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AnNbOMHU3M...uTO Xe aanbLue?
Bawwemy pebGEHKy nocTtaBneH guarHo3 «ansomHnamy». Yto genatb?

Kutb ganble.
OwnarHos ctaBut nepea Bamu MHOXeCTBO BONPOCOB:
* Y10 1 KaKk BUanT mon pebEHOK?
+ Kak 370 NnoBnuseT Ha ero mn3Hb ¥ XXN3Hb CEMbUN?
*» Kak HayunTb untatb 1 Nnucatb Npu cnabom 3peHmun?
* Kakyto paboTy OH CMOXET BbINONHATL B OyayLem?
* YHacnenyT fnx 370 COCTOsIHNE ero Aetun?
» Ecnu y meHs 6yayT ewle aetn — 6yayT nu oHu anbbruHocammn?
* Y10 MOXeT MeanumHa?
3TN 1 MHOTO APYrMX BOMPOCOB OTHbIHE C HAMW. .. K&XAbIA OEHb.

Bam HY>eH coeem? Y Bac ecmb
eornpochbl?
Bbl xomume rno2osopumab o6
anbL6uHU3Me?
Ecnu 0a — cespkumech C
Hamu!

KoHTaKTHaa uHpopmauus

YTto6bl y3HaTb Oorblle — NocCeTuTe canT

Ecnu Bbl He roBopuTe No-hpaHLLy3CKM UM XOTUTE CBA3ATbCA C €BPOMENCKON

ceTbto accoumauun «Albinism Europe» — KOHTaKTHOe NnLo:
Antoine Gliksohn (oTgen mexagyHapoaHbIX CBsi3en)
on.noyta: international@genespoir.org

Canrt: .
O

ALBINISM EUROPE

CopeprKaHue

MauuneHTckasn accoumnauus «XKeHacnyap» (Genespoir) n
ceTb eBponenckux accoumnaummn «Albinism Europe»

BBepeHue

Tvnbl anbOMHM3MA
deHoTUNDI

CvHgpomarnbHble TUNbI anbOVHN3MA
CwuHapom MepmaHckoro-lNyanaka
CwuHapom Yepunaka-Xuracu

FeHeTUYeCKMe NPUYUHBbI NAaTONOrNN

[eHbl anbOWHM3ME

Tunbl HACNEOOBAHUA
AyTOCOMHO-peLeccuBHOe HacneaoBaHne
X-cLuenneHHoe peLeccuBHOE HacnegoBaHue

ANBOVHUBM M BPCHUNE
HopmanbHoe yHKLUMOHNPOBaHWE 3pUTENBHOW CUCTEMBI
3peHue noger ¢ anbbMHM3MoM

XapakTtepHble 4epTbl BHELWHOCTH anb6uHocoB

JOmnarHocTuka u MeguLMHCKOE 06Ccny)XuBaHue
OMarHOCTUKA
KnnHnyeckas guarHocTtuka
"eHeTnyeckoe obcrnenoBaHme
EBponevickue nporpaMmmbl MEQULIMHCKOrO 06CnynBaHnsa ans6uHOCoB
B OHEBHbIX CTAUMOHAPAX
Onepauus No ucnpaBneH1to HACTarma v Kocornasus
Xn3Hb c aNbOUMHNUBMOM
BaWUMTA KOKU
Koppekuus aHOManum ONTUKW
OcobeHHoCcTU opraHm3auum obyyeHnst

B Poccumckon Depepaumm
BaKHO L
Fnoccapun

Bbixody AaHHOM BpoLuopbl BO MHOTOM CNOCOBCTBOBaNM CneumanmcTbl pasHblx
HanpasneHuit no anbbuHnamy KoHcynbtaTneHoro LeHTpa B bopao (PpaHuums):

Mpodeccop AneH Taneb (Pr Alain Taieb), aepmatonor, MNpodeccop BeHya
Apsewinep (Pr Benoit Arveiler), reHeTuk, loktop KnemaH NMana (Dr Clément Paya),
Ooktop KatpuH daHkom6 Nyne (Dr Catherine Duncombe Poulet), odptansmonor-
cneumanuct no kocornauto (ctpabonor), doktop AneH LUnunbmanH (Dr Alain
Spielmann), ocpraneMonor-cneunannct no kocornasuto (ctpabonor).

Bbipaxkaem npusHaTenbHoCTb Pabuyesoin Onbre JleoHnaoBHe 3a nepeBo TekcTa

¢ dopaHuUy3CcKoro s3blka, Aoktopy Bagumy AHgpeesundy BoHgapto, aetckomy
odhTanbMoriory, 3a peaakTypy MeanUMHCKON TEPMUHOIOTUN.
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MauuneHTCcKana accoymnauma «XeHacnyap» (Genespoir)

«KeHacnyap» 6bina cosgaHa B 1995 rogy B ropoge PeHH no mHuuuatvee magam
PabbeH XKyaH, matepun Tpoux AeTen, y ABOUX U3 KOTOPbIX anbOuHW3M rma3o-KoXHOro
TMna. 3TO, Ha CErogHsILUHWIN AeHb, E0UHCTBEHHAsi opraHnsauus Bo PpaHumum, 3aHMMato-
Lasics cneumnduryeckumm Bonpocamm anbbuHmama.

Accouuaums HacunteliBaet 6onee 350 UneHOB: B3pOCHbIX C anbOUHN3MOM, poauTenen n
POACTBEHHMKOB AeTen-anbbnHOCoB, UX Apy3en n 6nmskmx. Heckonbko YneHoB opraHu-
3a-Unun NpoXuBalT He BO ®paHuum, a B JliokceMOypre n BO hpaHKOroBopsLLUX perno-
Hax LUsenuapum n Benbruu.

Mpexage Bcero, accounaumsi MHPOPMUPYET CEMbU, OOLLECTBEHHOCTb, a Takke Meau-
LMHCKNX paboTHMKOB 06 0COBEHHOCTAX, CBA3AHHbLIX C anbOMHU3MOM: AMarHoCTUpOBa-
HUWe, 3aLumMTa KOXN, 3aLlmMTa U KOppeKUums 3peHus, coumanbHas, yiebHasa n npodeccuo-
HanbHasa agantauus. CembsM OkasbiBaeTCA NCUXonornyeckas nogaepxka. Takke,
accoumaumsa nHPopMmnpyeT anbbUHOCOB U X cemMbu 06 UX NpaBax.

