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BBenenue.

HacnenctBennsie AUCTpOPUN CETUATKH — I€HETHUECKH TeTepOreHHas TpyIina
3a00JIeBaHM, Pa3BUBAIOIINXCA B OCHOBHOM B JIETCKOM BO3pacTe: cpasy Mmocie
POXICHUS WJIH B TIEPBBIC MECSIIBI KU3HU. OHU MOTYT OBITHh N30 IMPOBAHHBIMU UJIH
CBSI3aHHBIMH C JIPYTUMHU CUCTEMHBIMU 3a00JIeBaHUSIMU. BOJTBITMHCTBO nUCTpOduil —
nporpeccupyouye 00ae3HH.

[TurmenTHas AereHepaius ceT4aTku (MMIMEHTHBIN PETUHUT, TMTMEHTHAs: AUCTPOduUst
ceTyarku, abuoTpo(dus ceTyaTku MUTMEHTHAs) — MEepPBUYHAS JereHepalus CeTYaTku
IpyMIbl HACTIEACTBEHHBIX TalleTOPETUHAIBHBIX AUCTpoduii. [[BycTopoHHEe
3a0osieBaHre, OOBIYHO HAYMHAETCS B IETCKOM BO3PACTE, HOCUT HACJIE/ICTBEHHbBIN
Xapakrep.

ITHOJIOTHSA M MATOTE€HE3.

3a0oneBaHue HOCUT HACJIEACTBEHHBIN XapakTep. Tull Hacleq0BaHNs JOMUHAHTHBIH,
PELECCUBHBIN U CLEIJICHHBIN C TTOJIOM.

B marorenese uMerOT 3HaUCHUE U3MEHEHHS TUTMEHTHOTO SIIUTEINS CETYaTKU B CJI0€
Najouek M Kojioouek, mpoiudepanus MK U YTONIIEHUE CTEHOK PETUHAIBHBIX
COCY/IOB 3a CUET Pa3BUTHS aIBEHTUIMA. BHaYane n3MEHEHU 3aXBaThIBAIOT
HEUPOSNUTENNNA, MPUYEM MIPEK]I€ BCET0 UCUYE3AI0T MaJ0YKH, a B TAJIEKO 3allIe/IIIeH
cTaauu U Konbodku. B pe3ynbprare 3TOro Hapy>kHasi CTEKJIOBHIHAS TIJIaCTHHKA
CETUATKHU COMPUKACAETCS HEMOCPEICTBEHHO C MUTMEHTHBIM SIUTEIINEM, KOTOPBIN
MOCTENEHHO 3aMENIAETCS TTIMO3HBIMU KJIETKAMU U BOJIOKHAMU. B Ipyrux ydacTtkax
MMATMEHTHBIN SMUTEINNA CTAHOBUTCS JIBYX WJIM TPEXCIOUHBIM. I3MeHsieTCs Takxke
pacnpeesieHue MUTMEHTA BHYTPHU KJIETOK, U3 OJTHUX KJIETOK OH UCYE3AET, B IPYTUX
HAKAIJTUBAETCS B OOJIBIIIOM KOJIMYECTBE. DTOT MPOIIECC 3aXBATHIBAET
nepudeprudecKre 1 IEHTPATBHBIC OT/IEIBI IJIA3HOTO JTHA.

Knaccudpuxanus.
[To MexaHM3My HacJeI0BaHUs F€HETUYECKOTO HapyIleHUs 3a001eBaHue ObIBAET:

e C ayTOCOMHO-JOMHHAHTHBIM ITyT€M HacieaoBaHus. JlaHHBIN BapUaHT
naronoruu coctasiseT 70-90% ot Bcex ciaydaeB 3a007€BaHUS U CUUTAETCS
Hanbosee pacnpocTpaHeHHBIM. B kauecTBe npu4nH 3TON (HOPMbI MUTMEHTHOMN
abuotpoduu HazpBatoT myTaruu reHoB PRPH2 (6 xpomocoma), IMPDHI u
RP9 (7 xpomocoma), RP1 (8 xpomocoma), a Takke IUPOKOTO psiia APYrUX.
JIj1g Bcex U3BECTHBIX T€HOB XapaKTepHa OfHA JETallb — OHM KOJUPYIOT O€JKH,
KOTOpBIE 3aHATHI B IPOILIECCE META00IM3MA TUTMEHTHOTO SIUTENHSI.
CoOCTBEHHO, TOATOMY UX CTPYKTYpPHBIE H3MEHEHHUS IPUBOIAT K Pa3INYHbIM
pacctpoiicTBaM 3peHusi. [IMrMeHTHBINA PETUHUT C AyTOCOMHO-IOMMHAHTHBIM



