHlK, CBOOOJHO MEPEeMEINAIOIINICS B CTEKIOBHIHOM
TeJle, TAKKe MOXKET JaBaTh TeHb B ()OpMeE OBaJIa, HO TOJIBKO TPH HAKIIOHE I'OJIOBBI
W B3IJII/I€ KHU3Y, B JPYTHX HOJIOKCHUAX T€Hb HE 00pasyercs. MIHTeHCHBHOCTh
TEHH 3aBUCHUT OT CTETEHH NMOMYTHEHHs XpycTainuka. Omucan oTedeCTBEHHBIH
odraxsmoutor I1. 1. JleGexoB.

Jle:keHa CUHAPOM, CMHAPOM JIeJIEKIIMU JJIMHHOIO mje4a 21-ii xpomo-
coMbl. [ 1asnvie cumnmomoi. HaGmonaroTes y KakAoro TpeTbero 00JbHOTO —
KaTapakTa, KoJoboMa paayKKH, KOCOTIa3ue, MUKpO(TaIbM, JIUKaHTYyC, aHTH-
MOHTOJIOWIHBIN pa3pes rias.

Obwue npossnenus. Huskas Macca Tena Impy poxJISHUH; MUKpoLedaus,
BBICTYTAIOMIAsl IIHPOKAass MEpeHOCHIa, OOJbIINME HU3KO IOCAXKEHHBIC YIIN
C PaCIIUPEHHBIM Hapy>KHBIM CIIyXOBBIM HPOXOJOM, MUKPOTHATHS; CKOIHO3,
MBIIIEYHAsT TUNEPTOHUS, KIMHOTAKTHIHS, KOCOJIAIOCTh, THIOCHAANs, KpH-
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TOpPXU3M, TaxoBas Ipbbka. Hepenko HaOMOAAIOTCS MOPOKH cepiia U MOodYek,
MIUJIOPOCTEHO3. B KpoBM 0OHapy>KMBAaIOT TPOMOOLUTONEHHIO, 303MHO(UIHNIO.
OTMeuaeTcsi 3HaUUTENBHOE TICHXOMOTOpHOE HenopasButue. uddepeniupo-
BaTh C CHHIPOMOM MOHOCOMHMH 22-H XPOMOCOMBI.

Omnucan Jlexxena B 1964 r.

Jloy cMHIpOM, OKYJI0LepedpOpPeHATBHbINA CHHAPOM.  1a3Hble CUMPINOMBL.
JIByCTOpOHHSISI KaTapakTa, BPOXKACHHAs TIIayKoMa,00yCIIOBICHHAs aHOMATHIMHU
yIJ1a IepeaHel KaMepbl, pacXoAsIieecs: KOCOTa3nue, HUCTAarM, ToIyOble CKIIEPHI,
MIOMYTHEHHE POTOBULI, MUJIPUA3 U OTCYTCTBHE PEAKIIMHU 3paYKOB Ha CBET, XOPHOPE-
THHAJIGHBIC O4Yard. Y JieTel HaOIroqaeTcs Kableria3Hoi cuMirroM OpaHdecKeTTH.

Obwue nposasnenus. 3aboneBaHNE XapaKTEPU3yeTCs 3alepKKoi (pusu-
YECKOTO M IICUXUYECKOTO Pa3BUTHUsL. Y OOJBHBIX OTMEUYAETCs MPOMOPIMOHANb-
HBI KapJMKOBBIM POCT, 3aJep)kKKa OKOCTEHEHHs CKeJeTa C PaxXUTUYeCKHUMHU
KOCTHBIMHM HM3MEHEHUSIMHM, BBIPAXKCHHAS MBIIICYHAs T'HIIOTOHHS, OCTEONOpo3,
THIIEPIIOABMKHOCTh CYCTaBOB, CHIDKEHHE WM OTCYTCTBHE CYXOXKHMIbHBIX
pedekcoB, KpUNTOPXU3M, HHTEPMUTTUPYIOLIAs JINXOpAJIKa.

Jletn m1oxo HaOUPArOT BeC, BO30YIUMBI, HIMEIOT BU3IIIUBBIN rosoc. [Ipu
HCCIIEJOBAaHUN KPOBH ONpENeNsIioT MeTabonmdecknii annmo3. boipHbie BbIe-
JSIFOT ¢ MOYO# OOJBIIOE KOTMYECTBO AaMHHOKHCIIOT — BaJllUH, JICHIMH, THCTH-
JVH, JIN3WH, IPOJIMH, HATPYJIIHH.

Bonesnp nposBiseTcs B paHHEM Bo3pacTte. [IporHo3 HeOmaronpusTHHIH.

Bonsuble mornbaror B Bozpacte 10 neT oT mpucoeIMHEHHS HHPEKINN
WIM TOYeYHOH HenocTaTOYHOCTH. CTpamaroT MPEeUMYLIECTBEHHO MAalIbYHKH.
Martepu nepenaroT 3a001eBaHNe, HO CaMH He OOJICIOT.

[TaTonoroanaToMU4ecky BBIABIIOT HeauddepeHIIMPOBaHHbIM yrom me-
penHeil KaMepbl, 3aKpBITBIH MEXYTOYHOW TKAaHBIO KOPHS PaayXKH, OemaHbIe
LMTOIUIa3MON T'aHIIMO3HbIE KIIETKH CETYaTKH, BBIPAKEHHYIO MHUKpochepodakuio,
YTOJIIIIEHNE M MHOWIBTPALUIO SKCTPAOKYISAPHBIX MBIIII. B TkaHAx Mo3ra o6-
Hapy>XHUBAIOT IPOIU(EPALIMIO COCYTUCTOTO IHIOTEIHS, AHOMAJINH CIIOUCTOCTH
KOpBI, B TOYKaX — BBIPAKEHHYIO ACCTPYKILHIO TYOYyJSIpHOTO 3ruTenus, Gpuopo3
1 THAJIMHO3 KIIyOOUYKOB.

B ocHOBe 3a0oseBaHus NEKUT HApyIICHHE KaHAIBIEBOH peadbcopOrmy.
Crietmdpmueckii ieekT 0OMeHa aMHHOKHCIIOT /10 HACTOSIIIIETO BPEMEHH HE BBISIBIICH.

Tun HacnenoBaHUs PELECCHUBHBIN, CUEMIEHHBIH ¢ X-XpOMOCOMOH.
HduddepernnpoBaTs ¢ MOYEUHBIM KaHAIBIEBHIM CHHApoMOM DaHKOHH, ApY-
TUMH PaXxUTOIIOZOOHBIMHU 3a00I€BaHISIMH.

Cunapom ommcan B 1952 r. amepukanckuii neguatp Jloy.

Jlynadepra CHHAPOM, MHONATHSl € KAaTapaKToW, oJurodpeHuei
U JHIOKPUHHBIMU HapYLIEHMSIMU. [ 1a3Hble cumnmomsl. XapaKTepU3yIOTCS
TIOSIBJISIOIICHCS] B TIEPBBIE TOJIBI KI3HH KaTAPaKTON M BO3HUKAIOUIMIMH B TIEPHOL
TI0JIOBOTO CO3PEBaHNS HAPYIICHUSIMH IBUKEHHUH TJIa3HBIX S0JIOK.
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Obwue npossnenus. OTCTaBaHUE B IICHXWICCKOM Pa3BUTHH, HAOIIOIA-
€MO€ C POXJICHHUS, U NMPOTPECCHPYIOIIAs B MEPHOJ MOJIOBOTO CO3PEBAHUSI MBI-
meyvHas cnabocTh. [TopaxaroTcst MPenMyIIeCTBEHHO MPOKCUMAaIbHBIE TPYIIIBI
MBI KOHEYHOCTEH. BenencTsue ciabocTy MBI TA30BOTO MOSICA M3MEHSETCS
HOX0/Ka (KyTHHAs MOX0/Ka»). [T0SIBISETCS TUIIEPIOPAO3 MOSICHUIHOTO 0TS
M03BOHOYHHKA. [IporpeccupyroT c1abocTh U aTpodus MBIIIIT IUIEYEBOTO MOsCA.
BonbHBIE HE MOTYT MOAHATH PYKH IO FOPU30HTAIBHOIO ypoBHS. IlosgBnstoTcs
CHMIITOMBI «CBOOOIHBIX HaJIJICYH», «KPBIJIOBUIHBIX JIONATOK». B maronoru-
4ecKUH IpoLecC BOBIEKAIOTCSA JKeBaTelIbHAs M MHUMHYECKas MYCKyJaTypa.
VYracaloT CcyXOXHJIbHBIE peQIIeKChl. BBICTpO IMPOrpeccHpyloT IBUraTelbHbIE
HapylieHHus. boJbHBIE TEPSIIOT CIIOCOOHOCTh XOAWUTH. Y JKEHIIMH Pa3BUBAETCS
TUIIOTOHAJOTPOIHBIM TUIIOTOHAAU3M C IIEPBUYHON aMEHOpeed WIM PaHHUM
HACTYIUICHHEM MEHONAay3bl. PEHTIeHONOTHYECKH BBIABISIOT OCTEOIIOPO3
KUCTEH 1 cToIl. DTHONAaTOreHe3 3a00JIeBaHusI HESICEH.

Twun Hace1oBaHMUsI ayTOCOMHO-PEIIECCUBHBIH.

Cunppowm ommcan JIyanoepr B 1973 r.

Mapu IIbepa cuHAPOM, aTaKCHs MO3:KeUKOBasi NO3AHAA. [1a3Hbie
cumnmoMmsi. BposkieHHas KaTapakra, HUCTarM, CXoIsIeecs: Kocornasue, mapes
OTBOJAIIIETO U IJIa30/{BUTaTe/IbHOIO HEPBOB, MUI'MEHTHAS JIeTeHEpalysl CEeTYaTKH,
aTpo(usl 3pUTENBHBIX HEPBOB. XapaKTepeH MTO03, KOTOPHI BBIpaKEH IMPHU I10-
KO€ U Hcue3aeT MpHU ABHKCHUU.

Obwue npossnenus. HaumHAIOTCS ¢ pacCTPOMCTBA MOXOAKH, YXYAIIECHHS
peun, Mo3Hee — yXy/IIIeHHe moyepka. Y OONbHBIX HAaOIIOMAI0TCS PacCTPONHCTBO
rIryOOKOW 4yBCTBUTEIBHOCTH, TTOBBIILICHHBIE CyXOXHIIbHBIE PEe(IIEKCHI, CHIKECH
TOHYC MYCKYJIaTyphl, IpOXXaHHE, HANOMHHAIOIIEEe MAapKHHCOHU3M, HEPEIKO
XOpeHuecKre HapylieHus IBIKeHni. Bo3moxHbel nedopmanms ckeimera —
ckoimo3 «crona Ppunpetixay. CHIXKAETCS HHTEIUICKT.

3aboneBanne 000CTpsIeTCS MPEUMYIIECTBEHHO B Bo3pacte 20—45 met —
Hepenko NMpH MH(EKIHMOHHBIX 3a00JIeBaHUIX, OEpeMEHHOCTH, (PU3NYECKUX U
MICUXUYECKUX Harpy3kax. VIHOT1a BO3HUKAIOT CIIOHTAHHBIE PEMHUCCHH.

[Tpu MOdOIOTHUECKOM HCCIIEAOBAHUH BBUIBISIIOT aTpO(HI0 MO3KeUKa,
JEMHUEIMHU3AIUI0 TapaMHUIHOTO TPaKTa, JereHeparyio 3youyaroro sapa, suep
OJIUBBHI, BAPOJIMEBOI'0 MOCTA, KJIETOK KOPBI TOJIOBHOTO MO3Tra M MEePEeIHIX POTOB
CIITHHOTO MO3Ta.

Tun HacefoBaHUSA ayTOCOMHO-IOMHHAHTHBIH.

JuddepeHnnpoBarh ¢ paccestHHBIM CKIEPO30M, OITyXOJIBI0 MO3KEUKa,
CHUHIPOMAaMH aMaBPOTHYECKON MAMOTHH, CyXOTKOI CIMHHOTO MO3ra, CHHIpPO-
MoM Jlexkepuna—Toma.

Brnepsrie cungpom ommcan B 1890 r. Hemenkuil HeBponatonor Makc
Honne. 3a0oneBanue BbIJETICHO U3 IPYMIIBI ceMeHHbIX aTakcuii Mapu [Ibepom
B 1892 r.
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Mapu—Jlepu cunapom. [ nasuvie cumnmomsl. IK30()TaIBM, KaTapakTa,
aHM30KOopus. B aHaMHE3e BO3MOXKEH HPHT.

Obwue nposenenus. XapaKTepPU3YIOTCS OOIIUPHBIM CHMMETPHUYHBIM
MOPAXEHUEM 3aIICTHOTO M TOJIEHOCTOITHOTO CYCTaBOB, OOYCIIOBICHHBIM Mac-
CHUBHBIM OCTEOJIM30M 3aIICTHBIX, ITFOCHEBBIX KOCTEH W (anaHr. BenencTaue
9TOT0 KOHEYHOCTH YKOPAauyMBAIOTCS, KOXKa 00pasyeT CKIAagKH HaJ NalbIaMu
pyk 1 Hor. YacTo HaOIIONAr0TCsl CKOJMO3, KIIMHOOOPa3HbIE I03BOHKH, MEHHH-
roresne. BesBIsIOT apeduiekcHio, CerMeHTapHylo Tunepairesuto. B anamnese
y OOJIBHBIX YeIryHqaThli JuIIai, KparuBHULA, IK3eMa.

3a0oneBaHue SBISETCS XPOHUYECKUM IOJMAPTPUTOM C TSDKEIBIMU
HEUPOTPO(HUUECKUMH MOPAKEHUSIMH KOCTEH M MATKUX TKaHEH.

Cunnpowm onmcanu Qpaniysckue HeBponaToyiorn Mapu u Jlepu.

Mapunecky—Illerpena (CoérpeHa) cMHIPOM, aTaKCUsl, KATAPaKTa,
KAPJIMKOBOCTb, YMCTBEHHAs OTCTANOCTD. [ 1a3Hble cumnmomsl. BpoxneHHas
KaTapakTa, SMMKAaHTYC, HUCTarM MasiTHUKOOOPa3HbIi 1 BpamaTebHbIH, Iape3bl
B30pa, KOCOTJIa3ue, aHUpUANSI.