Accouuauunsi BcSHeCcky NoaaepKMBaEeT HayvHble UccneaoBaHms B obnactu anb6uHnama
— OCYyLLEeCTBMSIET MPUEM B3HOCOB OT rpaaaH, NpoBoAWUT Meponpuatus no cbopy
cpencts. Takum o6pa3om, okasbiBaeTCs hrHaHCOBas NMOMOLLb Pa3NMYHbIM UCCNeaoBa-
TENbCKMM NporpaMmMmam.

Oenctua «XKeHacnyap» HanpasreHbl Ha yryylleHne MeAULMHCKOro 06CnyXmBaHus co
CTOpOHbI rocyaapctea. OpraHusauus npenctaBnsieT M 3allvliaeT UHTEpechbl CBOUX
NOAOMNEYHbIX, PEryNspHO OPraHNM30BbIBAET BCTPEYM UYNEHOB accouunaumm Bo nsbexaHve
nsonsauumn nogen ¢ anbouHN3mMomMm.

CeTtb eBponenckux accouymaumi «Albinism Europe»

«KeHacnyap» BXOAUT B CeTb eBponenckux accoumaumnn «Albinism Europe»

(www.albinism.eu).

Ha cerogHsWwHWMiA feHb AaHHas uHUUMaTMBa MOAAEPXMBAETCSl B TpUHAALUaTK CTpaHax:

* Janusa — Dansk Forening For Albinisme —www.albinisme.dk

*  ®unnangua — Suomen Albinismiyhdistys ry —http:/albinismiyhdistys.omasivu.fi

*  ®paHuma — Genespoir —www.genespoir.org

* Tepmanusa — NOAH Albinismus Selbsthilfegruppe e.V —www.albinismus.de

*  Wranua - Albinit—www.albinit.org

* Tonnangns — Oogvereniging Albinisme —www.oogvereniging.nl/ledengroep/patien-
tengroep-albinisme/

* Hopserus — Norsk Forening For Albinisme —www.albinisme.no

*  WcnaHus — ALBA —www.albinismo.es

*  Typuus — Albinizm Dernegi —www.albinizm.org.tr

* CoepgunHeHHoe KoponescTtBo n Upnanamss — The Albinism Fellowship —
www.albinism.org.uk

e WU3spaunes — Albi Albinism Israel —https://albinism.org.il/

e [lonbwa- Albinosi PL —https://www.facebook.com/groups/albinosipl

e Poccusi —KoopOuHauuoHHbIl LJeHmp noddepxku nayueHmoe ¢ ajb6uHu3-
mom —http://albinism.org.ru

TenedgoH cekpeTaps opraHmsauuu: +7 906 171 4630

Ha gaHHbIn MOMEHT accoumaunsaMy CornacoBaHbl YeTblpe NPUOPUTETHBIX HanpaBneHns

0eaTenbHOCTU:

* O6MeH onbITOM ¥ NPaKTUYECKUMU JOCTMKEHMAMU, MH(POPMaLMOHHOe obecneyeHne
1 B3auMoencTBMe accoumauuni;

» [lpogBwxeHne NpakTUYeCKNX YCnexoB B MeAULIMHCKUX Kpyrax 1 cchepe obpasoBaHus,
a Takke pasBuMTUE HaLMOHamnbHbIX CTpaTerni AeNCTBUA B MHTepecax NaLueHToB C
anbbuHnamom;

» [lopoepxka n pas3Butue cBA3en Mexay nccriegosatensamm B cepe ansbrnHmama;

*  MeponpusaTtus no npuBreYeHNo BHUMaHUs o6LLEeCTBEHHOCTU, pa3BuTUE 00LLECTBEH-
HbIX CBS3EN.

CyLuectBeHHbIM goctukeHneM «Albinism Europe» ctanu EBponenckue OHu Anbbu-

Husma (European Days of Albinism) — koHdepeHuus no Bonpocam anbbuHu3ma,

KOTopasi NPOBOANTCS KakK ANA MEANKOB U YYEHbIX, TaK U ANa NpeacTaBuTenei nauneHT-

CKunx opraHm3auui. Nnocne YeTbipex ycnewHo NpoBeaEéHHbIX kKoHdepeHumn: B MNapwxe

(PpaHuus) B okTAbpe 2012 roga, B BaneHcun (Mcnanus) B anpene 2014 roga, B MunaHe

(MWTanwns) B anpene 2016 roga v B Xypgane (Hopserus) B mapte 2018 roga, coctosnach

MaTtas KoHdepeHumsa B Hosabpe 2020 roga B hopmaTte oHNamH, kotopas Obina opraHnso-

BaHa (ppaHuy3ckol accoumaumen anbbuHnsma (http://5eda.albinism.eu).

Bnarogapsi dpvHaHcoBomn nogaepxkke nporpammbl ERASMUS+ Takke Obinn npo-BeaeHs!

BCTpeYM cneumanbHO AN Monoabix noaen co scen EBsponbi.

3-9 eacmpeya Mo100bIxX eeponeljuee-anb6u}-/dcoe (Xypdan, Hopseeusi), 7-11 mapma 2018 e.

C aHuBap4a 2017 roga accoumauuen ydpexaeH HayyHeln KomuteT B cocTaBe
crneayroLmnx MexXayHapoaHbIX 3KCNepToB Mo anbouHM3MY:

*  Benoit Arveiler (Bopgo, PpaHumsi) *  Barbara Kaesmann-Kellner (Xombypr,

¢ Lluis Montoliu (Maapua, Ucnanus) "epmaHus)

*  Brian Brooks (Betecga, Mapuneng, CLLUA) ¢ Alessandra Del Longo (MunaH, Utanus)

e  Maria Mies van Genderen (3elicT, ¢ Michael Marks (Punagenscvs,
Fonnangus) MeHcunbBaHus, CLLUA)

¢ lrene Gottlob (Jlectep, AHrnus) ¢ Fanny Morice-Picard (bopno, ®paHuus)

*  Karen Gronskov (KoneHrareH, [laHusi) ¢ Maria Vittoria Schiaffino (Munan, Ntanus)

¢  Michael Hoffmann (Margebypr, lepmanusi) e Maria Jose Trujillo (Magpug, VicnaHus)




BeBeaeHue

Anb6UHU3M — 3TO reHeTUYeCcKasi aHOManusi, nepeaarLlasics No HacneacTBy.
Mpexae Bcero, Anst anbbyHM3mMa xapakTepHbl NPO6IeMbl CO 3peHneM: HeaocTa-
TOYHas nurmeHTauus (runonurmeTtaumay) BHyTpeHHel 0b6onoYku rnasa (cetyaTku),
TpaHcunnoMuHaumsa® pagyxHo 0BOMNoYkn, HeQopPasBUTUE LIEHTPANbHOW SIMKM
cetyatkn (cposea®) n gedekTol B paboTe 3pUTENbHbIX HEPBHBLIX OKOHYaHWINA.
MocneacTBMAMN 3TUX N3MEHEHUI MOTYT BbIThb: CHUXXEHNE OCTPOThI 3peHns (ambnu-
onuns®), Huctarm®), cBeTo60s13HL (hoTohobUs)® 1 kocornasme (cTpabusm)?.