MyTeM HacJIeJJOBaHUs, AaKe MpU OOJBILIOIN €ro BCTPEeYaeMOCTH,
COTIPOBOXK/IAETCS MEHEE BHIPAXKEHHBIMH HAPYIICHUSIMH 3PUTENbHBIX (PYHKIIUH
Y MEJIEHHBIM IIporpeccoM. [103ToMy, pu ageKBaTHO BBICTPOEHHOM

NOJICP KUBAIOIIEH TEparuu 3a00IeBaHMsl, TOBOJIHHO YaCcTO YAAETCS
3HAYUTEIHHO OTCPOUYUTH HACTYIIJICHUE CICTOTHI UJIH J1aXe n30exars ee.

C ayTOoCOMHO-peLIeCCUBHBIM IIyTeM HaciyiefoBanus. JlanHas popma
3a00JI€BaHUS CUUTAETCS I0CTATOUYHO PEAKOM U arpeccuBHOM. IIposBnenus ee
BO3HHKAIOT JJOBOJIBHO PAaHO, B MOJIOZIOM MJIM J1a’K€ JETCKOM BO3pacTe, a
TEUEHUE ObIBAET CTOJIb OBICTPBIM, UTO MOJIHAS CJIENIOTA HACTYIAET elle A0
JOCTH>KEHHSI UETIOBEKOM BO3pacTa B3pocieHus. [I[puunHoi ayToCcoOMHO-
PELECCUBHOIO MMIMEHTHOTO PETUHUTA Ha3bIBalOT MyTauuu B reHax CRBI1 (1
xpomocoma) u SPATA7 (14 xpomocoma). BmMecte ¢ TeMm, cymiecTBytoT Oosee
penkue Gopmbl 3a001€BaHNS, BO3ZHUKAONIKE Ha (POHE AePEKTOB IPYTUX T'€HOB.
AyTocoMHO-perieccuBHbIE (hOPMBI 3a00JI€BaHNs, TIOKA OCTAIOTCS C
HEJA0CTATOYHO U3yYEHHBIM NaToreHe3oM. OJTHaKo MO MMEIOIIHUMCS
PEAIOI0KEHUSIM, KOJUPYEMbIE BbIILICYKa3aHHBIMU T'€HaMU O€JIKH,
IPUHHUMAIOT YYacCTHE B MPOLIECCE SMOPUOHAIIBHOTO PAa3BUTHS OpraHa 3peHus
4eJIOBEKa.

C X-cuemnyeHHbIM ITyTEM Hacle0BaHMs. JTa reHeTnyeckas popma
3a00s1€BaHNs MPU3HAETCS CIEHMAINCTAMU OJTHOM U3 CaMbIX TshKeNbIX. Kak
IpaBUII0, OHAa BO3HUKAeET mpH aedekrax reHoB RP2 u RPGR umeronmx
pELIeCCUBHBIN MyTh HACIEAOBAHUA. DTUM 00YCIOBIECHO MOPAXKEHUE TAKOTO
Tuna Gopmoii 3a00JeBaHU UCKIIOUYUTEIBHO MATBUMKOB, Y KOTOPBIX
OTCYTCTBYET FOMOJIOTMYHasA X-XxpoMocoMma. Ha3BaHHBIE BbILLIE T€HbI
3aJIeiCTBOBAHBI B IIPOLIECCE KOAUPOBAHUS OEJIKOB-(EPMEHTOB, AKTUBHO
Y4YacCTBYIOILMX B IpoLiecce MeTaboaM3Ma CETUaTKU I1a3a. B ¢Bs3M ¢ 3TuM, UX
ne(eKT IPUBOANUT K BBIPAKEHHBIM KIIMHUYECKUM MPOSIBICHUSAM 3a00J1€BaHUS.

C myrtanusmu mutoxonapuansHoi [IHK. Jlannas dopma murmMeHTHOTO
pPETUHUTA OYEHB pelKa. 3a00IeBaHUE HACIIEAYETCS] UCKIOYUTEIBHO M0 JUHUU
MaTepHU U NepenaeTcsl IOTOMCTBY TOJIBKO OT Marepu. [logsepraromuecs
MyTallM y4yacTKu MutoxoHapuanbHou JJHK, Bpauam-reneTrikam npu 1aHHOU
(bopMe MUTMEHTHOTO PETUHUTA, IOKA BBISIBUTH HE YIACTCSl.