Obwue nposenenus. Pe3kas 3amepkka (QU3MUECKOTO M NCHUXHIECKOTO
pa3BUTHS, KapIUKOBOCTH, Noimxonedanus, nedopManus MO3BOHOYHHKA, aH-
KHNJIO3bI KOJICHHBIX U JIOKTEBBIX CYCTaBOB, c1abocTh MBIIIIIL KOHe‘IHOCTeﬁ, JAn3-
apTpus, THIO- WM apedieKcusi, MUpaMHUIHbIe CUMIITOMBI, THUIIEpPCAINBAIINS.
Bo03MOXHBI AIIHIIENITHYCCKHE Ipumnajakuy. I/IHOF[[a BBIABJIAIOT 3a/ICPIKKY OKOCTE-
HEHUs Xpsiiied, TUIOKaIbIueMuIo. 3aboeBaHue MpOsBISETCS] B paHHEM BO3-
pacte ¥ MeIJICHHO NPOrPecCUpyerT.

ITaromop¢ornorndeck BHIABISIOT 3HIE(aTONaTHO, aTpopHI0 TaHTIH-
O3HBIX KJIETOK W pa3peXeHHe MHEIMHU3UPOBAHHBIX BOJOKOH TOJIOBHOTO
1 CIIMHHOTO MO3Ta, MAaCCHBHYIO aTpO(HIO KOPHI M IE3HHTErPALMIO TPYIIEBUIHBIX
HeliporuToB (kieTok ITypkuHbE) MO3XKEUKa, HEKPO3 MIOUCUHBIX KaHAJIbIIEB.

Otnonorust He ycTaHoBieHa. [laTtorenes MoXkeT OBITh CBSI3aH C MEPBUYHBIM
HapyIIeHHEM AEATEIbHOCTH JKeJle3 BHYTPEHHEH CeKpeluH, KoTopoe 00ycloB-
JIMBaeT BTOPHUYHOE IMOpakeHHE MO3ra, WIM C JETCKOW »Huedanomnaruei, co-
MIPOBOKAAFOIICHCS pACCTPOUCTBOM UX (DYHKIIUH.

3aboneBaHre HOCUT CEMEIHBIN XapakTep H, MO-BUANMOMY, 00yCIOBICHO
peaKoi ayTOCOMHO-PEIECCHBHONW MYTAIleH, TTOCKONIBbKY OOBIYHO BCTPEUYAETCSI
B U30JIATaX. POJII/ITGJ'II/I 0OIBHBIX BCErAga 3A0POBBI; OTMEYACTCA BBICOKHH po-
1eHT (1m0 60%) KpOBHOTO POJCTBA POAUTENIEH.

JuddepeHnnpoBaTh ¢ pazIMYHBIMH BUIAMH BPOXJICHHOW SHIIOKPHH-
HOH MATOJIOTHH ¥ 3200JI€BaHNSIMH OTIOPHO-/IBUTaTEIEHOTO aIlapara.

CunzgpoMm BhoepBble omucaH B 1931 r. pyMBIHCKMM HEBPONATOJIOTOM
Mapunecky. B 1935 r. mBenckuit HeBpomatonor u ncuxuarp Ceérpen
MOJIPOOHO ONHMCall XapaKTEepHbIE MPU3HAKU CHHIPOMA.
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Mapruna—OJudpaiiTa CHHAPOM, ICEBAONAPATHPEOAHBI CHHAPOM.
Inaszuvie cumnmomul. Ilporpeccupyromas karapakTa, pacCTpOHCTBO INa30ABU-
raTeJIbHOTO anmapaTa, JUTLIOMHSL.

Obwue npossnenus.. HU3kuil pocT, THIIOMIACTHYECKOE CTPOCHHE Tella,
ol1mee oXXupeHne, KPyTJIoe U0, KOPOTKas Iesi, OpaXuAaKTHINS, THIIOIUIA3NA
3yOHOI dMaiy ¢ paHHUM BBIIaJJeHHEM 3Y00B, 9K30CTO3bI, KaXUAepMHUsl. Xapak-
TepHa OJIeTHO-KOPUYHEBAss MUTMEHTALUS KOXKH, HAIIOMHHAOMIAs Teorpadude-
CKYIO KapTy. Y OOJIbHBIX YacTO HaOIIONAIOTCS TETaHUs, CIIa3Mbl MBIIIIL, CYJ0-
pOTrH, CaxapHbI U HecaXapHBIH AHa0eT, 3aeprKKa MOJIOBOTO PA3BUTHA Y JAEBO-
YeK, TUIIOTUPEO3, OJIUTOPPEHHSI.

B xpoBu oOHapyxkuBaroT runeppochaTeMH0 W THHIOKAIBIIHEMHIO.
Bonesns passuBaercs Ha 5—10-M ropax >xusHu. IIporaos mpu parpoHanbHOU
Tepanuu OJIaronpHATHBIN.

[TaTonoroanaroMu4eckn OOHAPYKUBAIOT KOMIICHCATOPHYIO THIEPILIA3HIO
OKOJIOIIMTOBH/IHBIX XKeNe3; B KOCTHOH TKaHN — qU((y3HBIA 0CTEOOpO3, KUCTH,
KaJIbI[MHATHl B KOHBIOHKTHBE W Ha TepU(epur pOrOBUIIbI, TOYEK, MHOKapIe,
CTEHKaX KPYIHBIX COCYZOB, MBIIIIAX, MOIKOXHON KJIETYaTKE.

Pa3ButHe 0OJIC3HHM CBS3BIBAIOT C TCHETHYCCKU OOYCIIOBJICHHOW pe3uC-
TEHTHOCTBIO TTOYEK K ACHCTBHIO TOPMOHOB IAapAIIMTOBUAHBIX JKe€JIe3, HapyIIe-
HHEM TPOLECCOB peadcopOLUK B MOYESYHBIX KaHAJIbLIAX BHIPAKEHHON MIIH MOJI-
HOCTBIO OTCYTCTBYIOICH AaKTHBHOCTH 3H3MMOB. DYHKIMS MapaliTOBHIHBIX
JKelle3 He HapylleHa MM MOXKET OBITh MOBBHIIIEHA BCIEACTBUE BTOPUYHOM I'u-
MEPIUIa3HH JKeIle3.

Bce BapuaHTHI ICeBAOTUIIONAPATHPEO3a MPEICTABIAIOT cO00H Hacien-
CTBEHHOE 3a0osieBaHue. THIT HAaclieOBaHUsI JOMHHAHTHBIHN, CIETUICHHBIA ¢ X-
xpomocoMoil. bosibHbIe MaTepu nepenaroT AeheKT AeTaM 000ero mosa, 60IbHbIe
OTIIBI — TOJIBKO touepsiM. JKEHIMHBI CTpaatoT B JIBa pa3a Jalle.

3aboneBaHue BrnepBsle onucai B 1940 r. mBeinapckuii TepaneBT DpuK
Maprtus ¢ coaBTopamu. B 1942 r. amepukanckuii Bpad OnOpaiiT ¢ coaBTopaMu
onucal moapoOHo 3a00JeBaHre y TpeX OOJBHBIX U HA3Bal €T0 MCEBAOTHUIIONapa-
tHpeonnToM. CUNTAIOT, YTO B OCHOBE 3a00JI€BAHMS JIEXKHUT TOPAKEHHE TT0UeH-
HBIX KaHaJbLEB BCIEACTBHE HEJOCTaTOYHOCTH BBIPAOOTKH THIO(U3APHOTO
TOPMOHA POCTA.

Mapgana cuHApPOM, BPOKIEeHHAS] THIOIJIACTHYECKAs: Me30iepMAIbHas
auctpodus, noauxomopdusi, aKpoXoHIAporunepnIasus. / iasuvie CUMNIMOMYL.
JIByCTOpOHHME HCIIOKAlMU XPYCTAINKOB, chepodaknsi, MUKpO(haKHs, TOMYT-
HEHHE XPYCTAJIHMKOB, HPHI0J0HE3. YacTO OTMEUAIOTCs THIOTENIOPU3M, OTCYT-
CTBHE PECHUI, MUKPO- WM THIPOQTAIBEM, KOCOTIa3nue, roiyOoble CKIephl, Me-
TaJIOKOPHEa, BBICOKAss MHUOIHSA, COXpAaHEHNE MyMIUIIPHOW MeMOpaHbI, aHHU30-
KOpHsI, OTCYTCTBUE PEaKIMH 3PayKOB HA CBET M KOHBEPreHIUIO, Mapajy ak-
KOMOJIAIINH, TETePOXPOMHUS PATYKKH, KOJTOOOMBI PagyX K, KOJIOOOMBI Xpyc-
TayuKa, adakus, OTCIOHKAa CETYaTKH, KOJIOOOMBI JTUCKA 3PUTENBHOIO HEpBa
1 JKEJITOTO MSATHA, MUTMEHTHAS TUCTPO(US CETUYATKH, HUCTArM.
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Obwue nposenenus. Pe3ko BbIpaKEHHas acCTEHMUYECKas KOHCTHTYLHS,
«OTHYIbE» JINIO, YIIHBIE PAaKOBHHBI TOHKHE, MalO3JaCTHUIHbIE, C AWCIUIa3Hei
YIIHBIX MOYEK, Y eTell cTapueckuil BUA. I'pyHas KieTKa UMEET KUIEBUIHYIO
WIH BOPOHKOOOpaszHyI (hopMy, pe3KOo BBIpaKEHBI KH(PO3 U CKOIHMO3. Xapak-
TEpHBI JUCIPONOPIHSA B POCTE TYJIOBHINA M KOHEYHOCTEH — KOHEYHOCTH He-
HOPMaJIBHO JUIMHHBIE C TOHKHMH «I1ayKOOOpa3HBIMHUY» TMaJbIaMH, pa30onTaH-
HOCTh CYCTABOB, HEJOPAa3BUTHE MBIIMIEYHON TKAaHU M MOJKOXKHOM KIETYaTKU.
Hepenxo oTmedaroTcsi 3K30CTO3bI, «BOTUYbSI TACTHY, BHICOKOE HEOO, TUIIOIOHTHSL.
HaGmonatorcst apTepuanbHasi THUIOTOHHMS, TOTJIMBOCTB, BSUIOCTb, XOJIOIHBIC
KOHEYHOCTH, MPaMOpPHBIIl PUCYHOK KOXH, akpoiuaHo3. Co CTOpOHbI BHYTPEH-
HUX OpPraHOB BBIABJISIIOT BPOXKICHHBIE IMOPOKU cepjlla, aHEBPU3MY AaoOpTHI,
YMEHBLICHHOE YHCIIO JOJIeH JIETKNX, IM(U3eMy, SKTONHUIO MOYEK, TUITOTIIA3HI0
KUIIECYHUKA WM YPEe3MEPHO JUIMHHBIM KHIICYHWK. BO3MOXHBI HapyIICHHS
B TUIOTAJIAMO-TUIO(DHU3aPHON CHCTEME — aKpOMETAJIOWAHBIE CHMIITOMBI, pac-
CTPOHCTBAa MEHCTpyalnH, HecaxapHbI nuadeT, MHOaHTHIN3M. YMCTBEHHOE
pa3BHUTHE HE CTPA/acT.

B Moue 0OHapyXMBalOT HOBBIIICHHOE KOJIMYECTBO THIPOKCHIIPOINHA —
aMHWHOKHCIIOTHI, BXOASAIIEH B COCTaB KOJUIAreHa.

Penrrenonoruuecku otMeydaroT AU Qy3HbI 0CTEONOpo3 MeTapHu3apHbIX
OTIET0B KOCTEH, NCTOHUCHNE KOPTUKAIBHOIO CNOsI, PEIKYI0 TPaOEKyIApHYIO
CeTh B TyOuaTOM BEIIIECTBE,9acTO 30HBI POCTa B MeTaH3axX.

OtnenbHBIE CUMIITOMBI 3200JIeBaHNs OOHAPY>KHBAIOT yXKe TPU POXKICHUM.
B cBs131 ¢ BO3MOXKHOCTBIO OCJIO)KHEHHH — MOYE€YHAsT HEOCTaTOUYHOCTb, IPOTHO3
pu 6ose3Hn Mapdana HeOIaronpusTeH.

[TpuunHb! pa3BUTHs 00JIE3HU N3yUYEHBI HEJIOCTATOYHO.

[MpupatoT 3HaueHWE HAPYIIECHWIO OOMEHHBIX IPOLECCOB. XapaKTEPHBIM
SIBIISIETCSI HAKOIUIEHHE CBOOOIHBIX WM CJab0 CBSI3aHHBIX C OEJIKOM KHCIBIX
MYKOIIOJINCAXapu/IOB B 3JIACTHUECKUX M KOJJIareHOBBIX BOJIOKHax. Hapymaercs
0o0MeH TupoKCHIIposInHA. B mporecce pocta 3HAYMTENIBHOE KOJIMYECTBO KOJI-
JIATEHOBBIX BOJIOKOH Pa3BUBACTCsl HE IMOJIHOCTHIO WMIIM JieTeHepupyer. Bemen-
CTBHE 3TOTO CTpaJacT pa3BUTHE CKeJIETa, CBA30YHOIO allapara, MOopakaroTcs
9JIaCTUUECKHE TKAHU CEPlla U COCYIO0B.

MyX4UHBI ¥ )KEHITUHBI 00JICIOT OANHAKOBO YaCTO.

Tun HacnenoBaHUs ayTOCOMHO-IOMHUHAHTHBIM C BBICOKOH IEHETPaHT-
HocThi0. OOHapyXeHBl MyTanuu B TeHe ¢uOpmumHa. nddepeHnupoBars
C TOMOUUCTUHYPHEHN, BPOXKACHHONW KOHTPAKTYPHOH apaxHOAAaKTaIUeH.

Bonesnp omucan B 1896 r. ¢panmysckuii neauarp AHToHMH bepHapn
Jlxon Mapdan 1101 Ha3BaHUEM «IOJIMXOCTCHOMEIHS.