Ecnn 3T nposiBneHns CONpoBOXOAOTCA CHUXEHUMEeM MUrMeHTaLUn KOXHOro u
BOMOCSIHOTO MOKPOBA, MOXHO FOBOPWUTH O Ma30-KOXXHOM anbbuHuame. B cnyvae
OTCYTCTBUSI BUAMMOW MMNOMUIMEHTALMM — O TN1a3HOM.

CylecTByloT (hOpMbl anbbuHM3Ma, Mpy KOTOPbIX caM anbObWHW3M — Y4acTb OOHOrO
uenoro cuvHgpoma. OTu pegkne opMbl XapakTEPU3YHTCA Takke WU3MEHEHUsIMU,
3aTparMBarlLLMMK U OpYrvue opraHbl: KPOBSIHbIE KIETKW, Nerkue, XenynoqHo-KuLey-
HbI TPaKT.

B EBpone cnyyaun ansbuHuama npmxogatcsa Ha 1 u3 17 ThbiC. YENOBEK.

Bo Bcex cny4vasx B OCHOBE pa3BUTUS anbbnHM3Ma NEXUT CHUXEHUe CNoCOBHOCTH
opraHu3ma K CUHTe3y NMrMeHTa MenaHuHa, BnnoTb A0 NOMIHOMo ero oTCyTCTBUS.

Tunbl anbbuHM3ma
CyLlecTBYIOT pasnuyHble TuMbl anbbuHW3ma, KoTopble
MOXHO KnaccudpuumpoBaTtb MO0 NO BHELHUM NPOSiB-
NeHnaM (T.e.BMAMMbIM U3BMEHEHVSIM Y KOHKPETHOTO nauu-
eHTa) - heHoTUn, NGO NO reHeTU4ecKkon npupoae ux
BO3HWKHOBEHWSA - FeHOTUN. ViccrnegosaTtenu nbiTaloTcs
onpegenuTb CBA3W MeXAy reHOTUNOM 1 OEHOTMNOM, 0oa-
HaKO, MHOTO€e 10 CUX MOp OCTaeTcs HeACHbIM. CNOXHOCTb
COCTOMT B OMpeaerieHMn 3akoHOMEepPHOCTEN, TaK Kak 3a-
YacTyl KOHCTaTUpyeTca hakT, YTO MyTauuu OOHOrO U g*
TOrO K€ reHa MOryT NMPUBOANTL K BO3HMKHOBEHUIO CaMbIX
pasHoObpasHbIX NposBneHun (peHoTnnos) anbbuHMama, 2 B0
B TO BPEMS KaK pa3fnuyHble reHbl, NOABEPruMecs MyTauum, 4::}4

)

MOoryT ObITb I'IpVI‘-IVIHOVI BO3HUKHOBEHUA CXOXKNX (peHOTI/lI'IOB.

deHoTUNDI
AHmyaH, 32 200a, OCA 1,0.3.0,3

MMa30-KoXHbIN anbOUHU3M

[Ma3o-KoXHbIN anbOUHU3M NPOSIBASAETCA MOMHBIM UM YAaCTUYHBLIM CHWXXEHMEM
YPOBHS MEMaHnHa He TOMbKO B CETYaTKe rnasa, HO M B KOXe, Borocax. CteneHb
CHWKEHUSA YPOBHSA MeriaHUHa MOXET OblTb OYEHb Pa3HOW: OT MOSIHOFO ero OTCyT-
CTBMS 0 He3HauuTernbHON. IMeHHO AeduumT MenaHuHa npuaaeT onpeaeneHHble
YepTbl BHELLIHOCTUW, XapaKTepHble Ans anbbuHoCcoB.

*ocTpota 3peHusi 0,3 No AeCATUYHOW LwKane

®omo Cunbeuu Amoduo

FnasHon anb6UHN3M

Mpu rmasHom anbbuHM3Me reHeTU4YeCcKoOM aHoOManuu NnoaBep)KeHa TONbKO
3puTenbHas cuctema. Koxa 1 Bonochl naLmeHTa KaxyTcs B JOCTaTOHHON CTEMNeHu
MUrMEHTMPOBAHHBLIMU, XOTS1 YaCTO NUIMEHTAaLMSA OKa3bIBAETCH MEHEE BblPaXKEHHOMN,
YeM y OPYrux YreHoB CEMbU NauMeHTa ¢ anbOMHM3MOM.
CyLecTByeT 0CcOObIN TUM rNasHoro anbouHu3ma, npu
KOTOPOM pafyXka 1 ceTyaTka uccregyemoro nauueHTa
HOpMasbHO NMUIMEHTUPOBAHbI, B TO BpEMS Kak apyrue
MpW3HaKKM rMasHoN NaTonorMu, NpucyLLme ansouHnuamy,
SIBHO BblpaXKeHbl. OTOT TuN ObiN Ha3BaH CMHOPOM
FHONDA («Foveal Hypoplasia Optic Nerve decussa-
tion Defects and Anterior segment dysgenesis», nnu
doseonsApHas runonnasus — gedekT B nepeceyeHun
BOJIOKOH 3pUTENbHbLIX HEPBOB — AWUCTEHE3NS NepeaHEro
oTAena rnasHoro s6noka).

AnbOnHM3M B cocTaBe CUMHOgpomMoB

AnbOUHN3M MOXET ObITb OTAENbHBLIM CUHAPOMOM UIT OCHOBHbBIM €0 NMPOSIBIIEHNEM,
OfHako, 6bIBaeT, YTO cam anbOMHM3M - YaCTb LIENOro CMHAPOMa, KOTOPbIA UMeeT
XapakTepHble NPOSsIBNEHNS U onpeaenéxHHbIN TUN HacneaoBaHus. Jllogam ¢ aTumm
penkumm hopmamm ansbrHMama NpuUcyLLm TUNMYHbIE AN anbouHM3aMa npobnemsl
CO 3peHneM. [NoMUMO NPUHAZSIEXXHOCTM K FA3HOMY UIK I1a30-KOKHOMY heHOoTUNY,
Y HUX TakoKe NPOSIBMSAIOTCS HapyLLEHUs], KacaroLmecs Apyrx opraHoB (KenyaoyHo-
KWLLIEYHOTO TpaKTa 1 nerkux), TPOMOOLIMTOB KPOBM M UMMYHHOW cucTeMbI U3-
BECTHO [Ba Tuna anbbuHmama B cocTaBe CMHOPOMOB — CUHAPOM ["epMaHCKoro-
Myanaka n cungpom Yegumaka-Xuracu.