Paznuuarot 4 cragum 3a6oneBanus (o JI. A. Kannenscony, 1973):

craaus I — octpota 3penus 0,5-0,9, none 3penus cyxkeno 1o 40°,
AIIEKTPOPETUHOTPAMMa PE3KO CHUXKEHA, TeMepasionus;

cranus Il - octpora 3penus 0,4-0,5, none 3penus cyxeno a0 20 — 40°or
IIEHTPA, ICKTPOPETUHOTPAMMA OTCYTCTBYET WU €€ aMIUTUTY/IbI PE3KO
CHUKXCHBI, TeMEPaJIOTHS;

cranus III — octpora 3penus 0,1-0,3, mone 3penus cyxeno 1o 10 — 20°,
AIIEKTPOPETUHOTPAaMMa OTCYTCTBYET, HAPYIIEHO LIBETOBOE 3peHue, arpodus
3pUTETBLHOTO HEPBA;



* craaus [V — octpora 3penust menee 0,1, none 3pennst menee 10°,
AIIEKTPOPETHHOTPAMMa OTCYTCTBYET, HAPYIIIEHO IIBETOBOE 3peHUe, aTpodus
3pUTEIHLHOTO HEPBA, aTPO(Us XOPUOKATMILIIPHOTO CIIOS.

Atunuusbie (GOpMbl TUTMEHTHON JIET€Hepallii CeTYaTKu:

1. TlurmeHTHas nereHepalys CeTYaTku 0e3 MUrMEHTa — MepBUYHAs AUCTPOdUs
CeTYaTKu U3 IPYyNIIbl TAETOPETUHANIbHBIX JiereHepanuid. [Ipu atoit hopme
0oOHapy>KuBaerOTCs aTpoUu JUCKOB 3PUTEIHHOIO HEPBA, CYKEHHE COCYIOB
CETUYaTKH, FTeMepajonus U XapakTepHble U3MEHEHUS OIS 3PEHUSI, HO
MUTMEHTHBIX OTJI0KEHUM Ha MIa3HOM JHE HET, aMIUIUTY/a BOJIH
AIIEKTPOPETUHOTPAMMBbI CHUKEHA.

2. OgHOCTOPOHHSISI MUTMEHTHAS IETEHEPalUs CETYaTKU — OYE€Hb PeaKas
Pa3HOBUIHOCTH MUTMEHTHOU abnotpodun. Kmmanyeckast kapTuHa
MOPAXKEHHOTO I1a3a Takas ke, KaK 1 IpH JIBYyCTOPOHHEN TUTMEHTHON
nerenepanuei ceryarku. Ha BTopoM a3y 3a0ojieBaHre HEPEIKO IPOTEKAET B
OUYCHbB JIETKON CyOKIIMHUYECKOH (hopme.

*  OTHOCUTENHHO 100POKAYECTBEHHOE 3a00JIEBAHMUE.

*  DTHOJOrUs PacCTPOKCTBA OCTAETCS HEU3BECTHOM.

e Henp3s abCOMOTHO UCKITFOUNTH OTHOCTOPOHHUYN MTUTMEHTHBINA PETHHHT,
OJTHAKO MOAOOHBIN TMarH03 MajloBEpPOsITEH, BCTpeyaeTcst KpaiHe penko. [lpu
TUMIMYHOM OofiHOcTOpoHHEeM [1P nmopakeHue npaBoro riasza He HaOIHOAETCS.

* [T'eHeTnueckuii aHAIU3.

e Jluaraos ogaHoctoponnero [P MoxeT ObITh OCTABJICH TOJIBKO TIOCIIE
JUTMTEIILHOTO Tieproaa HaOmoneHus (>5 1eT) u uCKIodeHus: (eHOKOTHI 1
no3AHel MaHu(ecTalul Ha IAPHOM IJ1a3y.

3. CexTopanbHbId MUTMEHTHBIN PETUHUT.
XapakTepusyeTcsl TUIMYHBIMU KJIMHUYeCKUMU npu3zHakamu [P, orpannyennsivu 1
WIN 2 KBaJpaHTaMU [JIA3HOTO JIHA.
Nmeet Oonee O1aronpusTHIA IPOrHO3, [0 CPABHEHUIO C THIIMYHBIMU (hOpPMaMU.
MakcuMalIbHO KOPPUTHPOBAaHHASL OCTPOTA 3peHus 82% NMauueHTOB COXPAHIETCs Ha
ypoBHe > 0,5.
Hwuxunil 1 HocoBo# cexTop Hanboee yacTas JOKalu3alus NaToJI0TrHYeCKOro
npolecca, COXpaHss XOpollee HEHTPAIbHOE M0JE 3PEHUS.