[lepBoe coolmieHne O TIIa3HBIX CUMIITOMaxX HPHHAJICKHUT KaHAJICKOMY
odranemonory Bunbsamy (1876 1.).
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Mapmania CHHAPOM, 3KToAePMAILHAS IMCILIA3KSA C TUIYXOTOM. [ tasHbie
cumnmomsl. BBICTpO Tporpeccupymolas KaTapakTa, BO3HHMKAmoLas OOBIYHO
B 10-meTHEM BO3pacTe W CIOHTAHHO PACCACBHIBAIOIIASICSI B 3PEIOM BO3DPAaCTE;
THIIEPTENIOPHU3M, 3K30()TallbM, MHOIMS, CKIOHHOCTH K CIIOHT@HHBIM BBIBUXaM
XPYCTaJlMKa, Pa3KIKEHNE CTEKJIOBUIHOTO TeNa, MMTMEHTHAS IETeHEPALs CETYATKH.

Obwue nposenenusi. BonbHBIE HU3KOI'O POCTAa C XapaKTEPHBIM JIUIIOM:
MaJICHBKUH KOPOTKHH HOC, 3allaBIIas IEPEHOCHIA, BBHICTYHAIONIUH 1100, OT-
KPBITBII POT, TUIOIIA3KsI CpEAHEH YacTH JMLA BMECTE C IJIa3HBIMU CHUMIITO-
MaMH CO37aeT BIIEYaTJICHHE «Jmua Oynpaora». B panaem Bo3pacte oOHapyxH-
BAlOT CHIKEHME CIIyXa M0 HEHPOCEHCOPHOMY THUITY, IPUBOAALICE K 3aJepiKKe
pedeBoro pasBuUTHA. B manbHeENIIeM HEPEOKO pa3BHUBAETCA IOJIHAS TIyXOTa.
HaGumonatoTcst THNOAOHTHS, aleHTHsl, YABOCHUE 3yOOB, MUKPOAEHTHS, TUIIO-
ruapo3. MHTennexTyansHoe pa3sBUTHE HOPMANIBHOE.

Tun Hacie10BaHUA ayTOCOMHO-OMHHAHTHBIH.

Jduddeperunposats ¢ cuaagpomamu Ctukiepa u PoomHoBa.

Cunnpom omnucai amepukaHckuid opraiaemoror JJon Mapmian B 1958 .

Mmunnepa cungpom. [rasuvie cumnmomwi. Karapakra, aHMpuauns,
riayKoma.

Obwue nposenenus. KapaukoBslii pocT, MUKpouedanus, TeMUTHIep-
Tpodusi Tela, MHOXECTBCHHbIE T'€MaTOMbI, NMUI'MEHTHBIC POAWUMBIEC IIATHA,
KPHIITOPXM3M, THIOCHamus. Y BceX OOJIbHBIX HAOIIONAeTCsl 3HAYMTEIbHAs
YMCTBEHHasI OTCTaJIOCTb.

CuHIpOM IpencTaBisieT co0OH COUeTaHHe 3TUX HACIEACTBEHHBIX MHO-
JKECTBEHHBIX aHOMAJHMH CO 3JI0KAYECTBEHHOW OITyXOJIBIO MOYEK — OMYXOJbIO
BuibMmca.

HacnenoBanue ayToCOMHO-TOMUHAHTHOE.

CuHapoM ommcal aMepuKaHckuil nenuatp Poodept Bapeuk Muep.

Munkosckoro—Illoddapaa cuaapom, MmukpochepouurapHas aHemus,
MHUKpouuTemus. [nasnvie cumnmomur. KarapakTa, reTepoxXpoMusi pagykKu,
MHUKpO(TalbM, y3Kas TJa3Has Liejb, JKEJITYLUIHOE OKpallMBaHHE CKIIEPHI,
ACTUTMATU3M, IIOMYTHEHHE POTOBHIIBI, SKCHEHTPUYHO PACIOI0KEHHbIE 3pauKy,
HapyIIeHUE I[BETOOLTYIIICHNUS.

Obwue npossnenuss. OOyCIOBIEHBI COYETAaHHEM CHMIITOMOB MHKpO-
cepoIUTapHON TeMOJUTHYSCKON aHEMUH, TEMOJIMTUYCCKOMN JKEATYXO0MH, CIIeHO-
Merajuei, MpU3HaKaMy IOYEeYHON HEJOCTATOUYHOCTU. XapaKTEPHBIMU SIBIISIFOTCA
OalIeHHbIH yeper, HerPOUIHBIM MM MOHTOJIOMIHBIM BHI, WHQAHTHIM3M, I'0-
THYeckoe HEOO, aHOMANUH YIIeH, aHOMAJIMH CTOII, BPOKJICHHBIM BBHIBUX Ta30-
OEpEHHBIX CYCTaBOB, BPOXKACHHbBIE IOPOKH CepALIa.

IIporao3 6013 MOCIE CITICHYKTOMUH OJIaronpHUATHBIN.

Benyiee 3HaueHne B natoreHese 3a00JIeBaHUsI IPUAAIOT TIOHHKEHHOMY
COJIep KaHNI0 B MEMOpaHe SPUTPOIIMTOB aKTOMHUO3WHOMOO0JHOTO OesKka 1 Jac-
TUYHOMY JIMIIEHUIO MeMOpaHbl (GOCHOIIMIUAOB U XOJIECTEPHHA, YTO 00YCIIOB-
JMBAET YMEHbBIICHHE 00MIei MOBEPXHOCTH IPUTPOIUTOB, TOBBIIIAECT IIPOHHUIIA-
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€MOCTh MeMOpaHbI JUIsi HOHOB HaTpHsl, U30BITOK KOTOPOTO IPUBOJIUT K HAKOTI-
JICHUIO B JPUTPOLMUTAX BOABI M CHOCOOCTBYET MPEBPALICHUIO IPUTPOLUTOB
B MHUKPOC(EPOIHTHI.

Hacnenyercsa no ayrocoMHO-TOMUHAHTHOMY THUITY.

Cunznpom Buepssie ormmcanu Ockap Munkosckuii oddapa B 1900 r.

Mumepa cuHapoM. [nasuvie cumnmomvl. OOYCIOBIEHBl Pa3BUTHEM
KaTapaKThl.

Obwue nposenenus. BpoxneHHas QoiumKynsipHas atpodoaepmus,
ISITHACTAs aOMEIWs, JIaJOHHO-TIO/IOIBEHHBIN KEPATO3, YKOPOUECHHE TPyOUaCThIX
KOCTeH, yMCTBEHHAs OTCTANOCTh. YacTo CTpagaroT XKEHIHHEL.

HacnenoBanue o ayTOCOMHO-PEIIECCUBHOMY THITY.

MopranneBa KaTapakTa, MOJOYHAas KaTapakTa. XapakTepu3yercs
CKJIQ9aCTOCTBIO NEpEeJHEH KarcCyIbl XpyCTaINKa, Pa3KIKEHHEM TOMYTHEBIINX
KOPKOBBIX CJIOEB BEIECTB XPYCTaJlHMKa U MpPEBpalleHUEM UX B KHIKOCTh MO-
JI0YHO-0esIoro mBeTa. SIApo XpycTaauka B BEPTUKAIBHOM IOJOKEHUH OOJIBHOTO
OIyCKaeTcs BHU3 U INepeMeIaeTcs NMpH U3MEHEHHH IOJIOKEHHS TIa3HOro 5106-
JoKa. 3aJHAs Kalcyia XpyCTalnKa Takke o0pa3yeT CKIaAKH, HO OHH OOBIYHO
HE BHUJIHBI U3-3a CIUIOIIHOTO MOMYTHEHHS KOPKOBOTO BEIIECTBA.

MopranueBa katapakra sBisieTcs GpopMoil mepe3penoil crapueckoit Ka-
TapaKThl.

3aboneBaHne onucai UTANBSIHCKUN aHATOM, XUPYpT | maTtoior barucra
Mopranu.

Mopuaka cMHAPOM, BTOPHYHBIA Jua0eTHYeCKUH IIIMKOTeH03. [ tasubie
cumnmomel. JJnabeTnueckas KaTapakTa U peTHHONATHS.

Obwue npossnenus. 3aiepxKa pocTa, JIyHO0OOpa3HOE JIMIO, OTI0KEHHS
xKupa Ha Oexpax, MO3JHEE HACTYIUIEHHE IIOJIOBOM 3pENIOCTH, TenaToMeranus
0e3 3HAUMTENHHOI'O HApYIICHWA (QYHKIMH IEYCHH, YBEJIHMUYECHHBIH >KHUBOT
C pacUIMPEeHHBIMH TOJIKOKHBIMU BEHAMH, OCTEOIOPO3, 3aro3zanas occudukarms,
HedpomaTus.

KpoBb: runepxosiecTepuHeMus, MOBBIIMIEHO COJAEPKAHNE OOIIETO JKHUPA,
JaOMIBHOCTh TIIMKEMUH, KETOHEMHsI. DHIOTCHHBIN MHCYJINH B KPOBH HE OTIpe-
JensieTcs, ypoBEHb COMaTOTPOITMHA CHIDKEH.

Xponndeckas anetormypus. CHIDKEHa KOpPTHKaibHas (DYyHKIUS HAAIO-
YEUHHUKOB.

[TaTonOTOAHATOMUYECKH BBIABISIOT XKHPOBYIO HMH(OWIBTPAIMIO MEUYEHU
U 3HAYUTEIBHOE OTJIOKEHHUE B HEH INIMKOreHa.

PasBuBaercst y nmeTed mpH UIMTENBHOM TEUCHHWH CaxapHOTO anabera,
IUI0XO MOAJAIOIIErocs Pery sy HeA0CTaTOYHBIMY JJ03aMU HHCYJIUHA.

B renernueckoM OTHOIIECHHH 3a00I€BaHUE T€TEPOT€HHO.

Huddepennmponats ¢ cuaapomamu Jledpe, ['ayxepa, ['mpka, muppo3om
MIeYeHH.

Cunnpowm ommcan B 1930 r. ¢paniysckuii Bpau [Ibep Mopuaxa.
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Hoppu 0oie3Hb, O0KYyJI0aKyCTHKO-LepeOpaibHasi JereHepamms.
I'nasnvie cumnmomsl. B miepBbIe HEAETHM WM MECSIIBI KU3HU PEOCHKA B CTEK-
JOBUIHOM Telle OOHAapyXHMBAIOT IUIOTHBIC OCNbIE WIIHM JKEITOBATHIE, MHOTAA
BaCKyJISIpPU3NPOBAHHBIE MEMOPAHBI M KOHIJIOMEPATHI, HATOMHHAIOIIUE PETHHO-
6macToMy; BCKOpE BO3HHKAET OTCIOWKA CETYATKH, Pa3BHBAIOTCS YBEHT, KaTa-
pakTa, riaykoma, IOMyTHeHHe porosull. [Ipomecc 3akaHumBaeTcs arpoduei
TJIa3HBIX SI0JIOK C MOJIHOM yTpaToil 3peHus. lHOrAa nmepBbIM pU3HAKOM 3200-
JIEBaHHUS SABJISIETCS AaHU30KOPHSL.

Obwue nposienenus. XapaKTepPU3YIOTCS YMCTBEHHOH OTCTaJIOCTBIO
Y HEHPOCEHCOPHOM TTyX0TOH NpuMepHO y 60% OGONBHBIX.

[TaTonoroanaToMu4yeckoe HCCIICIOBAHUE BBUIBISET SMOPHOHAIBLHOE
CTEKJIOBUJIHOE TEJIO, OTCIIOWKY CEeTYaTKH U ee JUCILIa3HIo, arpoduio nepude-
PHYECKOH CTPOMBI PamyKKH, OTCYTCTBHE TpaOEeKyNIspHOW ceTu. Tum Hacieno-
BaHUSl PELIECCUBHBIN, CLEIUIEHHBINA ¢ X-XpOMOCOMOM. BOJIEIOT TONBKO MaJIbUMKH,
JKCHIIMHBI HTPAOT POJIb HOCUTEIS.

JuddepennnpoBars ¢ NCEBIOTINOMON, PETHHOOIACTOMON, PETPOIIEH-
TaNbHOU (HUOpOILTa3HEH.

Bonesns ommcan B 1927 1. garckuit opramsmonor ['opmor Hoppu.

ITaray cunapoM, XxpomMocoMbl 13 TpucOMMH CHHAPOM. [ ta3Hble CUMNIMOMBL.
Y3Kue riiasHble e, SUKAHTYC, MUKPO- WM aHO(TalIbM, HAPYILIEHHE Pa3BUTHS
POTOBUIIBI, PagyXKH M yIJIa IepelHedl KaMepbl, KOJIOOOMBI pagyKKH U COCy-
JUCTOM 000JI0UKH, AfepHast KaTapakTa, NepCUCTUPYIOIIee THIePIIaCTHYECKOe
MEPBUYHOE CTEKIOBUIHOE TEJIO, AUCIUIa3Hs U BPOXKACHHAS OTCIOWKA CETUATKH.

Obwue nposeienus. Mainast Macca TeJia IpH POKACHUH, MUKponehanus,
nedopmanmst MO3roBOTO M JIMIIEBOTO 4Yepena, pacilelieHHe BepxHeil TryObl
u HEOA, 3amaBIIasl MEpeHOCHIa, IIMPOKOE OCHOBAHME HOCA, HU3KO PacIolo-
JKEHHbIE U Ae(OPMHUPOBAHHbIE YIIHbIE PAKOBUHBI, MUKPOTHATHS, KOPOTKas IIes,
MOJUAAKTHIINS, pyAUMEHTapHbIC TaIbLbl HA HOTax, MU(Qy3HbIE KaMHIUIIPHBIC
TeMaHTHOMBI, KPUIITOPXU3M, THIIOIIIA3HsI MTOJIOBOTO WIEHA, TUIIOCTIANs, H3Me-
HeHHe aepMarornuku. [Iopoku BHYTPEHHHX OPraHOB BKIIOYAIOT apHIHIlE-
(hanuio, anjasMi0 MO3O0JHUCTOTO TeNa, THIOIUIA3HUI0 MO3XKEYKa, BPOXKICHHBIC
MOPOKH cepJilia, aHOMAJIHMH ITOYEK, HEOOBIUHYIO 0JIbYAaTOCTh JETKUX, 100aBOY-
HYIO CeJIe3eHKY, IBYPOTYIO MaTKY.