Cungpom NepmaHckoro-Nyanaka (Hermansky Pudlak Syndrome)

Mpu cuHgpome HPS k cumntomam anbbnHuama HeM3MeHHO NPUCoeauHsATCA npobre-
MbI C KoarynsiuMen KpoBsiHbIX NIAcTUHOK (TpombouunToB). MNposenseTcs aTo 3amea-
NEHHbIM CBepTbIBAHMEM KPOBW, OTCIOAA CKIMOHHOCTb K HOCOBBIM KPOBOTEYEHUSIM,
KPOBOTOYMBOCTW AECEH, MOSBEHMIO remMaToM Aaxe Npu He3HauyMTenbHOM BO3fen-
CTBMM. JTO TaKkKe YpeBaTO OCIMOXHEHUAMU MPU Pas3NNYHbIX XMPYPrYECKUX BmeLla-
TEeNbCTBax U BO BPEMS pO4OB.

B paHHOM criyyae o4veHb onacHO MCMonb3oBaTh onpeae-
NéHHble Npenaparbl, K NPUMepy, acnupuH, KOTopbIn obna-
[aeT KpoBepasXmkalLyMm AeACTBMEM, UNN HecTepouna-
Hble MPOTUBOBOCNANUTENbHbIE Npenaparhbl.

B Tex unu mHeIx criyyasx moryT ObiTe AnarHOCTUPOBaHbI
XPOHMYEcKoe BocnarneHue Kuwwe4vHuka (rpaHyne-mato-
3HbIN KOMWT) WX FerovHbIn ¢pmnbpos. B oveHb peakmx
crnyyasix HabnioopalTcs noyYevHas HeOoCTaTOYMHOCTb,
KapouoMuonaTus, HENTPOMNEHNS — YMEHbLLEHNE Konu4ye-
CTBa HENTpoduoB, 4YTO MOBBLILLAET PUCK 3apaxeHus
MH(EKLMOHHBIMU 3a60neBaHNAMMN.

f ';r
HaHuanek, 70 nem, HPS 5, 0.3. 0,1

®omo Cunbsuu Amoduo




Cunppom Yepunaka-Xuracu (Chediak Higashi Syndrome)

Cunapom Yeanaka-Xuracu (CHS) — ucknoumTenbHO peakas natonorus (MpumMepHo
1 cnyyari Ha 1 MNH HOBOPOXAEHHBIX). Kak n B criyyae ¢ HPS, nauueHTam npucyLim
npobnembl CO CBEPTbIBAHMEM KPOBW, HO TakkKe BblpaXKeHbl HEBPOSOrMyeckmne
HapyLeHNsa N 3HaYMTeNbHas UMMYHHasl HeA4OCTaTOMHOCTb. COOTBETCTBEHHO,
noaBepPXeHHOCTb Pa3fnyHbIM UH(EKLUNOHHbIM 3a60fieBaHUAM O4YeHb
BbiCOKa. EOWHCTBEHHbIM BO3MOXHBLIM BapWaHTOM KOppeKuun Ha
CErOAHSALIHMIA OeHb ABNSAETCHA TpaHCNnaHTaumMs KOCTHOro mMoara,
KOTOpas [OJPKHA MPOBOANTLCS B NMEPBbIE XKE rofbl XKU3HMW.

«5 cmMompto Ha amo ro-0py2omy, 1 He 4yecmeyro cebsi HerosmHOUeH-
HbIM. Jluwb 00HaX0bl 51 T04y8CcmMeo8ars oepaHuyeHue: Koeda MeHs
y8I1eKIIo pecmopaHHoe 0erio, a MeHs HUKMO He NMpUHUMar 8cepbEés —
u3-3a Moeao 8o3pacma»

miiom (wedp-noBap), roBopsi 06 anbOUHM3ME 1 CBA3aHHbIX CHUM Orpa-
HUYEHUSIX BO3MOXHOCTEMN

®omo AHHbI [Jenauiom

FeHeTnueckKkue NPUYUHDbI NATONNO0IMUN

Bce yepTbl YenoBeka onpeaensitoTcs reHamu, NofyYeHHbLIMU OT POAUTENEN.
"eHbl pacnonoxeHbl B XxpoMocomax. Kaxaas kneTka 4enoBe4yeckoro opraHmama
coaepXkut 22 napbl FOMONOTMYHBLIX®, OBLUMX ANS MY>XYUH U XKEHLLMH(ayTOCOM-
HbIX®)), XxpOMOCOM 1 ogHY napy NonoBbIX — XUY. Y XeHLWMH nMeeTcs ABE 0au-
HaKOBbIX XPOMOCOMbI X. Y MYX4YMH 3TU XPOMOCOMbI pasHblie - X 1 Y. 3a ucknio-
YeHMeM reHOB, coaepKalLMXCsl B HEroMOSIOrMYHbIX Xpomocomax X 1 Y, ABe Ko-
num kaxkgoro reHa (annenn‘?) npencrtaBneHbl B KaXXOOW U3 HaLUMX KIETOK.
OpuH annenb nepegaeTcs OT 0TUa, BTOPOW — 0T MaTepu. CyLLeCTBYHOT reHbl Kak
AoMuHaHTHble", Tak U peLeccuBHble!'?,

leHbl anbLOMHU3Ma

Mo cocTosiHuto Ha 2021 roa coBpeMeHHOM Hayke U3BECTHO, 4YTO 21 reH MoXeT
ObITb OTBETCTBEHEH 3a NposiBfieHMe GonblMHCTBaA hopM anb6uHM3Ma (Cm.
Tabnmuy Hwke). MHorMe n3 aTux reHoB ObInn N3ydeHbl B NOCeOHNE HECKOSBKO NET,
N, eCTb BCe OCHOBaHWS Monaratb, YTO MHOrME reHbl ewé npeacTouT OTKPbITb
YYEHbIM.