4. JlereHepanus ceTyaTku ToueuHas Oenas. XapakTepusyercs 00Opa3oBaHUEM Ha
IJIa3HOM JHE, 33 UCKJIIOYCHHUEM IIEHTPAJIbHBIX €T0 OT/AEJI0B, MHOTOYUCIECHHBIX, B
OOJIBIIMHCTBE CIIy4YaeB MEJIKUX, pexe 0osee KPYMHBIX OeJIbIX KPYTIIBIX Pe3KOo
OTpaHUYEHHBIX OYaXKKOB. 3ab0sieBaHNE UMEET J1BE POPMBI — CTAIIMOHAPHYIO U
nporpeccupytoutyto. Ilo nporpeccupytoiieit hopme cocynbl ceT4aTKH MOCTENEHHO
CTAHOBSITCS Y3KMMH, pa3BUBAETCS aTpousi 3pUTEIBHOTO HEPBA, TOSBIAIOTCA



OTJIOXKEHHUSI MUTMEHTA. B 3TuX ciydasx Haps1y ¢ FeMEpaJIONUEN PE3KO CYKAETCA
TI0JIE 3PEHUSI U CHUKAETCS OCTPOTA 3PEHUSL.

5. IlurmMeHTHAsA IereHepanys CeTYaTKU HEHTpalIbHAsl. XapaKTePU3yeTCs
FEMEPAIONUEN, PA3BUTUEM MMAPANEHTPAIBHON U LIEHTPAIBHON CKOTOM, HATUYUEM
MEJIKMX TIIBIOOK MUTMEHTA B MAKYJISIPHON M NTapaMakyIsipHOU 00JIacTH.

6. [lurmenTHas AereHepanus ceTyarku napaBeHosHas. [Ipu atoit popme o xomy
KPYIIHBIX BEH CETYATKU ONPEAEISAIOTCS BhIpaXKEHHAs! JSMIUTMEHTAIUS, CKIIEPO3
COCYIOB XOPHUOHIEU U OTJIIOKEHHUS MUTMEHTA. B anpHeemM nosBiasitoTCs
OecropsI0YHO PACIIONIOKEHHBIE TIIBIOKU MUTMEHTA TUIA «KOCTHBIX TEIeI).
Yxynmaercs 3puTenbHas GYHKIUS, CHIDKASTCS aMIUTHTY A BOJIH
AIIEKTPOPETUHOTPAMMBI.

Kinnuyeckas kapTuHa.

XapakTepusyeTcss TpUag0u CUMIITOMOB:
* TUNWYHBIMHU IUTMEHTHBIMU O4araMu («KOCTHBIMU TEJIbLAMW) HA CPEIHEH
neprdepun MIa3HOro J1Ha U 110 X0y BEHYN);
* BOCKOBMJHOM OnenHocThio JI3H, B OTAEIBHBIX Cllydasx ¢ NepUNanuUISIPHBIM
[JIM030M;
* arpodueil peTUHAIBHOTO MUTMEHTHOTO SMUTENHS C OCJIBIMU MSITHAMU Ha
YPOBHE CJI0sl IMTMEHTHOTO IUTEINS, Cy’)KEHUEM apTEPUOIL.

VY OOJBHBIX MUTMEHTHOM JIETeHEpalMeil CeTYaTK CO BPEMEHEM MOTYT pa3BUBAThCS
NUTMEHTHBIC U3MEHEHHS B MAKYJIIPHON OOJIaCTH B CBSI3U C JIETeHEepaIUei
¢doTtopernentopoB. BoBieueHne MaKyJibl COITPOBOMKIAETCS CHUKECHUEM OCTPOTHI
3peHMsl, 33]JHCH OTCIONKON CTEKJIOBHIHOTO Tejla ¢ OTIOKEHHEM B HEM MTUTMEHTA.
B03MO)XHO BO3HUKHOBCHHE MaKyJIIPHOTO OTeKa, 00YCIIOBICHHOTO IPOHUKHOBESHHEM
KUJIKOCTH M3 XOPUOHJIEH Yepe3 MUTMEHTHBIIM SITUTEIINH, a 10 Mepe Pa3BUTHS
npoliecca — MPepeTUHAILHOTO MaKyJIsipHOTO (hrbpo3a.