BonbHble ManoXM3HECTIOCOOHBI M OOBIYHO TIOTHOAIOT B TEUCHHE
HECKOJIBKUX JHEH MIIM HEIeNb MOCe POXKICHHS, B PEIKUX CIy4asx JOKHBAIOT
10 2-3 ner.

CuHzpoM 00YCIIOBJIEH TPHCOMHUEH OJJHOM M3 XPOMOCOMHBIX TPYIIL.

HacnenoBanue OMUHAHTHOE, CLEIIEHHOE C X-XPOMOCOMOH.

JuddepennnpoBars ¢ CHHIPOMaMHU TPUCOMUH 18 XpOMOCOMBI, XpOMO-
coMsl 4p-, Mekkens.
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CunzpoM ommcan aMepukaHcknil menumaTp u reHetuk Kimayc IlaTtay
B 1960 r.

ITay ¢enomen. 3akmogaeTcs B YMEHBIICHHH TPBHDKH CTEKIOBHIHOTO
TeJla B ONEPHUPOBAHHOM a()aKUUHOM I3y NPH HANPSDKEHWH aKKOMOMAINH
JPYTOTO I1a3a, MOCKOJIBKY MPOLECcC aKKOMOIALNH ABYCTOPOHHHI. ABTOp 00BsiC-
HSUT MeXaHM3M (PeHOMEHa ITOHKEHUEM BHYTPHIJIA3HOTO JAaBJICHUS BCIIEACTBHE
YMEHBLICHUSI KPOBEHAIIOJIHEHNSI PECHUYHOM MBIIIIBI IPU HANpPSHXKCHUH aKKO-
Mojauuu. B HacTosee Bpemst Haubosee npueMIeMbIM SBIISIETCST 00BbsICHEHHE,
OCHOBaHHOE Ha HM3BECTHOM (haKTe MOATSATUBAHUS KIEpeIu COCYAUCTOH 000-
JIOYKH W CETYATKH NPHOJIM3UTENHFHO Ha 1 MM NpH HamnpsDKeHUH PECHUYHON
MBIIIIBL. DTO NPUBOAMT K YBEIMYECHUIO 00bEMa ITHX CTPYKTYP B HEpeIHEM
oTJese Ifla3a U KOMIIEHCATOPHOMY CMELICHUIO CTEKJIIOBHIHOTO Tella B 00pat-
HOM HaIpaBJICHHN.

®enomen onucal [lay B 1949 r.

Hena—1llokeiipa cunapom, uepedpooKyI0(anuoCKeJeTHbINH CHHAPOM.
Inasnvie cumnmomoi. Katapakta, MUKpO(TanbM, aTpodusi 3pUTENbHBIX HEPBOB,
onedapodumos, MeKast epeTHs KaMepa.

Obwue nposgneHsi MHOTOOOpa3HBL:

1. [Topoku ronoBHOro Mo3ra — MUKpouedalus, areHe3us MO30JIHCTOr0
TEJia, TUTIOIUIA3UA TEMCHHBIX U3BUJIMH, T'UIIITIOKaMIia, MUKPOTUPHUA 6a31/1n;1prlx
MIOBEPXHOCTEH, BHYTPEHHSISI THApoLedaus;

2. HNedopmaruu ckeiera — KH(POCKOIHO3, BBIBUX Ocapa M TUCILIA3HS
BEPTIIY)KHOI BNaJMHBI, Y3KWil Ta3, neopmanusi OEAPEHHOW KOCTH, KaMIITO-
JaKTHIINSL, CTUOATEIbHBIE KOHTPAKTYPHI CyCTaBOB, OCTEONIOPO3.

Kpome Toro, s 3THX OOJNBHBIX XapaKTepPHBI KOPOTKas IIesi, COCKOBBIN
TUIEPTENOpU3M, TOTIepeyHast JIaJOHHAsl CKIIAJIKa, MBIIIEYHas THIIOTOHUS. VHorma
O0TMEUAIOT TUTIOIIA3HIO MOYEK U CEJIC3CHKH, BPOXKICHHBIE TIOPOKH CepIIIia.

®duznyecKoe U ICHXUIECKOe pa3BUTHE OOBIYHO 33€PXKAHO.

MasbuiKy ¥ JEBOYKHU CTPAAAIOT OJMHAKOBO YacTo.

Tumn Haciie0BaHuUs 8y TOCOMHO-PEIIECCHBHBIH.

Huddepennmporats ¢ curapomom Xamiepmanna—lIlITpaiidda—Dpancya,
OKYJIOaypHUKYJIOBEPTEOpaIbHO# aucIuiazueii, curmpomoM Jloy, deranbHbIM
CHHJIPOMOM KpacHYXH.

Cunapom ommcamu C. [I. Tlerna u M. K. Illokeiip B 1974 1.

IInHCKOro CHHAPOM, HAC/IEACTBEHHbIE OKYJIOlepedpaibHble aHO-
mamuu. [rasuvie cumnmomul. JIUCTONHS XpYCTaINKa, aHOMAIMHM PATYKKH,
TIOMYTHEHHE POTOBHIl DPa3IMYHOW CTENEeHH, KOCOIJa3We, HHUCTarM, MakKpo-
(TanbM, THIIEPTENOPHU3M, THIIEPMETPOTIHS.

Obwue nposgienus. Mukpouedanus uin ruaponedanys, pacuieruieHue
BepxHel ryObl u HEOA, paclIMpeHre HapyXHBIX CIYXOBBIX MPOXOAOB, KH(pOC-
KOJIN03. Y BcexX OOJIBHBIX BBIp@XKEHHAs YMCTBEHHAS! OTCTaJIOCTb.
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Tun HacnenoBaHMSA ayTOCOMHO-PEIIECCUBHBIN.

CuHzapoM omnucal KaHaJCKui reHetuk IIuHcku.

Puxnepa—Xanxapra cunapom. [7asnvie cumnmomsi. BpoxaeHHas
KaTapakTa, JUCTpodus TMEepeJHUX CIIOEB POTOBUIBI C JEHAPUTONOPOOHBIMHU
W3MEHEHHSAMH SIIHATEIHS.

Obwue nposenenus. KepaTo3 KoXXu JafjoHeH U MOJOIIB, 33€pKKa yMCT-
BEHHOTO M (PM3UIECKOTO PA3BUTHS, HU3KUH M KAPIUKOBBIA POCT, HEAOPA3BUTHE
JIMILIEBOTO CKeJIeTa, CKJIAAYaThIil A3bIK, MHOKECTBEHHBIE JIUIIOMBI, 9HYpPE3.

CuazipoM 00yCIIOBIIEH 3KTOIepMATIbHON THCILIAa3HeH U ABisteTcs GopMoit
HACJIeICTBEHHOT'O JIa[IOHHO-TIOI0IIBEHHOT O KepaTo3a.

Tun HacnenoBaHUs ayTOCOMHO-PELIECCUBHBIM.

JuddepenuupoBars ¢ ApyruMu (GopMamMH KepaTo30B U pPazIMYHBIMU
TUCTPO(GUAMHI POTOBOI 000TIOUKH.

Cunapom onwcai mBeknapckuii odraiasmonor ['epman Puxnep B 1938 .
XapakTep HacJIeIOBaHUs YCTAaHOBWJI MIBEHIIAPCKHUI TEPAIICBT U TCHETHK DPHCT
Xanxapt B 1947 .

PoGena cunapom. [ nasnvle cumnmomsl. BpoxkaeHHas KaTapakra, riay-
KOMa, OTCJIOHMKa CeT4YaTKH, OJIM30pyKOCTh, KOCOTIIa31e, MUKPO(TaIbM.

Obwue nposignenus. Peskas THIOIIIa3Ks HIDKHEH YETIOCTH, PACILETUICHHE
MSTKOTO M TBEpJOro HEGa, IIIOCCONTO3, MUKPOTJIOCCHS, YMCTBEHHAsl OTCTa-
JIOCTh, BO3MO>KHBI aHOMaJIMM BHYTPEHHETO yXa, KHCTEH M CTOII, TOPOKH CepALia.
AHOMalMM TOJIOCTH pTa U YENIOCTH CIY)XaT NPUYMHON JBIXaTeNbHBIX pac-
CTPOMCTB M HapyUICHUs TJIOTAaHWA. B monoXeHuH OONBPHOTO Ha CIMHE SA3BIK
3amasaer, 4YTo O0YCJIOBJIMBAET MOSBICHUE CTPUIOPA U MPH3HAKOB ac(UKCHUH.
[ocTositHHOE pazapa’keHHe TIIOTKH MPOBOLMPYET YIOPHYIO PBOTY, THIEPCEK-
PEIHIO CIM3H, YTO CO3/IAET OMACHOCTh ACITUPAIUH.

OCHOBHBIMH OCJIO’KHEHHSIMU 3TOH OO0JIE3HH SBIISIFOTCS 3aTPYAHCHUS TIPH
BCKapMJIMBaHMH, IJIOXO€ Pa3BUTHE PEYH, aCIMpPallMOHHBIE MTHEBMOHHH. YacTo
JIETH TOTHOAIOT B IEPBBIM IO/ )KM3HU. MeXaHU3M Pa3BUTHS U3MEHEHHH HUXK-
Hell YeNIOCTH M MOJIOCTH PTa OOBSACHSIOT 3aThIJIOUHBIM MPEJIeKAHUEM TUIOJIA.

MasnbuuKy 1 IEBOYKH CTPAIAlOT OANHAKOBO YacTo.

Tun HacneoBaHMS ayTOCOMHO-PEIIECCUBHBI.

Brieprie cuaapom onmcan 3udomna B 1835 r., a mogpoOHOE UccieqoBaHIE
u onucanue nposen B 1923 r. ¢ppanmysckuit neguatp [Isep Poben. O rmazHbIx
M3MEHEHUAX COOOUTIIT aMepuKaHCckui odraimemornor Cmut B 1960 T.

Pormynaa cunapom, noiikmiiockiaepogepmusi Pormynpa. [asunuvie
cumnmomsl. J|ByCTOPOHHSS 30HYJSpHAs KaTapakTa, TUCTPO(HS POTOBHIIBI,
BBITIaJIcHHE OpOBEl M PECHMI, KOTOpPbIE pa3BUBAIOTCS B 2—6-JIeTHEM Bo3pacTe.

Obwue nposgnenus. B mepBbie MecAIbl )KU3HU KOXKa JIUIAa IPHOOpeTaeT
MpaMOpHBII OoTTeHOK. HexkHast po3oBasi MpaMOpHasi CeTh Ha KOXe JIMIa, YII-
HBIX PaKOBHH, KOHEYHOCTEH, STOIUI] pacIIUpPSETCs, CTAHOBHUTCS KOPHUYHEBO-
KpacHOI, 3aTeM xenreeT. B 30HaX mopakeHusl MOCTENEHHO MOSBISIOTCA JUC-
XpOMHES U aTpoust KOXKH, TEIEITCaHTHOIKTa3hH. XapaKTepPHbI paHHee MOCEeHHE,
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anonenys, AMcTpodust HOrTel, HapyIIeHHe Pa3BUTHUS 3yOOB, THIIOIUIA3Us SHYEK,
cnaboe pa3BUTHE BTOPUYHBIX MOJIOBBIX NMPU3HAKOB, aMEHOPES, KPUIITOPXHU3M,
(UCTYIBHBIA TOJIOC, FOBEHMJIBHBIA aTepocKiIepo3. BoipHBIE HHU3KOTO pocTta
C MaJIEHbKMMHU KHUCTSIMH W cTonaMu. VHorjga HaOiroaeTcsi THUIOIUIa3Hs WA
OTCYTCTBHE OJHOTO TMaiblla W JydeBas KOCOPYKOCTb. OTMedeHBl ciydau
YMCTBEHHOM OTCTaJIOCTH.

PeHTreHo0rn4ecKy BBISBISIIOT 3MUMeTa(u3apHble HapYyIICHUS HXO/-
panbHOM occuduKaIyy.

[Ipr MaTOTHUCTOIIOTHYECKOM HCCIIEIOBAHWN BEISBIAIOT aTpO(HUIO SIHU-
JepMUCa, HCTOHYCHNE KOJUIar€HOBBIX M TMOEINb 3JIACTHYECKHAX BOJIOKOH. 3a0o0-
neBaHue peakoe. [lomararor, 9To OHO SABIIETCSA OTHOU U3 (GOPM KTOAEPMAITEHON
IUCIDUIa3uU. B ero maroreHese NMpHIaroT 3HAYCHHE BPOXKICHHBIM PacCTPO-
CTBaM W HapPYUICHUSAM HEUPOKYTaHHBIX OTHOIIEHUHA. YacTo OONCIOT JEBOYKH.

Tun nHacnenoBaHus ayTOCOMHO-peneccuBHbll. IIpeamonararor, uro
HapylICHHs] BO3HUKAIOT Ha ISATO HeJllelle BHYTPUYTPOOHOH JKH3HU.

Huddepennuporats ¢ cunapomamu Beprepa, biayma, TomcoHa.

Cunnpowm omnmcan B 1868 r. Hemenkuii odrambmoinor ABryct PormyH.

Caoypo cunapom, Cadypo—Tpenenss cunapom. [ nazuvie cumnmomul.
Ha 2-5-M rony »xu3Hu pa3BUBaeTCs IBYCTOPOHHSISI KaTapakTa.

Obwue nposignenus. XapakTepu3yeTcs pa3BUTHEM B PaHHEM IETCKOM
BO3pacTe, 4acTo 4epe3 HECKONBKO MECAIEB IIOCIE POKICHUS, aHOMAJHSIMH
BOJIOC, BOJIOCSTHBIM KEpaTo30M B OOJIACTH TOJIOBHI, OpoBeH, 100Ka, Oexep, moa-
MBIIICYHBIX BIAJUH, WHOT/Ia HA BCEM Teje. THI HacieJOBaHUS ayTOCOMHO-
JTOMHHAHTHBIN.

[opaxeHue BOJOC MpPH TOM 3a00JEBaHUHU BIIEpBBIC omucan B 1892 r.
(bpaniry3ckuii gepmarosor u mukosor Paiimonn Cabypo, a karapakry B 1930—
1931 rr. — ¢paniy3ckuii opransmorior [puep u dhpaniry3ckuii Bpau TpeHeb.