MepBbiM 6bin maeHtTuduumposaH reH TYR. Ha Tepputopun ®paHumm 3TOT
reH OTBETCTBEHEH 3a BONbLUMHCTBO Criyyaes anbbuHuama. B cnyyae myTtaumm reHa
TYR, roBopAT 0 rnaso-koxHom anbbuHmame tuna 1 (OCA1), Tak Kak yalle Bcero
NauneHTbl MMEKT Maso-KOXHbIN deHoTun. OgHako, myTaumm reHa TYR moryt
Takke npuBecTM K eHOTUMNy, BHELIHe MPOSBMASIOWEMYCS KaK WCKIYUTENBHO
rmasHon. 3To, B OCHOBHOM, kacaetcsa reHoB TYR, OCA2, TYRP1, SLC45A2,
SLC24A5, LRMDA n DCT, c koTopbiMy CBA3bIBAIOT TWMbl anbbuHnama — ¢ OCA1 no
OCAS8. B cniyyasix, CBA3aHHbIX CO BCEMMW 3TUMMW r€HaMu, CTENEHb MMNONUIMEHTaLK
pasnuyHa — OT MOMHOro OTCYTCTBMSA MenaHmHa B KoXxe u Bonocax Ao 6onee wvnu
MeHee HOpMaIbHOW MX OKPaLLEHHOCTH.

12 n3 21 «reHoB anbbnHM3mMay, N3BECTHbIX COBPEMEHHOW HayKe, B Crlyvyae CBOEeW
MyTauum NPUBOAAT — K CUHAPOMaM, B KOTOPbIX anbOVHM3M — O4HO M3 MPOSBIIEHWIA.
Ha cerogHAWHUN OeHb BblAENAT OAMHHAAUATb TUNOB cuHApoma [epmaHcKo-
ro-lfMygnaka n oanH Tun cuHgpoma Yegumaka-Xuracu. B 3aBMCMMOCTM OT MMeto-
LUMXCSH BHELIHUX NPOSIBAIEHUM 4YeroBeKy C CUMHOPOManbHOW ¢opMon CcTaBaT
OnarHo3bl — rMaso-KOXHbIN anbOUHN3M, rMasHon anbouHN3m, cnHapom epmaHcko-
ro-MNygnaka, cuHgpom Yeamaka-Xuracw.

leH GRP143, eqMHCTBEHHbIN 13 21-0r0 reHa anbOuHU3Ma, cogepXXuTcs B MONOBON
Xpomocome — xpomocome X. MyTaums B 3TOM reHe BedeT TONbKO K rnma3sHoMmy
anbbuHu3aMy. HekoTopble Meguku, OOHaKko, FrOBOPAT O rNasHOM anbbuHusme,
CBSI3@HHOM C X, U O «YNCTOMY» [Ma3HOM anbbuHuame. Kpome MUCKMOUUTENbHBLIX
cny4vaes, aTa popma anbbuHMama BCTpevaeTCcs TONbKO Y Manb4YnKOB.

"'eH SLC38A8 Bblgensercs cpeaun NpoyYmx TeMm, YTO B Criydae MyTauum He NpUBOAUT
K MMAonuUrMeHTaumnm — HU KOXXHOW, HU rnasHou. ViHave rosops, y ntogen ¢ uameHe-
HMEM B 3TOM reHe npeacTaBneHbl BCE NPU3HAKKU rMasHoro anbbuHnama 6e3 BCAKOn
rmnonurMeHTaummn. 3ta ocobas hopma nonyyuna HassaHue cuigpoma FHONDA.
[na onpenenerHns Tmna anbbuHM3Ma y naumMeHTa, MMEIOLLEro NpuaHaki ansou-
HU3Ma, BHELLUHMX KITMHUYECKMX NPOSABIEHNIN HE4OCTATOYHO. TONbKO MOMNeKynsapHoe
(reHeTnyeckoe) mccrnegoBaHe NO3BONUT C YBEPEHHOCTBIO CAenaTh BbIBOS O TOM
U nHom dopme anbbrHMama. B yacTHOCTM, Takoe nccrneqoBaHne AaéT BO3MOX-
HOCTb OTNMYUTb N30NMPOBAHHbIE TUMbI anbOUHU3Ma OT CUHAPOMOB, AS1S1 KOTOPbIX
XapaktepeH anbbunH1M3m n koTopble TpebyoT 0cob0oro BHUMaHKS.

leH Knaccudukauusa Tun anb6uHn3ama
TYR OCA1 [[Na30-KoXHbI anbbuHmnam Tun 1

OCA2 OCA2 [Ma3o-KoXHbIN anbonHM3am Tun 2
TYRP1 OCA3 Ma3o-koXHbI anbonHmMam Tun 3
SLC45A2 OCA4 [Ma3o-KoXHbIN anbonHmMam Tun 4

n.d. OCA5 Ma3o-KoXHbI anbonHmMam Tun 5
SLC24A5 OCA6 [(Ma3o-KoXHbIN anbonHM3am Tun 6
LRMDA OCA7 ['Ma30-KoXHbIN anbbuHnam Tun 7

DCT OCAS8 Ma3o-koXHbI anbonHmMam Tun 8
GPR143 OA1 FmasHon anb6uHnam Tun 1

SLC38A8 FHONDA CuHgpom FHONDA

LYST CHS1 CuHagpom Yegmnaka—Xuracu Tun 1

HPS1 HPS1 Cungpom Mepmanckoro—Ilyanaka Tun 1
AP3B1 HPS2 Cungpom "'epmaHckoro—Ilyanaka Tun 2
HPS3 HPS3 CuHgpom N'epmaHckoro—llyanaka Tun 3
HPS4 HPS4 CuHgpom "'epmaHckoro—llyanaka Tvn 4
HPS5 HPS5 CuHgpom M'epmaHckoro—llygnaka Tun 5
HPS6 HPS6 CuHgpowm "'epmaHckoro—llyanaka Tvn 6
DTNBP1 HPS7 Cungpom MepmaHckoro—Ilyanaka Tun 7

BLOC1S3 HPS8

BLOC1S6 HPS9
AP3D1 HPS10
BLOC1S5 HPS11

Criucok 2eH08, 0meemCcmeeHHbIX 3a pa3Hble murbl anbbuHu3ma, usgecmHbix Kk 2021 200y

Cungpom epmaHckoro—Ilyanaka Tun 8
Cungpom MepmaHckoro—Ilyanaka Tun 9

Cungpom epmaHckoro—Ilyanaka Tun 10
CuHgpom "'epmaHckoro—llyanaka Tun 11




Tunbl HacnegoBaHUA

Ha cerogHsILLHUIA AeHb 3BECTHO iBa TUMNA HacneaoBaHWs anbbuH1M3ama —ayToCOMHO-
peLeccuBHoe 1 X-cuenneHHoe. Bce nsBecTHble reHbl HacreaytTcs ayTOCOMHO-
peLeccuBHO, 3a ncknodeHnem GRP143, KOTopbIi HAXOAUTCSA Ha Xpomocome X.