Xopuoues T0JITO 0CTACTCS MHTAKTHOW W BOBJICKAETCS B MPOIIECC TOJIBKO HA TO3THUX
CTaausX 3a00JICBaHUS.

PannuM nipu3HaKoM 3a00s1eBaHUs, €IIe J0 OOHAPYKCHHSI H3MEHEHHI Ha TJIA3HOM JIHE,
SIBJSICTCS PE3KOE CHIKCHHUE aMILTUTY/IbI BOJIH 2JIEKTPOPETUHOTPAMMBI.

BonpHbBIE OYEHB YACTO KaTYIOTCA Ha 3HAUUTENIBHOE YXYALICHUE 3pDEHNS B CyMEpKax, B
TEMHOTE, B YCIOBHUSIX MOHMKEHHOM OCBeIIeHHOCTU. [ emepanonus (KypuHast clenora)
IIPpY IaHHOM 3a00JIEBaHUM HE MCYe3aeT NP MpUeMe BUTaMuHa A, Kak rpu A-
TMIIOBUTAMUHO3€, TaK KaK B OCHOBE €€ JIEXKaT AECTPYKTUBHbIE N3MECHEHUS
HEUPOSMUTENNS CETYATKH.



[{enTpanbHOE 3pEHUE MOXKET JUIUTEIBHO COXPAHATCS YIOBIETBOPUTEIbHBIM. B mose
3peHus — XapaKTepHas KOIbIeBUHAs ckoToMma. [locTenenHo mose 3peHus Bce Oosee
KOHIICHTPUUYECKHU CYXKAETCS, CTAHOBUTCS TPYOUaThIM, YTO JUIIACT OOJILHOTO
BO3MOXXHOCTH OPUEHTUPOBATHCS B POCTPAHCTBE.

Pe3koe cyxeHue mons 3peHus U CHUKEHUE OCTPOTHI 3pEHUSI HACTYNAIOT NOCTENEHHO
1 ocoOeHHO BrIpaxkeHsbl nociue 30 set. [Ipu nopaxkeHuu MakyasipHOM 00acTh THOHYT
KOJIOOYKHU ceTyaTku. B 3TuX ciydasx ocTpoTa 3peHus pe3ko cHuxkaercs. [Ipouecc
HEPEIKO COIMPOBOXKIAAETCS KaTAPAKTOM, BTOPUYHOU MIAYKOMOM, OTCIIOMKOM CETYATKH.
3aboneBaHne HEYKJIOHHO MPOTPECCUPYET U HEPEIKO 3aKAHUUBAETCS CJICTIOTOM.

JluarHocruka.

OCHOBHBIE TyHKTHI TUATHOCTUKH:
* JKanoOwI + aHaMHE3;
e OctpoTa 3peHusi, IBETOBOCTIPUITHE, TTOJIC 3pCHUS,
* OKT, ayrodmroopecuenius (AD), OPT;
*  OCMOTD;
* oO1miee cOCTOSIHUE 370POBbS;
* [TeHeTnuecKuii aHAIU3.

AHaMmHe3:
BakHA UH(OpMaLKs 0 cayyasx 3a00JieBaHUs y POJCTBEHHUKOB, TaK Kak 3a00JieBaHue
UMEET HaCJIeICTBEHHBIN XapaKTep.

[{BeToBOCTIpUSTHE:

1. INonmuxpomaruueckue Tabnuipl Padbkuna E.b.;

2. Tect Nmmxapa;

3.Tect Xapau-Psuna-Puttiepa.

OTcyTCcTBHUE IIBETOBOCHPUSITHS OyAET TOBOPUTH O TOM, YTO B MPOIECC BOBICKAIOTCS
KOJIOOYKH.

HNHcTpyMeHTalIbHbIE UCCIIEIOBAHUS:

[Tpu nepumerpuu Ha cpenueii nepudepun (30-50°) 3aMeTHBI TTOJTHBIE M HETIOTHBIC
KOJIbIIEBBIE CKOTOMBI, IIPU MPOTPECCUPOBAHUH 3a00JI€BaHNS PACILIUPSIOIINECS K
nepudepun u HeHTpy. B mo3nHel craanu nosue 3peHnus KOHIIEHTPUUECKHU CYKAeTCs
1o 10°, coxpaHsieTcs JUIIb HEHTPAIBHO MoJie 3peHus (TpyOduaroe, Uiu TYHHENbHOE,
3pEHHUE).