CujibBepMeHa CHHIAPOM. [ iasHvle cumnmomsl. JIUCTPOQUs POrOBHII,
KaTapakKThl, YBEUT C 3apallleHHEM 3payKoB, OTCIIOIKA CeTYaTKH.

Obwue nposerenus. «KypuHasi Tpy/ib» BCIEACTBUE MPEXKIEBPEMEHHOTO
CHHOCTO03a TPYAHUHBI, MUKPOTHATH, KPUITOPXH3M, BPOIKJICHHBIE IIOPOKH CEPIIIa.

[Ipennonaraercss ayTOCOMHO-JOMHUHAHTHOE HacJIeIOBaHMUE.

Cungpom onucan neguatp Ppenepuxk CunbBEpMEH.

Cumenca—Illépepa cunapom. [nazuvie cumnmomuvl. BpoxneHHas
KaTapakTa.

Ob6wue nposenenus. JJaOHHO-TIOMONTBEHHBIN KEPaTO3 C THIIEPTHIPO30M,
bonnmuKynApHBIA aKkHEOPMHBIM KepaTo3 Ha pa3ruOaTeNbHBIX MOBEPXHOCTIX
KOHEYHOCTEH, BOKPYT PTa M Ha ATOJWIAX C ITOCIEAYIONAM Pa3BUTHEM MEJKO-
04aroBod pyOIIOBOM aylomeryu, JISHKOKepaTo3 CIM3UCTONH O0OJOYKU MOJOCTH
pTa, CKJIQAYaThI $3BIK, MAXHOHUXHUS, YTONIICHWE W WCKPHUBIICHHE HOTTEH,
CKJIEpOHUXHA. BoJbHBIE OTCTAIOT B pocTe M Mo Macce Tena. Habmromaetcs ru-
MOTIIA3HsL ANYEK, KPUIITOPXHU3M, HHOTIA 3a/IEPKUBACTCS YMCTBEHHOE Pa3BUTHE.
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CuHApOM 00YCIIOBIICH 3KTOACPMAIFHOH IO ANCIUIA3HEH.

Tun Hacie10BaHUS HE yCTAHOBIICH.

JuddepeHnnpoBaTh ¢ APYTUMH KEPATO3AMH.

Cunppom onmcanu Hemenkne aepmaroinoru Lédep B 1925 r. u Cumenc
B 1926 T.

CTuji1a CMHAPOM, CHCTEMHbII I0BEeHWIbHbIH PeBMATOUIHbINH apTPHUT.
Inasnvie cumnmomvl. XapakTepU3yIOTCs Pa3BUTHEM XPOHHYECKOTO ILIACTH-
YECKOr0, IJIOXO IOJAIOIErocs JICUCHUIO MEPETHEro yBEUTa, OCIOKHEHHOMH
KaTapakThl U JICHTOBUIHOM TUCTpOQHU POroBUIlBl. B TshKenbIX cirydasx mpo-
Hecc 3aKkaH4yMBaeTcs aTpodueil rmasHoro sioyoka. MHoraa, ocoOeHHO y nereit
MJIQ/ILIETO BO3pacTa, MOPaXXEHUE IJa3 MPOTEKaeT 0e3 SIPKUX KIMHUYECKHX
CUMIITOMOB, B OTACJIbHBIX CIIydasdaX 6CCCI/IMHTOMHO 1 HC UMECT Iapajljicin3Ma
C BBIP@)KCHHOCTHIO CYCTABHBIX U BHECYCTABHBIX NPOSABICHUH Oose3Hu. I maznas
CHUMITOMATHKA Yallle MPOSBILIETCA Yepe3 3HAYUTEIbHBIN CPOK IOCIIE BOSHUKHO-
BEHUSI apTPHTA, MHOT/IA OTHOBPEMEHHO C HMM M OYEHb PEJIKO MPEIIIECTBYET apTPHTY.

Ob6wue nposenenus. BHauane 00Je3Hb XapaKTepH3yeTCsl BBICOKOH Jn-
XOPaaKOH, MOSBICHHEM PEBMATOMIHOHN CHINH, I'elaTOCICHOMETalnel, reHepa-
JM30BaHHON JMMpaneHonaTHeH, CepO3UTOM — SKCCYAATHBHBIM IEPHKAPIUTOM,
IUIEBPUTOM, IEPUTOHUTOM. PEBMAaTOUIHBIN apTPUT HEPEIKO PA3BUBACTCS JIMIIb
4yepe3 HeCKOJIbKO HeJleNlb MM MECSIIEB M0CiIe Havaia JIMXOPAaJKH WU JPYTHX
BHECYCTAaBHBIX IPOSIBIICHUH 00JIE3HH.

XapaKkTepHbIMU YepTaMH OOJIE3HH SIBIISIOTCS 3aMeJieHne (hPU3UUECKOTOo
pa3BUTHS, OTCTaBaHUE B POCTE, HApYIIEHHUE POCTa OT/ENBHBIX YacTel ckesera
BCJIC/ICTBHE TIOPAKEHHS OIM3IIEKAINX CYyCTaBOB.

Yame OoneroT aeBoukd. IIporHo3 B 11e70M OJIaronpusITHBIN, OJHAKO
nprMepHO Yy 1/3 GOJIBHBIX IOCTENIEHHO BO3HUKAIOT CYIIECTBCHHBIE OTPaHUYEHHS
JBIDKCHUSI B CycTaBax, pPa3BHBAIOTCS KOHTPAKTYpbl M aHKWIO3bL. Pa3zBurne
YBEHTa PE3KO yXYALIAET MPOTHO3 110 3pEHHMI0. B BOZHUKHOBEHUH 0OJIE3HU NPH-
JIaf0T 3HaYeHNe MHPEKIINN, HApyIICHUSIM HMMYHHOH CHCTEMbI ¥ TE€HETHUECKOM
MPeIPACIIONIOKEHHOCTH.

HexoTopble aBTOpBI MpEAIOAaraloT HO30JOTHYECKYI) CaMOCTOSITEINb-
HOCTb FOBEHHJILHOTO PEBMATOWIHOIO apTPUTa; JIPYTHe CUUTAIOT, YTO 3Ta 0O-
JIe3Hb TPEJCTaBIsET CO00i COOPHYIO IPYIY BOCHAIMUTEIbHBIX 3a00JIeBaHUMN
CyCTaBOB Pa3JINYHOM 3THOIOTHH. B CBSI3H ¢ 3TMM Ha MEXIyHapOJHOM pabodeM
COBEIIaHWHU TIeIUaTpoB-peBMaTooroB (1977 r.) ObUIO MPENIOKEHO OTIABATH
MPEANOYTEHHE TEPMUHY «IOBEHWJIBHBIN XPOHHYECKUH apTPUT.

Cunzppom omucan B 1897 r. anrnmiickuii neauarp I'eopr ®dpenepuk
Cruiyul, a ra3Hbple CUMIITOMBI TIPH 3TOM 3a00JIeBaHUM ONKCA HEMEUKHH Bpad
Bonsddepcropd B 1933 1.

Cobérpena cuHApoM. [7a3uvbie cumnmombvl. BpoxIeHHas KaTapakTa
o0oux rias.
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Obwue nposegrenus. OnuroppeHns, aTakcus, o0Ias MBIIIICYHAs aATOHUS,
BHYTPEHHSIA THAponedanys, 3aaepkka 00IIero pa3BuTHsl.

HacnenoBanne ayToCOMHO-PEIIECCHBHOE.

Bo Bcex onmcaHHBIX CITydasix y pOAMTENeH UMEN0OCh KPOBHOE POJCTBO.

Cunapom ormmcalt mBeAcKuil HeBpomaroJor u meauatp Topcren Coérpe.

Teppu cunapom, ¢pudponia3us, peTHHONATHSI HeAOHOLIEHHBIX. [ 1a3Hble
cumnmomel. OOYCIOBIICHBI IByCTOPOHHUM 3a00JI€BaHHEM TJja3, IPU KOTOPOM
3a XpYCTaJIMKOM 00pa3yeTcsi IUIOTHBII COeTUHUTEIbHOTKAaHHBIH KOHIIIOMepar
n3 GUOPO3HO N3MEHEHHOT'O CTEKJIOBHUIHOTO TeJIa M OTCIOCHHOW CeTYATKH.

B TeueHun perponeHTanbHOM (GUOPOIIIa3uy BELICISIOT 5 CTaUii:

1. Pacmmpenue 1 U3BUTOCTH NepUPEPUUECKUX COCYOB CETUATKH.

2. [IposiBieHre HOBOOOPA30BAHHBIX COCYAOB CETYATKH U MposUdepaus
COCAMHUTENILHOHN TKaHHM TI0 X0y COCYIOB.

3. KpoBou3nusiHHS B CETYATKY U CTEKIOBHIHOE TEJO, PAacIpOCTPaHEHNE
npoaudepaTHBHOTO TIIpoIiecca W BpAacTaHWE HOBOOOPA3OBAHHBIX COCYIOB
B CTEKJIOBHIHOE TEJIO.

4. YacTr4yHas TPaKIMOHHAS OTCIIOWKA CETYATKH.

5. ToranbHbIA GUOPO3 CTEKIOBHIHOTO TENA U TOTANbHAS OTCIOMKA CeT-
YaTKU ¢ 00pa3oBaHUEM COEIMHHUTEILHOTKAHHON MEMOpaHbl WM KOHIJIoMepara
3a XpycTaJMKoM. B utore HacTymnaer cienora.

Ipouecc mmutes o0bdHO 4—6 Mec. B mocneqHuX cTajusX 4acTo pa3BH-
BAIOTCSI MPUAOIMKIINT, KaTapakTa, IOMYTHEHHE POTOBHUIIBI, BTOPUYHASA IJay-
KoMa, MUKpo(TaibpM. B penkux ciyuyasx B IEepBOil U BTOPOIl CTanusX MOXKET
HaCTYIIUTh PErpeccus Mpolecca ¢ 3aIrycTeBaHueM HOBOOOPa30BaHHBIX COCYIIOB
U TIOBBIIIEHNEM OCTPOTHI 3peHusi. BO3MOXXHBI cTepThie (opMBbl Ipolecca, 3a-
KaHYMBAOLIMeCcs: 00pa30BaHHEM HEOOJBIINX CKIAAO0K W YYaCTKOB JETTUTMEH-
TaIlMU CETYATKH, TSHKEH B CTEKIIOBUIHOM TeJIe, BRICOKOH OJIM30PYKOCTHIO.

Obwue nposenenus. Xapaktepusyercsi MuKporedanmmeid, ruaporedanmet,
THIOIUIA3MeH TOJyIapuii MO3ra U MO3Keuka, TeMaHTMOMaMi KOXH. 3aboie-
BaHHE Pa3BUBACTCS NMPEHMYILECTBEHHO y HEJTOHOIIEHHBIX JIeTeH, POIUBIINXCS
¢ Maccoii meree 1 600 r. OCHOBHO# PUYMHOI CHHAPOMA SIBJISIETCS ATOT€HHOE
JeUCTBHE N30BITOYHOTO KOJIMYECTBA KHUCIOPOIa B HHKYOATOpax M KUCIOPOAHBIX
ayiaTax, B KOTOPBIX COJep)KaTcs HEIOHOIICHHBIE 1eTH. BRICOKas KOHIICHTpPAIHS
KHCJIOPOAa BO BIBIXa€MOM BO3JyXe IPHBOAWUT K OOIUTEpAlNU PETHHAIBHBIX
COCYJIOB.

ITpn mepeHoce pebeHka B OOBIYHOE IHOMENIEHHE BO3HHUKAET OTHOCH-
TeJIbHask aHOKCEMUsI, BeyIlasi K TMIIOKCHH CEeTYAaTKH U POCTY HOBOOOpa30BaH-
HBIX cocyoB. Kpome Toro, mpu mpexIeBpeMEeHHBIX POAax MO BIMSHUEM CBETa
MIPOUCXOJAT (UOPO3HBIE M3MEHEHHUs B COCYIHMCTON CHCTEME XpYCTaJHKa,
KOTOpasi B HOpME peylHpyeTcsl K KOHIy BOCBMOT'O Mecsilia OepeMeHHOCTH.

CunapowM ommcan amepukaHckuid opransmonor Teonop Teppu.

34



IIprunns! pa3BuTHS CHUHIpOMa ycTaHOBUIM B 1951 r. aBcTpamuiickuii
Bpad Kemmnben, anrnuiickue Bpaun Mepu u OBanc Kpocce.

Tepcona cunapom. [nasnvie cumnmomvl. KpoBOU3NIUSHUE B CTEKIIO-
BUJIHOE TEJIO, CETYAaTKy U MEPEIHIOI Kamepy, dK30(TanbM, o(TaabMOIIIeris,
MHOTAA aTpodus 3pUTEIHHOTO HEPBA, HEPEAKO OOYCIIOBICHHAS CAABINBAHIEM
3pUTEIHHOTO HEpBa NAaTOJOIMUECKH U3MEHECHHBIMU TKAHSIMH.

Obwue nposerenus. OOyCIOBICHBI Cy0apaXxHOUAIBHBIM KPOBOU3IIHS-
HHEM, BO3HHMKAIOIUM B OOJBIIMHCTBE CIIydaceB BCIIEACTBUE pa3pblBa aHEBPU3-
MBI COCYZIOB OCHOBAaHHS MO3Ta, PEXe BCICICTBHE THIIEPTOHUYECKON OO0JIE3HH,
aTepocKiepo3a MO3TOBBIX COCYJOB WM APYTHX COCYAMCTBIX HOPaKCHUH.
B Tsoxensix  citydasx cy0apaxHOMIAIBHOE KPOBOM3IHMSHHUE COMPOBOXKAACTCS
BBIDOKCHHBIMM HApyLUICHUSIMHA JKM3HEHHO BaXXHBIX (QYHKIMH — CepjaedHO-
COCYZMCTOH NEATENILHOCTU U AbIXaHUSI.

I'ma3Hple TposiBIeHHS TpU  cyOapaXHOMJAIBHBIX KPOBOWZJIHSHHIX
Habmonatorest B 20-40 % cnyuaes (y aereii — 10 70 %).