AyTOCOMHO-peLiecCUBHOe HacnegoBaHue oTeu-

Mpn  ayTOCOMHO-pEeLEecCUBHOM  Tune HocuTens
HacrnegoBaHus y nauueHTa ¢ anbOuHU3-
MOM UMeeTCs cpasy [iBa M3MEHEHHbIX reHa
B FOMOSOMMYHbIX y4acTkax xpomocom. Oba
poanTens, He NPOSABMSAS HUKAKMX MpU3Ha-
KOB anbbuHu3ama, wumelT aedeKkTHbIN
(peueccuBHbIN) annenb u dyHKUUOHArb-
HbI (QOMWHAHTHbBIN) annenb, U, CTaTUCTK-
4YecKu, BEpOATHOCTb, YTO pebEHOK yHacne-
ayet nedekTHble reHbl oT obonx pogute-
newn n 6yaget anbbuHocom coctaBnseT 1:4.
OT0 Haubonee pacnpoCTPaHEeHHbIA Tun

MaTb-
HOCUTENb

anbOuMHM3Ma HacneaoBaHus. Puck PeBEHOK-

nepejadn [AOByx [OedeKTHbIX anneneun i HocuTenb ||

Bo3pacTaeT, ecnm oba poauTens UMET pebérok c || pe6éHok Ge3

0BLMX POACTBEHHUKOB (KPOBOCMELLIEHUE). Porenenymy ;'g:;jﬂj:;:
AymOCOMHO-PEUECOUEHOE HacnedosaHue DﬂpOﬂBneHMHMM 6e3 nposiBneHui HocuTenb

anbbuHuama anbbuHusma
X-cuenneHHoe peLeccMBHOE HacregoBsa- otel 6e3
Hue B gaHHOM criyyae, puUCK, YTO XKEHLLU- 2?‘:23232‘32 O ! M:;:e::

Ha- HO-CUTENb W3MEHEHHON KOoMun eaunH-

CTBEHHOro anmnens reHa anbbuHU3Ma

nepegacTt ero NOTOMCTBY cocTaBnsiet 1:2. n
PeGE&HoK My»CKoro nomna, HocuTernb 3TOro
aedekTHoro reHa, 6yaet nogBepeH rnas-
HOMYy anbbuHM3My W nepegacT 3TOT reH
CBOMM OETSAM XEHCKOro nona. Y godepen
NposiBUTCA anbOWHM3M, TONMbKO E€Cnn Ux

oTey Oymer anbbuHocom, a maTtb Oyager Xy X
HOCUTENEM TOrO e reHa, 4To ObliBaeT . a
KpanHe penko. 3To Hauboree BeposATHO B | - - s [ e

TeX pedKmx cny4dadx, Korga poautTenu npoaneHmﬁﬂeBqua Ges feBouka- NPOABNEHNAMMU

anbbuHusma i anbbuHnama
ABNAKTCA POACTBEHHUKaAMU nposiBfieHnn Hocutenb
anbbuHnama
X-cuyenneHHoe peyeccusHoe HacredogaHue,
Mamb-Hocumerb } .
cnposiBneHnamu  6e3 nposiBneHnin HocuTenb

anbbuHusma anbbuHusma

Anb6uHU3M U 3peHune
B pervmoHax, rae HeT NOCTOAHHOrO APKOro COMHLA, OCHOBHas MeaULMHCKas
npobnema nogen ¢ anbO6MHU3MOM - HapyLleHUe 3pUTeNIbHOM (hyHKLUN.

HopmanbHoe dyHK-
LUMOHUpPOBaHMUE 3pU-
TeNbHOW CUCTEMbI

cocyauctasa o6onouyka
S

cknepa
ceTyaTka

porosuua
CBeT npoHMKAeT B rna3 4epes

3payvoKk — oTBepCcTue, Haxoaseecs i
B LUEHTpe pagykku. Pagyxka spavoks
KOHTPONUpyeT Konu4ecTBo nonaja-
fOLLLEero cBeTa, pacLuMpsAsCb U COKpa-
LaACh. XpycTanuk
Ha rnasHom gHe, Ha YpOBHE ceT4art- pagyxKas 3 .
K1, hopmupyetcst usobpaxeHue. R
CeTyaTka COCTOUT W3 MHOXeECTBa LUMMMapHOE (PECHUYHOE) Tero
CMNOEB: CMON HEPBHbIX BOJOKOH;
CNOWN ceTyaTbiX BOMOKOH (BOSTOKOH
ceTyatkun) (OH npo3payHbIin); crnon OTOpPeLenTopoB, BOCMPUHUMALOLWNX CBET;
CrnoW MNUIMEHTHOrO 3NWUTENUS, B HOPME COAepXallemM MenaHwH; CcocyaucTas
obonoyka ¢ KpOBEHOCHBIMU cocyaamu (xopeouaea); cknepa, — 6enok rnasa.

\\

CmpoeHue enasa

MUMMEHTUPOBAHHb I

K 3puTensHomy amaKpuHoBble OWMONSpHbIE anuTenwui

Bcsa Bu3yanbHas nHcgopmaums, no- ”e"ETV etk ket maAas
nyyaemasl ceTyaTkoW, nepepaércs
3pUTEnbHBIMU HEPBaAMW B 30HbI
MO3ra, OTBevYalliMe 3a 3peHue.
Makyna® - ueHTpanbHas 30Ha
ceTyaTKn - HaxoOWUTCs Ha ypOBHE
3payka. B ueHTpe e€ wumeetcd
yrnybnexHue, npumepHo 2 MM B
OnameTpe — LeHTpanbHas fAMka

AKCOHbI raH-  raHrM1MoHapHble rOpU3OHTamNbHbIE
((po Bea) . rnﬁ:ag;bnx KIeTkn KneTku KONGoYKM
B aTOM MecTe KoHUeHTpauus cee-
TOYYBCTBUTESbHbIX KINETOK
MakcuMmarbHa. MIMeHHO aTa 30Ha OTBeYaeT 3a HanbombLUYH TOYHOCTb 3peHns (1.0).
Mepudepuryeckne 30HbI CETHATKN MMEIOT HU3KYIO paspeLuatoLLyo cnocobHOCTb,
OCTpOTa MX ropaszo cnabee: nx 3aagava COCTOUT B MPOCTPAHCTBEHHOM OLIEHKE U
pasnuMyYeHnN OBUKEHUS.