OTCyTCTBUE WM PE3KOE CHUKEHUE aMIUIUTY]Ibl KOMITIOHEHTOB O0IIei
anekTpoperurorpadun (OPI") — maTorHOMOHUYHBIN MTPU3HAK TUTMEHTHON
nereHepauuu cerdarku. JlokaneHass OPI' nonro ocraercs HOpManbHOM, @ UBMEHEHUS
HACTYMAIOT MPU BOBJICUYCHUHU B MATOJOTUUECKUHN MPOLIECC KOJIOOUKOBOM CUCTEMBI
MaKyJIIpHOM 00siacTu. Y HOCHUTENe! MaToJI0rnYeCKOT0 reHa OTMEYAIOT



penytmpoBaaHyo OPI" u ynmuHenue marentHoro nepuona b-somusl DPI, HecmoTps
HA HOPMAJIbHYIO OPTATHFMOCKOIIMYECKYI0 KaPTHHY TJ1a3HOTO JTHA.

[Ipu nccnenoBaHMy TEMHOBOM afanTaluy OTMEYAOT YBEITUYEHUE MTaIOUKOBOTO
rnopora.

Pannsisa droopecuenus npu aHruorpaduu mo3BoJsIeT 0OHAPYKUTH 1e(PEKTHI B
CTOPOHE OT MaKYyJIbl, CBSI3aHHbIE C aTpoQuell MUTMEHTHOTO SIUTEINS; KUCTO3HBIC
M3MEHEHUS C HEPOBHOM MOBEPXHOCTHIO U KUCTO3HBINA MAKYJISAPHBIN OTEK.

JlaboparopHble UCCIIEI0BAHUSA:

['mcTonornyecku Npu MUrMEHTHOM PETUHUTE OOHAPYKUBAIOT TUCTPOPUUECKUE
W3MEHEHHMS B OOJIbIIEH CTENEHU HapYKHBIX CETMEHTOB (POTOPELIENITOPOB, aTPOoPUI0 U
rUnepTporio MUTMEHTHOTO SIUTENHNS, €r0 CILUTIOUMBAaHUE U Jie30praHu3anuio. B
KJIETKaX BBISBIISIOT YBEIMUYCHNUE WM YMEHBIIICHUE KOJIMYECTBA TUTIO(YCIIMHA,
MeNaHuHa U garocoM. B ceTdarke HaOMIOOAIOT MUTPALMIO TUTMEHTA B BUJIE
MEJIAaHUHOBBIX TPAHYII.

JubdepeHnnanbHy0 JUArHOCTUKY MPOBOJIAT C TICEBAOMMUTMEHTHBIM PETUHHUTOM,
MPUYUHON KOTOPOTO MOTYT ObITh MHGEKINU (KpacHyXa, CUDHINC);
WHTOKCUKAIMSIMU, BBI3BAHHBIMU IPUEMOM JIEKAPCTBEHHBIX MPENapaToB
(XJIOpOXMHOM, MPOU3BOAHBIMU (DEHOTHAZMHA U JIP.); TPABMaMU; IPYTUMHU
HACJIEJICTBEHHBIMH WJIM MPUOOPETEHHBIMU 3a00JIeBaHUsIMHU (reorpaduieckoit
arpoduelt, peTUKYIIpHOHN JereHepalruei, capkonao3om, oonesnbto dorra-KosHaru-
Xapaza, BpokJIeHHbIM aMaBpo3oM Jlebepa u ap.).

Jleuenue.

[TaToreHeTn4eckn 0O0CHOBAHHOTO JICUCHUSI TUTMEHTHOM JIETC€HEPAIUN CETYATKU HET,
YTO CBS3aHO C HACIIEACTBEHHOW MPUPOOH 3a00IeBaHUS.

[IpumMensieTcs iedeHue Uil 3aJIePAKKU pa3BUTHS ATOJIOTUUECKOTO Mpoliecca,
KOTOPO€ JOJIKHO OBITh CUCTEMATUYECKUM U JJTUTEIbHBIM.