MexaHU3M BHYTPUIJIA3HBIX KPOBOU3IHMAHUN OOJBIIMHCTBO HCCIIENOBa-
Tenei 0OBSICHSIIOT PE3KUM MOBBIIICHHEM BHYTPHUEPETTHOTO JAABJICHHS NP CyO-
apaxHOUJAIbHOM KPOBOU3IHMSIHUH, YTO MPUBOAUT K 3aTPYIHEHUIO OTTOKA B Be-
HO3HOH CHCTEMeE IJ1a3a U K IIPONOTEBAHHUIO KPOBU M3 COCY/IOB MM K UX Pa3phIBY.
HekoTtopele aBTOpbI CYUTAOT NPUYMHOM BHYTPUIVIA3HBIX KPOBOW3JIMSAHHUU 3a-
TEKaHNE KPOBH M3 CyOapaxHOMIAIHHOTO B MEXOOOJOYEHHBIE NMPOCTPAHCTBA
3pUTENIHHOTO HEpBa, a 3aTeM IpocaduBaHue e€ depe3 pelieTyaTyio MeMOpaHy
B TIOJIOCTH T'J1a3a, BBICOKOE BHYTPHUEPEITHOE JIaBJICHHUE CIIOCOOCTBYET 3TOMY.

Cunpnpowm ommcan A. Tepcon B 1900 r.

TubObep:xa—Beiiccen0axa CHHAPOM, KaJbLUMHO3 KOXKH CKJIepoaep-
MuuYeckuid. [ nasnvie cumnmomul. Katapakra 000mux rias.

Obwue nposenenusi. MHOXECTBEHHBIE, TIOPOH CIIMBAIOIINECS OITyXOJH
KOXKH IPEUMYIIECTBEHHO Ha BHYTPEHHUX IIOBEPXHOCTAX KOHEYHOCTEH;
TOJICTasl, HEANACTUYHAS KOXKa, OrPaHUYCHHE TTO/IBM)KHOCTH MaJbIIEB B CycTaBax
U3-32 HEATACTUYHOCTH KOXKH, HEPEJIKO 00Pa3yOTCsl TeJICaHI NOIKTa3HH.

CunppoMm omucanu ¢paHy3ckuii mepmartonor [eopr Tubnepixke
u (paHIy3cKuid peBMartosior u aepmatodor Paiimonn YKozed Omunb Beticcenbax.

Y36cTepa CHMIITOM — «KAILIA Macjia B BOJAe». 3aKJIIOYAETCS B BBISB-
JICHUU B IIEHTpPE 3padka MPH HCCIEIOBAHUU B TPOXOJSIIEM CBETE TEMHOIO
MSATHA, IMEIOMIET0 BHJI KAl Macia B Boje. CBHUAETENbCTBYET O HAIWIHH TIe-
pPENHEro JEHTUKOHYCA, MPHUBOJSAMIET0 K HEOAMHAKOBOM NMPETOMIISIOMIEH cuie
HEHTPAIBHBIX U epH(EepUIeCcKUX JacTel XPyCTaIHKA.

Cunnpowm ormcan Yaoerep B 1874 .

®@apabo amuotpopust. [ iasnvie cumnmomvi. OOyCIOBICHBI pa3BUBa-
IOLIeHCs IBYCTOPOHHEN KaTapaKTo.

Obwue nposaenenus. ATpodus MBI NMPOKCUMAIBHBIX OTICIOB PYK,
aTIOKE HOT, TeHEepaIM30BaHHAsl MBIIICYHAs CJIa00CTh, KapHOIaTHsl, HapyIlICHHE
TJIOTaHUSL.
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B MbImax o0HapyKUBAIOT YBEIMUCHHUE KOJIMYECTBA KUPOBOM U COeU-
HUTEJNBHON TKaHH, HAKOIJIEHUE B CapKOILIa3Me TPaHyIsIPHO-KIETOYHOTO JIEK-
TPOHHO-TJIOTHOTO MaTepHala.

Omnucan ¢paniy3ckuii HeBponatonor Murens Dapbio.

®auHHa-Jiipaa CHHAPOM, HeHPOIKTOoAEepMAIbHASL IHCILIAZMA.
I'nasznvie cumnmomur. Katapakta, aTUIIHMYHBINA MUTMEHTHBIH PETUHUT, MUOTIHS.

Obwue nposasnenus. JIByCTOpPOHHSS HEBPOTE€HHas TIyXOTa, aTaKCHA,
nepuepUIeCKre HEBPUTHI, CYJAOPOKHBIC MPUIAJKH, YMCTBEHHAS OTCTAJIOCTb.
OtMmeyaroTcs pU3HAKKA HApYIIeHUsT TpOo(UKHN TKaHeH, oOJpICeHre, KapHec 3y0oB,
TYTOMOJIBM)KHOCTb CYCTaBOB, KHUCTO3HbIE U3MEHEHHUS B KOCTsIX. boie3Hp Hauu-
HaeTcs B paHHEM JETCTBE, TIIyX0Ta OOBIYHO HACTYIAET B 7-JIETHEM BO3pacTe.

[Taromopdonornuecky 0OHAPYKUBAIOT ABYCTOPOHHIOIO aTpopHIo KOPHI
HA/IMIOYEYHHUKOB, 0a30(pMIbHYIO THIEPILIA3HIO THITO(H3A.

3aboseBaHre 00YCIIOBICHO ayTOCOMHO-IOMHUHAHTHBIM [CHOMOM.

Cungpom onucamu B 1965 1. amepukaHckue HeBponatosioru @nuHu u DHpa.

®orta cuapom. O6pa3oBaHNEe HACIOCHUH B BU/IE KPYTJIOTO IUIEHYATOro
IIFICKa CBETJIO-CEpOTO IBETa B IEHTPE MEpeAHEN KaICyNbl XPyCTalIHKa COOT-
BETCTBEHHO LIMPHHE 3padka U 0ojiee CBETIION IUICHKH Ha nepuepun Karncyisl,
JIETKO OOHApy>KMBacMOH HpU PaCIIMPEHHUH 3padka. 30HA, COOTBETCTBYIOMIAS
MECTy CONPHUKOCHOBEHHS PaIyXKH M XpYCTajHKa, CBOOOJHA OT HACIOCHHH.
Kpome Toro, otmMedeHo 00pa3oBaHHE HEXKHBIX CBETIO-TONYOBIX BOJOKHUCTHIX
XJIOTIbEB Ha 3pauKOBOM Kpae payKKH.

JlaHHBI CHMIITOMOKOMIIICKC BBISBJICH aBTOPOM Y OOJBHBIX TIayKOMOH.
A. @orT cunTaa rIaykoMy B 3THX CIydasx HE MPUYMHOH, a pe3yabTaToM obpa-
30BaHMS HACIIOCHUH — TICEBI0IKC(HOTHALINH.

Tako# (opme rinaykombpl ObUIO JIaHO Ha3BaHME «IJIayKOMa Karcylio-
KYTHKYJISIPHAS.

Ommcan A. dorrB 1925 1.

@dorra mHeHTpPaJbHAs, MOPOIIKOOOpa3HAs KATapaKTa, KaTapakTa
Konnoxk. BpoxxnaenHas crannoHapHas, OOBIYHO ABYCTOPOHHSS KaTapakTa, Xa-
paKTepU3yOMasics MBIICBUIHBIM OSIOBATHIM MOMYTHEHHEM 3MOpPHOHAIEHOTO
SIpa XpyCTaluKa.

®orra—Kossnarn—Xapaabl CHHAPOM, YBEOKYTAHHbII CHHIPOM, Helipo-
JaepMaToyBeurt. [ nasnvie cumnmomsl. OOBIMHO yepe3 2—4 HeJ Mociie Hayaia
3a0oJeBaHns, WHOTAA Ha ()OHE YIyJIICHHWS OOIIEro COCTOSHHS MOSBISETCS
ObICTPO Mporpeccupyloliee yxyAauleHne 3penns. Ha riia3HoM aHe oOHapyxH-
BAaIOT SIBICHUS] HEHPOPETHHUTA, OTEKa CeTYaTKH, Au(Qy3HOTO BOCIANIECHUS CO-
CYyIUCTON 00O0JIOUKH CO CIIa00 MUTMECHTHUPOBAHHBIMH JKEITOBATHIMH OYaramu
BOKPYT JIMCKa 3PUTEIBHOTO HepBa. Hepeako mporece ociokHsAeTCss 0OITHpHOM
CEpO3HON OTCIIOMKOM CeTYaTKH MPEUMYLIECTBEHHO B HIDKHUX OT/AENaX IJIa3HOro
nHa. CrekioBuaHoe Teno aud¢y3Ho MyTHeeT. Ha BBICOTE MATOJOTHYECKUX
MPOSIBJICHUI B 3aJlHEM OTJENe TJIA3HOTO S0JIOKAa pPa3BUBACTCS TSDKENBIA ILIa-
CTUYECKHUH WU CepO3HbIN UpUIOoUUKIUT. [losBiseTcs pe3kas TMIIOTOHUS Ti1a3-
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HOTO sI0JT0Ka, 0OYCIIOBIICHHASI MOHMKCHUEM TPOIYKIIMKA BHYTPHUIIIA3HON KUI-
KocTH. B nanbHeiilemM pa3BUBaeTCs OCIOKHEHHAs KaTapakTa, a B OTACIbHBIX
ClIydasix — BTOpHUYHAS TllayKoMma. BocmanuTeabHbIe SBICHHUS MOCTEIIEHHO CTH-
XaloT, CTEKJIOBUIHOE TEJNO MPOCBETISIETCS, OTCIOCHHAs CeTYaTKa IMpUIIEraer.
OpxHako 4acTo 3a00JIEBAHME 3aKaHUYMBAETCS IOJHON WM HEIMOIHOM CIETOTOM
BCJICJICTBHE BTOPHUYHON aTpO(UU 3PUTEIILHOIO HEPBA M BTOPUYHON IIIAyKOMOM.
XapaKTepHBIM SIBISICTCS IIOCEICHIE PECHUI] M OpOBEil, HAOII0AaeMOE B TIEPHOT
pasrapa yBeaJbHOIrO Ipoliecca WM BO BpeMms perpecca ero. CTpaaaror, Kak
TpaBuiIo, 00a rasa.

Obwue nposgnenus. B HadaIbHOM TIEPHO/IE OTMEYAIOTCSI TOJIOBHBIE 060N,
PBOTa, MIOBBIIIICHHE TEMIEPATypHl Tela, c1adocTh, 00NN B CycTaBax. B mampHei-
nieM OOBIYHO Ha ()OHE CTHUXAHHS YBEUTA MOSBISIOTCS MOBBIIICHHAS YYBCTBU-
TEJNBHOCTh K 3BYKaM, MEPEXOAINas y MOJOBUHBI OONBHBIX B IIyXoTy. CrycTs
4-6 Hen ciayx 00OBIYHO BOoccTaHaBiIMBaeTcs. HaOmoqaroTcs CHMMETPUYHO pac-
MOJIOXKEHHBIE YYaCTKHU BUTHJIUTO, TOCEICHUE U BBINAJCHNE BOJIOC Ha TOJIOBE.

B OonbuIMHCTBE ciydaeB 4yepe3 IOJIro/a 1Mocjie OKOHYAHUs yBEAIbHOTO
Tpolecca BOJIOCH BOCCTAaHABINBAIOT HOPMABHYIO CTPYKTYPY U IIBET, OOJIBICEHUE
ucuesaeT. Y HEKOTOPHIX OONBHBIX OTMEUYAIOTCS ICUXUIECKUE PACCTPOMCTRA.

B namkBOpe BBIABISIOT OSIKOBO-KICTOYHYIO JUCCOIHAIIIIO U JIUM(OIIH-
TapHYIO KIIETOYHYIO peakiuio. [laBieH e JUKBOPa MOBHIIICHO.

bone3nr HaumnHaetcs damie B Bo3pacte 30—40 ner, peako y aeren.
My K9HuHBI OOJICIOT Yalle.

[TporHo3 uist )KU3HU OJIArONPUSITHBIN, ISl 3PEHUST CEPbE3HBIH.

IIpu rHCTOIOTHYECKOM HCCIICIOBAHUH BBISBISIOT AU Hy3HYI0 HHOHUIB-
TPALHUIO YBEAJbHOI'O TpAKTa JUMQPOIUTAMUA U DTHUTCITHOUIHBIMU KJIETKAMHU,
COJIEPKAIIIIMH TPaHyJIbl METaHUHA.

Cy1iecTByI0T BUPYCHasI, alljiepruueckasi ¥ dHAOKPUHHASI TEOPUH TIPOUC-
XOXJIEHUs CHHJIpoMma. HexkoTopsle MccienoBaTedd CKIOHHBI Pa3ieisTh 3TOT
CHHIIPOM Ha J[Ba CaMOCTOSTENbHEIX: cuHIpoM @orra—Kosmarm u cuHApOM
Xapagpl, KaKk TpaBUIIO, HA OCHOBAaHWH TOTO, YTO TIpu cuHApome Dorra—
KostHarn mopaxaercsi MpenMyIIECTBEHHO MEPeIHUI OTAEN TIIa3HOTO sS0JIOKa,
a Ipu cuHApoMe Xapajabl — 3aIHUH.

A. @ort B 1906 r. BepBbIE ONMCaA COUETAHHUE TSKEIOrO JBYCTOPOHHETO
UPHUAOIUKINATA C ToceneHreM pecHUIl. B 1914 r. smourckuit opramsmonor Kos-
Hard OIycajl COYeTaHue IByCTOPOHHETO YBEUTA C ITOCEIEHUEM PECHUII 1 OpOBEH,
BBITIAJICHUEM BOJIOC U oOJpiceHueM. B 1926 r. smoHckwmii odraneMonor Xapaaa
COOOIINIT O HEBPOJIOTHIECKHUX U KOXKHBIX TIPOSBICHUIX Yy OOJILHBIX C YBEUTOM.