CmpoeHue cemyamku

cemyamka e Hopme, 8ud e paspese, OKT cemyamka anasa anb6uHoca, 8ud g paspese, OKT

®omo: dokmop KampuH HaHkom6 [lyne




3peHue nogen ¢ anbOMHU3MOM

na3 anb6uHoOCa MmeeT Gonee MNM MeHee MPO3pPayvHyr PamyXKy; LeH-
TpanbHas AMKa (coBea) Hegopa3BuTa NM6O OTCYyTCTBYET (MaKynsapHasaru-
nonna3usa‘¥).

OTcyTcTBME NUTMEHTA B pagyXKe U MUTMEHTHOM 3NUTENUM — rMaBHas Npu4MHa
cBeT06053HW. 10 MpUYMHe OTCYTCTBMSA hoBea y anbOMHOCOB CHUXEHa OCTpoTa
UEHTPAJIBHOTO 3peHNA. BUHOKYNAPHOE BUHOKYNAPHOE
Ecnu cpaBHUTbL LEHTparnbHYO SAMKY 3PEHVE 3PEHVE

CO CBETOYYBCTBUTENbHOW MaTpuuen :
doToannapara, To y anbb1MHOCOB OHa
UMEET MEHbLUE «MNUKCeneny, Yem y
OCTanbHbIX MOAEN.

CoobLeHre N0 ONTMYECKMM HepBaMm
Mexay rnasom u MO3romM NPoucxoauT
C HapyLweHnsiMn.

OTKNoHeHus1 B CTpOEeHMN [Mnasa u
OnTnU4eCcKoro Hepea 'y nogen c anbbu- ((-; HOpMarbHoe i HapyLleHns

HW3MOM MeLUaT HopMarnbHOMY op- 6””§ggﬂ;g”°e 6””‘;‘&1’;‘;“°r° P
MWPOBaHWIO 3pEHUs 1 MPUBOAAT K B HOPME e

BpO)K,D,éHHOMy HUcTarmy, 3aMmeTHoOMy AIIbBMHU3ME
B NepBble MeCALbl XXU3HU c8513b Mex0y 2nasamu U 3pumeribHbIMU 30Hamu Mo32a yobbly-
’ HO20 Yerioseka U anbbuHoca

Huskas 3putenbHasa CMocobHOCTb
CeT4aTKn, TOpMO34 pa3BuUTHe rmnasa, MoOXeT NpnuBeCcTU K Kocornasuto, cxoadilie-
MyCa nnmn pacxogaLlemycd.

K aTum gedpektam 4o6aBnsaTCS: CUNbHBIN acTUrMaTnam'™®, cBasaHHbIR Yalle
BCEro C HapyLeHUsiMM chepuyHHOCT POroBuULbl, TAKUMW Kak CUMbHas runep-
meTponus'® unu cuneHas muonma?,

OcTpoTa 3peHnsa MOXET ObITb CHKEHa 3HaunTenbHO (MeHee 0.1), HO 3ayacTyo,
OHa ocTaeTcs cpegHen (Bbiwe nnu pasHo 0.2). PasnuyeHune LBeToB, 00bIYHO, HE
cTpapaer.

XapaKTepHble 4epTbl BHELWHOCTHU anbbmnHocos

YenoBeky € rna3o-KOXHbIM anNbOMHM3MOM 4alle BCEro CBOWCTBEHHa
XapaKTepHasi BHEWHOCTb U3-3a CHUXXEHUA UM OTCYTCTBUSI NUIrMeHTauumn
KOXXW U BONOCSIHOIO NOKPOBa.

3T0 0COBEHHO BbIAENSAET NHOAEN C rMa3o-KOXHbIM anbOMHM3MOM cpean Hacerne-
HWSI C CUNBbHOW €CTECTBEHHOWN NUrMeHTaumen (ypoxeHubl Adpuiku, JlaTuHckom
Amepukn unmn Asuun) n ABnseTca AN HAX NepBbiIM N O4EBUOHBIM KpUTEPMEM B
AVMarHoCcTpoBaHMK anbObuHM3ma.

B 3aBncuMmocCTM OT AedeKTHOro reHa, a Takke OT Tuna MyTauumn, cTeneHb rmno-
NUrMeHTaLUmM MOXeET ObITb pasHOMN.
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AnekcaH, 14 nem, 0.3. 0,2

berHedukm, 71 200, 0.3. 0,05

[ea uenoseka ¢ OCA 1, npedcmasnsioujue pasHbie heHomurbl

BHeLLHOCTb anbbMHOCOB C ManbIX NEeT NPUBEKAET K HUM MOBbILLEHHOE BHUMA-
HWe CO CTOPOHbLI ApYrvX Noden, BNOTb 40 HACMELLEK, B TO BPEMS Kak rnaBHasi
npobnema anbObUMHOCOB — O4YEHb MSI0X0€E 3peHune
— 4acTo WrHopupyeTcs MONHOCTb. [lomMumo
npobrnem co 3peHMeM BCreacTBUE HUCTarma u
Kocornasusi, 3TM  HegocTaTKM  MPUYUHSIOT
HeynobcTBa 9CTETUYECKOro  xapaktepa W
MeLLalT B GOPMUPOBaHUN OTHOLLEHWI C OPYTU-
Mn nogbmn. CobecegHuk venoBeka ¢ anbbu-
HU3MOM 4acTO WCMbITbIBAET AMCKOMMOPT Mpu
B3rNs4e B rnasa, YyBCTBysl cebsi He B COCTO-
A-HUK abcTparmpoBaTbca OT adhdpeKkTa HucTar-
Ma Unu Kocornasusi. 3T0 CMyLLEHUE B3anMHO,
TakK Kak YeroBeK C HACTarMOM OLLYLLIAET, YTO ero N A
coGece,qu/le HEKOMOPTHO. K;;ucmw-la, I5em OCA2,03.0,2




,U,MaI'HOCTI/IKa n megnuumnHCKoe chnymwsaHMe
OnarHocTtuka

KnuHuuyecKkaa guarHocTukKa
InarHos «anbbuHn3m» MOXeT ObITb YCTAHOBMNEH NPU POXOEHUWN, ECIN KITUHUYE-
CKWe MpusHaky (TMnonurMeHTaumust KOXu v rnas) 4ocTaToqHO odeBuaHbl. Ho B
GOonbLUMHCTBE Cry4YaeB MMMNOMNUIMeHTaLMs rnasa He nornHasi, AenurMeHTauus
KOXXM M BOMOCSHOTO MOKPOBa HEOOCTAaTOMHO XapakTepHa Ansd Toro, 4Tobbl
BO3MOXHO ObIf0 NocTaBMTb AMarHos cpady. K ogpransmornory pebéHok nona-ga-
€T B NepBble MeCsiLibl XXM3HW, Koraa NosiBNSAETCH HUCTarMm.