[TpuMenstOT:

*  COCYIOpacCUIUPSIIOIINE CPECTBA: BHYTPh — KCAaHTUHOJIA HUKOTHUHAT
(Kommumuta) mo 0,15 r 2-3 paza B aens nocie east (200-300 TabneTok Ha
Kypc), Hurekcus no 0,25t 1-2 pa3a B 1eHb B TeueHHe 1-2 Mecsaues, raauiop 1no
0,05-0,1 r 1-2 pa3a B ieHb B T€UEHUE 2-3 HEAECIb

* Komnunekcsl BuTamMuHoB: I'epuonTui o 1 karncyne 3-4 pa3a B A€Hb B TeUEHUE 6
Henenb, Judpapens-100 o 1-2 tabnerku 3 pasza B AeHb, TpucoabBUT no 10mi
(1 ammyna) B 1eHb, pa30aBiisia €ro BOAOH, B 2 MpueMa — yTPOM U BEYE€pOM, B
teunue 20 qHel (Kypchl HOBTOPSTH)

* BuyTtpumsieuno — 2,5% pactBop ['anugopa no 1-2 mu, 1% pactBop
HUKOTUHOBOM KHCIOTHI 0 1 M (15 nabekuuii Ha kypc); Butamunsl B1, B2,
B6, B12, 1% pactBop pnbodaaBuH-MOHOHYKIEOTHAA IO 1 MJT.



* [loakoXkHO — OMOTEHHBIE CTUMYIISITOPBI: SKCTPAKT ajl0d KUIKHUH TS
nabeKIH, OPubC 11 HHBEKIHIA.

K maroreHeTnyeckuM HarpaBJICHHBIM METOAAM JICUCHUSI TIUTMEHTHOW JereHepaun
CETYaTKH MOYKHO OTHECTHU IpuMeHeHue npenapara DHKA]JI, npeacrasnsronmi
co00it komIieke pubonykiIeoTua0B. JHKA ][ akTUBUpPYET CHUKEHHBIN ITPOIIeCcC
pecuHTe3a pOAOIICHHA, TOPMO3UT PA3BUTHE TUCTPOPHUUECKOTrO Mpoliecca, OKa3bIBaeT
BBIPAKEHHOE BJIMSHUE HA META0O0IUYECKUE MPOLIECCHI, YBEIUUUBAET KOADOUIIMEHT
yTHUIM3auu kucnoponaa. Beoasat BHyTpumsiiiedHo mo 150-200 mr (5-6 ma 3,5%
pacTBOpa) exeqHeBHO B TeueHue He MeHee 10 queit u ve 6onee 21 aus. CyTouHytO
J103Y JIEJAT Ha JIBa BBEICHHUS C IEPEPHIBOM 5-6 4acoB.

PekomMeH1yr0T KOMOMHUPOBAHHBII KypC JI€YEHNs, BKIFOYAIOIINUNA OTHOBPEMEHHOE
npumeHenne DHKAH/Ia u [lukamMunoHna Takxe B BUJE BHYTPUMBILIEYHBIX
uHbekuil. [lukamMunon ob1anaeT Ba30aKTUBHBIM JCHCTBHEM, YMEHbBIIIAET
CONPOTHUBIICHUE COCYI0B TOJIOBHOTO MO3Ta M YBEJIUYMBAECT KPOBOTOK B HUX,
O7aronpusiTHO BIUSET Ha PEOJIOIMUYECKUE CBOMCTBA KPOBU, OKa3bIBAET
AHTUTUIIOKCUYECKOE U aHTUOKCHJIAHTHOE JIeficTBHE, ObICTPO ITpoHuKaeT uepe3 ['Ob u
JUINTEJIHO YIEPKUBAETCA B TKaHAX OpraHu3ma, MasotrokcnueH. 10% pacteop
[InkamMuIIOHA BBOAST BHYTPUMBIIIEYHO 1O 2 MJI | pa3 B ICHb €KEJHEBHO B TCUCHUE
10 nueit.

Jlnia yaydIiieHds CyMepeuHoro 3peHust npuMeHsoT Mupresnene gopre
(ruapOCIUPTOBOM CyXOil SKCTPAKT YEPHUKH) IO 1 karicysne 3 pa3a B IeHb B TEUCHHE
Mmecsua u 0onee.

Jlji GMOCTUMYISIIUN TKAHU CETYATKH U YITYUIICHUS MUKPOLIMPKYIISIUH IJ1a3a
IPUMEHSIOT HU3KOAHEPreTUYeCKoe HH(paKpacHOe JTa3epHOE U3ITYUCHHE C JITMHOM
BOJHBI 1,3 MKM, Ha Kypc jedeHust 10 ceaHcoB.

24.10.22r 8 MHTK um.®@enopoBa caenanu nepyro onepauus B PO no iedyeHuro
[TurmeHTHOM aOUOTPOHHU CETUATKH.

Bceero B mupe caenano 130 takux onepanui.

[Ipenapar Ha3zwsiBaeTcs Luxturna.