®occuyca Koablo, hoccuyca KoabLeBUIHAA KaTapakTa. [Ipencras-
nsieT co0O¥ MUTMEHTHBIN OTHEeYaTOK 3padyKOBOTO Kpas PagyXKH Ha TepegHe
KarcyJie XpycTanrka, cJerka IPOMHUHUPYIONINHA B IIEPEeIHIO Kamepy. B penknx
CiIydasix HaOJF0JaeTcsl JISTKOe, KOHIICHTPUYHOE COOTBETCTBEHHO MUTMEHTHOMY
OTIIEYATKy, TOMYTHEHUE MEPETHUX CIOEB XPYCTAINKA.
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Bo3HukaeT npenMyIecTBEHHO MPU KOHTY3HH TI1a3Horo sonoka. Ha 3pu-
TenbHbIe QyHKIMK He BusieT. PaccackiBaeTcs yepe3 HECKOJIBKO THEH MM HEJeb.

Ommcan B 1906 r. Hemenkuit opramsmonor A. @occuyc.

®penkensi cunapom. Pacimpenne 3padka u ero nedopmanus Beiea-
CTBHE pa3pblBa 3pauyKOBOr0O Kpasi WM UPUAOANANIN3a, HPUIOILIETUS, TIOABBIBUX
U cyOKancysipHble TTOMYTHEHUS! XPYCTaJIMKa, KPOBOM3JIMSHUS B IEPEIHIOI0
1 3aJJHIOI0 KaMepsbl r1asa. Ilocie oOmMpHBIX KPOBOMBIUSIHNI BO3MOXKHO pPa3-
BUTHE KAPTUHBI MUTMEHTHOTO PETUHUTA.

BozHukaeT mocie KOHTY3UH II1a3HOTO SI0I0Ka.

Omucan ¢paniysckuit opransmonor I'enpu Openkens.

dykca cuHAPOM, rerepoxpomus ®dykca, rerepoOXpoOMHbIH LMKJIUT
dyxkca. Xapakrepusyercs oOeclBEeUMBaHUEM PalyXKKU, aHU30KOpHeH ¢ Ooiee
IIMPOKHM 3pavyKoM Ha OONBHOM TJa3y, M3-3a arpoduu cPUHKTEpa, HATMIHNEM
npeuunuruTaToB Ha 3a)1He171 TMMOBEPXHOCTU POTOBHUIILI, PA3BUTUEM OCJIO)KHEHHOM
KaTapakThl U HEPEOKO BTOPUYHOM INTayKoMsl. [Ipomecc Jame oJHOCTOPOHHHH.
OmnucaHbl cly4au ABYCTOPOHHETO CHHApPOMA C 00EClBEYEHHOW B pa3HOH cTe-
MIEHH Paay’KKOi U JBYCTOPOHHUM HEOIWHAKOBBIM MIOMYTHEHHEM XPYCTAIUKOB.
Berpeuaercs u rerepoxpoMusi, KOTAa NMPEeNUIUTAThl, KaTapakTa U IiIayKoma
00HapyXnBarOTCs B I1a3zy ¢ Oojee TeMHON pagykkoil. TeMHBIN LBET pamgyXKu
B OTHUX ClIy4dasx O6yCJ’IOBJ’ICH MPOCBCYMBAHUEM IIUTMEHTHOI'O JIMCTKA BCJICI-
CTBHE 3HAUUTEILHOW aTpOHN CTPOMBI PamgyKKH. I[Ipu reTepoXxpoMHOM IMKIATE
TKaHb Paxy>KK{ IPEACTABISACTCA Pa3speXeHHOW U IPO3PadHOil, YTO SBIAETCS
OTIIMYMEM OT LUKJINTOB JApyroro reHesa. Yamie atpodust pamyXKu KacaeTcs
3payKoBOi 30HBL. B 3THX cilydasx B pa3BUTOH cTaguu 0oje3HU cHHUHKTEp pa-
IY’KKH BBITJIAJUT OEOBAaTHIM KOJIBIIOM, B KOTOPOM HPOCBEUMBAIOT €€ COCY/IBI.
Pexe arpodupyrorcs IuinapHas 30Ha PagyXKH, €Ile peke ee KOPeHb U IHT-
MeHTHas kaiima. IlpenmmuraTsl Ha 3aJHEH HMOBEPXHOCTH POTOBHIBI OOBIYHO
MCECJIKUE, CEPOBATOI'O IBETA, HCIIUTMCHTUPOBAHHBIC U MTPAKTUYCCKA HUKOT Ia HE
cnuBaronyecs. Brnara nepenHell kaMmepsl Npo3padHasi, JHIIb HHOIZA CIETKa
onajiecuupyeT. XapakTepHO OTCYTCTBUE 3aJHUX CUHEXUH. B HEKOTOpBIX Ciy-
qasgx 0OHapYKUBAIOT IBUICBH/IHBIC IOMYTHEHHS B CTCKIIOBHHOM TeJIe.

KaTapaKTa HA4YMHACTCA C HC)KHBIX HOMyTHeHI/Iﬁ B BUJIC FJ'IBI6OK, IIATHBIIICK,
MOJIOCOK B 33JHUX KOPKOBBIX CIIOSAX XpycTanuka. Co BpeMEHEM OHHU CIIUBAIOTCH,
1 33/1HA KOpa XpycTaJnka mproOpeTaeT BHUJ MEeM3bl, KaK IpU YarreoopazHoH
KaTapakTe. Hpouecc 3aKaHYMBACTCA MMOJHBIM ITOMYTHCHHUEM XpYyCTaJINKa.

HanGonbnryro onacHOCTb Ut 3peHHsT NPEACTABIIET TIlayKoMa, IpoTe-
Karolas M0 TUIlY KaK OTKPBITO-, TAK U 3aKPBITOYIOJIbHON, HO B TOM U APYTrOM
cllydae ¢ BBIP)KCHHOH peTeHIMeH OTTOKa, 0OYCIIOBICHHON CKIIEPO30M TpaleKy,
obnuTepanyelt HHTPaTpadeKyIAPHBIX MPOCTPAHCTB U TIIMATUHOBONH MEeMOpaHBI
Ha BHYTPEHHEH IMOBEPXHOCTH TPaOeKyII.

Bo3MoxHBI )II/ICTPO(i)I/I‘IeCKI/Ie U3MCHCHHSA POTOBUIIBI B BUIC Cy63HI/ITe-
JIMAJbHBIX OENOBAaThIX KPOIIKOOOPa3HBIX OTIOKCHMH, 3MUTEIHONATHH, MOHU-
KEHNUE YYBCTBUTCIIBHOCTU M YCKOPCHHOI'O BBICBIXaHHS POTOBHUIBI, O6yCHOB-
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JICHHOE HapylleHHEeM ee WHHepBaluH. XapakTepHol mms cunapoma Dyxca
ABJIsIeTCS cBoeoOpasHast popMa KPOBOM3IHMSHUS B IIEPEIHIOI0 KaMepy Iocie ee
MYHKIMN — MOSIBJIEHHE 9epe3 HECKOJIBKO CEKyHJ TOHKOW HHUTOYKH KPOBH, HC-
XOJsIIel U3 yriia nepeaHeil kKaMepsl Ha CTOPOHE, MPOTUBOIOJIOKHON POKOIY;
oOpasyrormasicsi rudema 0OBITHO PaccachIBaeTCs B TCUCHHE HECKOJIBKUX YacCOB.
[IpennonararoT, 4TO pa3BUTHE HUTYATHIX KPOBOU3IMSHUHN CBS3aHO C Hapylle-
HHEM CHMIIATHYIECKOW MHHEPBAIMU CTEHOK COCYAOB PAmyXKH M IMIHAPHOTO
TeJa, MPOSABIIIOIUMCS B UX PACUIMPEHUN U MOBBIIIEHHON IPOHUIIAEMOCTH.

Bone3np Haumnaercst mpeumymiectBeHHo B 20-30-nmetHeM Bo3pacrte.
OTHojorua A0 CUX MOp HesicHa. ABTOp Mpearnojarai, 4To B BOSHUKHOBEHMU
CHHIIpOMa TIOBMHEH HEW3BECTHHIN TOKCHH, NEHCTBYIOMHN Ha IUIOA B yTpobe
Matepu. llo3mHee mpupaBanyM 3HAUYECHHE TYOCPKYIE3HOW M CHPIITUTHYECKON
nHpexuyu. OJHAKO THCTOJIOTWYECKHE HUCCIIEI0BAaHNS MHOTHX aBTOPOB HE BBI-
SBUJIM TPU3HAKOB BOCHaJeHUs. B HacTosimee BpeMs B maToreHe3e OONE3HU
OCHOBHOE 3HAa4yCHHE NPHIAIOT AUCOYHKIMN HEPBHOW CHCTEMBI, OCOOCHHO Ia-
TOJIOTUM CHUMIIATHYECKOW HHHEPBAIMH, YacTO OOYCIOBICHHOW HapyIICHHEM
Ppa3BUTHA CIIMHHOI'O MO3ra Ha YpPOBHEC HUJIMOCIHMHAJIBHOI'O LCHTPA U IOpa)Xe-
HHEM 3aJJHEro MeHHOro CUMIIaTHYECKOr0 HepBa.

Ha ocnoBanuu 3toro cunapom dykca paclieHUBAIOT KaK HEWpOBereTa-
TUBHBIN cuHApoM. Ilartonoruueckue M3MEHEHHs TKaHEW riasa, B TOM 4YHCIe
OCJIOJKHCHHAsA KaTapaKTa W BTOPUYHAsA TJIayKOoMa, SABJIAIOTCA PE3YyJIbTaTOM
HEWpOANCTPODHUIECKHUX MPOLIECCOB B IEPETHEM OTJIENIC COCYIUCTOTO TPAKTA.

[IpennonararoT JOMUHAHTHBIA THI HaCIIEJOBAHMS.

Onucan E. ®yke B 1905 .

Xamunepmana-Illtpaiippa—Ppancya cuHAPOM, OKYJIOMAHAUOYJI0-
dauuanbHblii cuHAPOM, AU3MOpP(dus MaHau0yJI00Kyd0(panuaaIbLHas. [ 1a3Hble
CUMNMOMbI. XapaKTEpPHBIMHU SIBIISIOTCS BPOXJICHHAasl KaTapakTa WM MHKPO-
¢dranpm. YacTo HaOMONAIOTCS pEIKHE PECHUIIBI U OPOBU, KOJTOOOMBI BEK, MUK-
POKOpHEa, IilaykoMa. BO3MOXKHBI I1TO3, OIYLIEHHBIE HAPY>KHBIE YIJIbl TJIa3HBIX
miesiel, Kocoraasue, rorybas okpacka CKJiep, MUKpOKOpHea HIIH KepaToriooyc,
TeTepPOXpPOMUS U aTpous pamykekK, aTpodus XOPHOHUIEH BOKPYT IHCKa 3pH-
TenpHOTO HepBa. [Topaxarorcs oba riasa.

Obwue nposenenus. Jlucuedanus ¢ TUMOTUIA3WEH HWKHEH YENIOCTH,
TOHKUM KJTIOBOBHHBIM HOCOM, BBICTYIAIOIIMMHU JJOOHBIMU ¥ TEMEHHBIMH OYT-
paMH CO3Jar0T BIEUATJIEHUE «IITUYbEro JIuua». bonpHble HU3KOTO pocTa. Bos-
MOXHBI MUKpouedanus, aedpopMalus MIEHHbIX MO3BOHKOB, CKOJHMO3, Y3Kas
rpyzaHas KIeTka. XapakTepHbl THIOTPUXO03, yUaCTKH alONelUy Ha TOJ0Be, 04a-
roBasi aTpo(usi KOXXH TOJIOBBI, aTpo(UuHas KPaCHOBATO-IIMAHOTHYHOTO I[BETA
Koka Hoca. Hepenko HabmomaroTcs 3yObl Y HOBOPOXKACHHBIX, HETPaBMIIEHBIN
pocT 3yOOB, THIOIUIA3WS SMAaJld, MUKPOCTOMHS, BBICOKOE apKOBHIHOE HEODO.
Oco0EeHHOCTH CTPOEHUS JIUIIEBOTO Yepena W 4acTo HaOJIOMA0IIeecs] CYyKEHHE
BEPXHHUX OBIXAaTCIIBHBIX l'IyTeI\/’I MOT'YT BBI3BIBATH 3aTPYAHCHHUEC JbIXaHUA H
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OOCTPYKTHBHOE amHO? BO BpeMs cHa. OTMEYarOTCsI THUIOTEHHTAIN3M, KPHII-
TOPXHU3M.

YMCTBEHHOE pa3BUTHE OOBIYHO HOPMAIBHOE, HO B OTACIBHBIX CITydasx
OTIMCHIBAIOT YMCTBEHHYIO OTCTAIOCTb.

My>XK4IHMHBI ¥ KEHIIUHBI CTPAJal0T OJHHAKOBO YaCTO.

Tun Hacneg0BaHUs ayTOCOMHO-PELIECCUBHBIH.

JuddepeHnnpoBaTh ¢ HUKHEUETIOCTHO-JIMLEBBIM TH30CTO30M, 3yOHOU
nuciasuet, cuaapomoM Cexkens—Onpu, nmporepueit.

CuH/IpOM BIIepBbIe ONMCaH (PpaHIly3cKuM JiepmaronoroM Aynpu B 1893 .
Bonee noxpoOHO 1 BBIAENEH B CaMOCTOSTENbHYIO GopMy B 1948 1. Hemenkum
odranemonoroM BunbreasMoM XaiepMaHOM U IIBEHIAPCKUM O(TaIbMOIIO-
rom Ulrpaiidom. benbruiickuii odpransmonor @pancya B 1958 r., a Tarxke
HeMeukue neauatpel O. Yaepux u @pemepu—/don B 1953 1. neranusuposanu
JAHHBIN CHHIPOM.

XajprpeHa CHHAPOM, aKyCTHKO-peTHHoLepe0e/UIsipHas AereHepanus.
Inasnvie cumnmomol. B paHHEM eTCTBE pa3BUBACTCS KaTapakTa U IMMTMEHTHAs
JIeTeHEepaIHs CETYATKH.