JIykcTypHa COCTOUT U3 BUPYCA, KOTOPBIA CONEPKUT HOpMasibHbIe koK reHa RPE6S.
Korna JlykctypHa BBoauTCA B IM1a3, BUpycC nepeHocut red RPE6S B kieTku ceTyarku
¥ TIO3BOJISIET UM BBIPAOATHIBATh HEIOCTAIOIINKA (DEPMEHT.

CroumocTts npenapara 850000 gonnapos, okono 60MiH.py6aeil. BBoguth ero Hy»HO
B 00a 1asa.

BropuuHbIe 0C/I0KHEHUS.

* OcnoXHEHHas KaTapakra,
* KucTO3HBINM MaKyJIIpHBIN OTEK;



* Hapymenus BUTpeoMakyasipHOro uHTepdeiica.

Ecnu na OAHOM I71a3y €CTb OCJIOKHCHUC, BCPOATHOCTD IOPAKCHUS ITAPHOTO I71a3a
>70%.

OcnoXHEeHHas! KaTapakTa.

Karapakra siBnisieTcst BOKHOM BTOPUYHOM MPUUMHON YXYIIICHUS 3pEHUS TIPU
MUTMEHTHOM PETHUHUTE.

PacnpocTtpanennocts 23,4-53% cimyyaes.

Kak mpaBmiio AuarHoCTUpyeTCs Ha CPENHEH CTaIuu TeYCHHsI O0JIC3HU TIPH
OYEBUJIHBIX KIIMHUYECKUX CHMIITOMAX.

OCHOBHOW CHMIITOM — OJIUKH, OCOOCHHO TIPH SIPKOM CBETE.

HaubGonee pacnpocrpanennsiit Mopdonorudeckuii Turt: 3aansis (41-53%) u nepenusis
cyOKaricynsipHasi KaTapakTa, peke siaepHas KaTapakTa.

Cpenunuii Bo3pacT NOCTaHOBKHU auarHo3a +39,1 rox, k Bo3pacty 60 et — 80%.
[lepen oneparyeil mo yaaneHUIo KaTapakThl BA)KHO YUUTHIBATh TONIIUHY CETYATKH.

KucTo3HbII MaKyIsIpHBIA OTEK — YTOJIIEHUE CETYATKU U3-3a HAPYLICHUS
HOPMAJILHOTO reMaTOPETUHAIBHOTO Oaphepa.

Yamie BcTpevaeTcs py ayTOCOMHO-AOMUHAHTHOM THUIIE HACJIEOBAHUS.
PacnpocTpaneHHOCTh pU MUTMEHTHOM IeTeHepanu ceTyarku: ot 5,5% no 50%
ciyuaeB (73,7% nByCTOpOHHEE MOPaKEHUE).

Yame y MOJIOJIBIX TALIMEHTOB, HE CBA3aH C MOJIOM.

* B 99% cnyuaeB nokanu3aius BO BHyTPEHHEM SIIEPHOM CJIOE;
e 28% B HapYXKHOM $JIEPHOM\ILIEKCU(POPMHOM CIIOE;
* 7% B clo€ raHIIMO3HBIX KIIETOK.

Hapymenne BurpeoMakynsipHoro urepdeiica.

PacnpocTpaneHHOCTh IpH MUTMEHTHOM petuHute ot 0,6% 1o 64,3%.
e snupeTuHaNIBHas MeMOpana 80,5%;
* BUTpeoMakyJisipHas Tpakuus 13,6%:;
* MakyJsipHOE oTBepcTue 5,8%.
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3akJIoueHue.

e [IurMeHTHBIN PETUHUT caMas paCIIPOCTPAHCHHASI HACIEACTBEHHAS TUCTPO]Hs
CETYAaTKH.

e  OauHAKOBO YaCTO OOJICIOT MY>KYUHBI U )KCHIIIUHBI.

* Manudecranus oT paHHEro JIeTCKoro Bo3pacta a0 50-60 jer.

e IIpuBOIUT K MHBAJIUIHOCTH.

*  MoxeT ObITh U30JIMPOBAHHBIM COCTOSIHUEM M BXOAUTH B COCTaB CHHJIpOMA.

[TporHo3 HeOMAronpUsATHBIN — MNPOrPECCUBHOE YXYILIEHUE TIOJISl 3pEHUS,

YXYAIIECHHE OCTPOTHI 3PEHHUSI, CBI3aHHOE C BOBJICUYCHUEM B MATOJIOTMYESCKHIA TPOLIECC
MaKyJIsIpHOI 00JacTH.
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