Obwue npossrenus. BpoxxaeHHas TITyxoTa, IPOTPECCUPYIOMIas aTaxus
MIPEUMYIIECTBEHHO MO3KEUKOBOT0 XapakTepa. IIpim OTOHEBpOIOrHYecKkoM HcC-
CJIEZIOBAaHUM BBIBISIIOT HapylleHWe (YHKIUM BeCTHOYJSIPHOTO armapara.
Hepenko Habmonaercst KupoCKoIHo3.

Hau6onbmiee uncio 3abonesanuii onucano B [Isenun.

Tun HacnegoBaHMUA ayTOCOMHO-PEIIECCHBHBIN.

Onucain mBeackuil Bpay Xanerpen B 1958 1.

YepBeHKH CHMHAPOM. [asuvie cumnmomsl. [loMyTHEHHE XpyCTalMKa,
OTCJIOWKA CEeTYATKH, MUOIIHSI, IeTeHepalisl CETYATKU, AECTPYKIHUS CTEKIOBU/I-
HOTO Tena.

Obwue npossnenus. Paciennenue BepxHero HEOa, TUMOILUIA3KS BEpXHEH
YyemrocTH. 3a0oseBaHue SIBIAETCS PAa3HOBHIHOCTBIO T'MAIOMAHO-PETHHAIBHON
nereHepanuu. [IposBiseTcs B 1eTckoM Bo3pacte. TedeHne 60Je3HN MEIJICHHO
MIPOTPECCHUPYIOIIEE C OTHOCUTENBHO OJIarONPHTHBIM IPOTHO30M.

Tun HacnegoBaHUA ayTOCOMHO-TOMUHAHTHBIH.

Omnmcan amepukaHCKuil reHeTHK SIpociaB YepBeHKa.

YepHorydosa—Jaepca—/lanioca CHHAPOM, AecMOIeHe3 HecoBep-
meHHbIi. [Ipeacrapnser coboit rpynmy 3a001eBaHid COSTUHUTEILHON TKaHHU,
MOPaKAIOMIUX KOXY, CYCTaBbI, COCYIbl U PA3IUYAIOUIMXCS MO KIMHUYECKOU
KapTUHE, TUITY HaclleJ0BaHUS M OMOXUMHUYECKOMY Ae(EKTY.

Inasnvie cumnmomul. JKTONUS XPYCTAIMKa, TOHKAsl U roiy0ast ckiepa,
TOHKasi poroBasi 000J7049Ka, KEPaTOKOHYC, XOPHOPETHHAIIbHbIE KPOBOUIINSHHUS
BCJIC/ICTBHE JIereHepanny MeMOpaHbl bpyxa M 371acTHYECKHX BOJIOKOH XOpHO-
UAANBHBIX M HWINApHBIX cocynoB. Jlaxe HeOOJbIINE TPaBMbl MOTYT NPUBECTH
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K pa3pbIBY POTOBHUIIBI U CKIIEPHI, OTCIIOWKE ceT4aToi obonoukn. Yacto HaOmrO-
JAfOTCSl TUIEPTENOPU3M, KOCOTJTA3He, AaHU30KOpHs. 3abojeBaHHE MOXKET
OCJIO)KHHUTBCSI TIAyKOMOH, MpPOMH(EpPHUPYIONMM pPETHHHTOM, JeTCHEpaIuei
JKEIITOTO IISITHA.

Obwue nposignenus. Bee THIBI 320051eBaHUsT XapaKTEpPU3YIOTCSl THUIIEP-
PacTSDKUMOCTBIO KOXKH, THIIEPIOABHKHOCTHIO CYCTaBOB, CIA0OCTBIO CBSI3OK,
JIETKOH PaHMMOCTBIO cocynoB. OTTSrMBasi KOXKy Iuieda, OOJIbHONW MOXKET MpH-
KPBITB €10 3aTBUIOK M TeMs. XapaKTepHO, YTO KOXKa JIETKO BO3BPAIIAETCS B HC-
XoJHOe nojoxeHue. OgHaKo MajelIire TpaBMbl MOTYT IIPUBECTH K pa3pbIBaM
U JaKe OTPBIBAM JIOCKYTOB KOXKH. PaHBI 3aXHMBaIOT IJIOXO, ¢ 00pa3oBaHHEM
TOHKHX, JIETKO PBYIIUXCS pyOI0B. B 00acTu cycTaBHBIX CTHOOB KOKa UCTOH-
YeHa, HAllOMHHAET HamupocHylo Oymary. [long xoxel B oOmacTsX IOaBICHUS
00pa3yIoTCsl MCEBAOOITYXOJH, MPEACTaBIAIONEe COO0OH HEKPOTU3UPOBAHHYIO
JKUPOBYIO KJIeT4aTKy. YacTo HalIIoaeTcsi BAPUKO3HOE PACIIMPEHHE BEH HIDKHUX
koHeuHocTel. [TaTonorndeckas cnabocTe U Upe3MepHas pacTsKUMOCTD Karcy-
JSIPHOTO ¥ COEIMHHUTENIbHOTKAHHOTO amlapara CyCTaBOB — «KaydyKOBBIEY,
«TyTTamepyueBble)» CO3JAI0T YCIOBHUS AJIS CTIOHTAHHBIX BBIBUXOB U MOJBBIBUXOB
CYCTaBOB C Tocieaylomeit nx aehopmaruei.

IlopaskeHne COCyAUCTON CHCTEMBI BBIPAXKaeTCS B PAa3BUTHH aHEBPU3M
A0pTHI ¥ MHOKECTBEHHBIX aHEBPHU3M MEJNKHX apTepuil. CIIOHTaHHBIE Pa3phIBBI
aHEeBPHU3M BeIyT K 0Opa30BaHMIO IeMaTOM B KOXKE, MBIIILAX, BHYTPEHHHUX Op-
raHax, SBJSIFOTCS] IPUYMHOMN MTPOQY3HBIX MOCICPOJOBBIX, KEIYJOYHBIX KPOBO-
TEYECHUM, KPOBOU3JIUSHUN B MO3T.

[Moutn y mosoBHHBI OONBHBIX HAOJIONAETCS MOPAXKEHHE BHYTPEHHHX
OpraHoOB B BHJIE TIOPOKOB CEPALA, CTEHO3a JIETOYHOI apTepuu, OPOHX03KTA30B,
TPBDKH AnadparMbl, TUBEPTUKYJIOB KUIIEYHHKA U MOUYEBOTO ITy3bIps. 3aboie-
BaHHUE IPOSBISIETCS C POXKACHHS WIM B PaHHEM JETCKOM Bo3pacte. boibmuH-
CTBO JIeTel PO’KAAeTCsl HEJOHOIICHHBIMU H3-3a NPEXICBPEMEHHOTO Pa3BUTHUS
TUIOJTHOTO I1y3bIps. Bosie3Hp amurcst BCo kM3Hb. JIeTanbHBIA HCXOJ HEPEAKO
00YCIIOBIIEH pa3pbIBaMH KPYITHBIX COCY/IOB MJIM KPOBOM3IIMSHUSIMH B KU3HEHHO
B)KHBIC OPTaHBI.

B ocHoBe 3a00seBaHuUS IEXKUT BPOXKACHHOE HAPYIICHUE PAa3BUTHS KOJ-
JareHOBBIX CTPYKTYp B PAa3HBIX OpraHax. TWn HacleJOBaHHs ayTOCOMHO-
JIOMUHAHTHBIH.

JuddepennnpoBars ¢ CHHAPOMOM pacciiabiIeHHON KOKH, CHHAPOMaMHU
Jlapcena, Jlobmeitna, Mapdana.

BriepBeie ommcan oredecTBeHHbIH yueHbIt A. UepHorybos B 1892 T.
Bonee monmpobno curmpom ommcad B 1901 1. qaTckuM JiepMaToaoroM DaBapaoM
Onepcom u B 1908 . dpaniry3ckum Bpadom JlaHinocom.

IIBapua—/xaMnensi CHHAPOM, MUOTOHHS XOHApPOAHCTpPodUYecKas.
Inasneie cumnmomoi. KopoTkast v y3Kast ri1azHasi 1eib, Osiedapocnasm, rumnep-
TPHUX03 BEK, HHTEPMHUTTHPYIOLINH NTO3, MUKPOKOpHEa, IOBEHWIIbHAS KaTapaKTa,
MHOIIHS BBICOKOW CTEIIEHH, HHOTAa MUKPO(DTAIbM.
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Obwue nposasnenus. Huzkuii poct, MHOXKXECTBEHHBIE CKEJIETHBIE edop-
MalnH, XapaKTepHOE JIUIIO: ¢ MAIEHHKUM PTOM U HOAOOPOAKOM H IEeYaIbHBIM
BEIpaKeHHEM. B mepBble /1Ba rosa KHU3HU MOSBISCTCS MUTOHHS; HHOTa OTMeE-
JaeTcs UCTUHHAS THNEPTPO(Us MBI WIIN THUITOIIIA3HS M aTPO(US MBIIIEYHBIX
BOJIOKOH. MHOTOHHYECKHE PEaKIIMU NPOBOLMPYIOTCS 3MOLMOHATIBHBIM HAIps-
XKEHHEM U HE 3aBHCAT OT OXJIAXKICHUS M YPOBHS KaJUs B CBIBOPOTKE KPOBH.
YacTo oTMeYaroTCss HU3KUI ypOBEHb POCTa BOJIOC HE IIee, HU3KO PacIO0oKeHHbIE
yIIY, TaXOBbIE U IMYNOYHbIE TPBLKU, THIOIUIA3USA TOPTAHU CO CTPUAOPO3HBIM
JbIXaHWEM, TUIIOIUIa3Hsl SIMYeK, C1a0oCTh CHUHKTEPOB C MEPUOIUIECKUM He-
JiepKaHUEeM MOYU U Kaja, PUTHIHOCTh CYCTaBOB. VIHTEIIEKT COXpaHEeH.

HaGmonaercst npeMMyIIeCTBEHHO Y JIMI, POAMBIINXCS C Maccoil Tena
HI)KE HOPMBIL.

I'mcronornyeckoe ¥ THCTOXMMHYECKOE NCCIIEOBAHNE BEISIBIIIOT aTPOQHIO,
¢$ubpo3, HHYUIBTPALHIO KUPa U N30BITOYHOE HAKOIUICHHE TIIMKOTCHA B MBIIIIIAX.

Tun HaciexoBaHUS ayTOCOMHO-PEIIECCHBHBIH.

JuddepeHnupoBaTh C apTPOrpUIIO30M, BPOKACHHOW MHOTOHHYECKOH
muctpodueit, cuaapoMoM CeKKens.

Onucanu amepuxanckue Bpauu Ockap [Bapn u P. xamnen B 1962 r.

lédpepa cuuapom. [asnvie cumnmomvi. OOYCIOBICHBI pPa3BHUBAIO-
LIEHCS KaTapaKTOH.

Obwue nposisnenus. KeparonepMusi, THISPTHIPO3, PACCESIHHBINA (HOILITH-
KYJApHBII KepaTo3 ¢ yyacTKaMH TOYCUHOH aloTeIuH.

Omnucan Hemenkwuit gepmaroiior E. [édep.

Snaccona—J/IeBaHAOBCKOr0 CHMHAPOM, MOJHMKEPATO3 BPOKIECHHBI.
Inasnvie cumnmomeoi. Katapaxra, tucTpodus poroBHIbl, KEPATHT, YaCTUYHAS
aTpo(ust 3pUTEILHBIX HEPBOB.

Obwue npossnenus. Ilporpeccupyrolnee yToNEHHE HOTTEH W UX He-
oObryHas ¢opma B Buae Korre. MHorna HabmromaeTcsl TUIOIIA3HS B OTCYT-
ctBue Horreil. YacTo OTMeHaroTCsl MapOHWXWH, JIAJOHHBIH ¥ II0JIOUIBEHHBIN
THIIEPKEePaTo3, HEPEIKO OCIOXKHAIOMIMNICS MOSABICHHEM OyIJUIe3HBIX Iy3bIpei,
(bOJMMKYISPHBIA KepaTro3 B 00NACTH JIOKTEBBIX M KOJICHHBIX CYCTaBOB, IOJI-
MBIIIIEYHBIX BMNAJWHAX, B OOJIACTM TE€HUTAJINH, THIEPrUApO3, CKIOHHOCTH
Kk abciieccaM MOTOBBIX KeJie3, Auctpodus Bosoc. Kak npaBuio, uMeroTcs neii-
KOIUTAKHUS S3bIKa, CIM3UCTON 000I0YKH MOJIOCTH PTa, HOCOBBIX XOJ0B, YTOJIKOB
pta, roprann. OTMeYaloTCsl paHHEe Mpope3bIBaHNe 3y0OB, THIOIIIA3HS YMAIIH,
paHHMI Kapuec W BbIageHne 3y0oB. boibHble 0OBIYHO YMCTBEHHO OTCTAJbIE.
3aboeBaHne HAUNHACTCS C POXKCHUS WIH B PaHHEM JETCTBE.

Yarne 00JI€I0T MY>KYHHBI.

Tun Hacie1oBaHUs 2y TOCOMHO-IOMUHAHTHBIM.

Huddepenumposars ¢ cuaapomamu L1Epepa, Linnccepa—Koyna—nrmena.

Onucanu B 1906 r. Hemenkue aepmaTosioru Snaccon u JleBanaoBckuil.
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SIkoOcoHa cuHAPOM. XapaKTepHU3yeTcs OOIIUPHBIM METKOKICTOYHBIM
MOMYTHEHHEM CTEKJIOBHIHOTO TeJa IMOYTH MPaBHIBHOH mapooOpa3Hoi (GopME,
JIOKJIM3YIOLMMCS Tepe]] LEeHTPaJIbHOM 30HOM CeT4YaTKH, U MOJHOW mpo3pad-
HOCTBIO TIEpU(EPUIECKUX OT/IENIOB CTEKIOBUIHOTO TENA.

Bo3MmoXxeH oTek ceTyaTKH B 3afHEM HOJoce, epudepus rinazHoro qHa
0e3 marosornuecknx m3MeHeHni. OcTpoTa 3peHnsi cHikeHa. CHHIPOM SBIIS-
eTcsl OJHOM M3 (hOPM MOpaKEHHS 33JHETO OT/esa IIa3Horo A0J10Ka Ipy IpHOO-
peTeHHOM cuduIUCe.

Onucan SIko6con B 1859 .
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