Camoe HecnoxHoe obcnegoBaHMe — NOCPeACTBOM LeneBomn namMmnbl — HeOO-
XOOQUMO MPO-BECTU B NEPBYH 04epenb, PaBHO kak 1 o6cneaoBaHue rna3Horo
AHa. [Ins noaTBepXXAeHUsa auarHosa, B YaCTHOCTU, MaKymsipHOW rMnomnnasuu,
NPOBOAAT ONTUYECKYIO KOrepeHTHYto Tomorpaduto (OKT). MoryT 6biTb HasHade-
Hbl OO-MONMHUTENbHbIE 06CnenoBaHusa — 3anekTpopeTuHorpamma (3Pl unu
3puTenbHblie Bbi3BaHHble noTeHuuansl (3Bl1). [NocnegHee TecTupyet
3pUTENbHBbIE MYTU OT CETYaTKM OO0 3PUTENbHOM KOpbl M MO3BOMSIET BbISIBUTb
aedeKTbl nepeceyeHnst 3puTenbHbIX HEPBOB.
HaHHble obcnegoBaHust He BCerga Nerko npose-
CTW OeTaAM MNnajLuero Bospacra.

[ns noacTtpaxoBkW, HEKOTOpLIE Bpayu Hamnpae-
NAT  Ha  A0epHO-MarHUTHO-PEe30HAHCHOoE
nccnegosanve (AMP). B cnyyae ¢ anb6uHms-
MoMm AMP He npUMBHOCUT HMKaKoOW LOMOSHU-
TenbHOM UHpopMaLmm — oHo 6ecnonesHo, ecnu

anbbuHN3M yxe Noa-TBEPXKAEH APYrMMM uccne- ‘ -~ )
poBaHuaMU. K Tomy e, 4ToObl ero BbINOMHUTB, -
Marblla HeobXoaANMO NOABEPTHYTbL HAPKO3Y. .

Bamucm, '1 2nem, 0CA4,0.3.0,2
leHeTnueckoe OGCJ’IEAOBaHMe

MonekynsipHoe (Mnu reHeTuyeckoe) obcrnegoBaHMe O4vYeHb BaxHO. OHO
no3BondeT noaresepanTb, YTOYHUTb U OONOSTHUTD KMUHUYECKUI AnarHos, B 4acTt-
HOCTW, C TOYHOCTbIO OTMMYUTL Krnaccudeckne opmMbl OT hOPM, BXOOSALLMX B
CMHOPOMBI, 4YTO Heobxogmmo Ans crneuudmyeckoro yxoga BoO BTOPOM Crlyyae.
Tarke 0HO 0COBEHHO MHOPMAaTUBHO NPK NErKMX popmax anbbuHnama (Hasbl-
BaeMbIX CKprTbIMI/I), roe KinHn4veckoe chne,qoaaHme OCTaBNdeT COMHEeHU4d.
Tonbko MOneKynapHaa OMarHoCTrka no3BOSAT OaTb HYXXHble COBETbl CEMbAM
Uy napam, xenawLwmm UMeTb OETEN.

CoBpeMeHHble MCCeoBaHWs OAlOT HaOexXay Ha HEeKoTopble BO3MOXHOCTU
Tepanuu Ha 6a3e 3HaHUIM O reHax 1 Tunax mytaumi. FleHeTnyeckoe obecnenosa-
HMe No3BONTUT NpaBUiibHO COPUEHTUPOBATL NAaUMEHTOB U, B UTOre, NpeanioxXnTb
MM y4aCTBOBaTb B KITMHNYECKUX UCCnenoBaHUAX.

Cnepnyet OTMETUTL, YTO FrEHETUYECKAs! SKCNepTU3a ABMSETCA NPaBOM rpaxaa-
HVMHa, BO ®paHumm eé CTOMMOCTb NOKPbIBAETCHA roCy4apCTBOM.

[narHocTrka Bcex U3BECTHbIX reHOB anbbuHuama npoBoauTcs B Jlabopatopun
MonekynspHon [eHeTukn MeanumHckoro YHuBepcuteta bopmo (CHU de
Bordeaux) nog pykoBogctBoM npodeccopa beHya Apsennepa.

Appec nabopatopum reHeTU4eCKOW ANArHOCTUKM anbobuHusma Bo ®paHummu
Prof. Benoit ARVEILER
Laboratoire de Génétique Moléculaire
Plateau Technique de Biologie Moléculaire
Hopital Pellegrin - 1°" étage
1, Place Amélie Raba Léon - 33076 Bordeaux — France
TenedoH: +33 5 57 82 01 96

«Obpawarockb K MorodbIM podumernam: He eonHylmecs,
saliu omrpbICKU ewé 8ac o4eHb youssim... MoJsibKO
coesalime 8cé 803MOXXHOe, rnomoaume um!»

XaHn-Mapu, chapmavyesm, rneHcUoHep

EBponeiickue nporpammbl MeAULUHCKOro 06cnyXxu-
BaHMA aAb6MHOCOB B AHEBHbIX CTaLMOHapax
MaumneHT ¢ anbOVMHU3MOM HY>XOAETCS B PETYNIAPHOM MEONLIMHCKOM KOHTPOIe —
odhTanbMoorM4eckom u gepmMaTtoriornyeckom. Bemay wmpokoro pasHoobpasus
reHoTnnoB"® n oeHoTNNOB!"®, NpeacTaBneHHbIX Cpeamn Noaen ¢ ansouHN3MoM,
PEKOMEHAOBAHO KOMMJIEKCHOe MeAMuUUHCKoe obcregoBaHWe COCTOSHMWSA
Ka)Kgoro OTAEenbHOro nauueHta. B yactHocTh, 3T0 no3BonseT HabnogaTh 3a
KMMHUYECKOW KapTUHOW, NPEACTaBNSEMON KOHKPETHLIM (heHOTMMNOM, MOMOoraeT
oTCrneauTb Koppensiumn mexagy peHoTUNOM M FEHOTUMNOM, BHOCH TEM CaMbiM
BKnag B obLme 3HaHUA 06 anbbuHmuame.
C aTon uenbto 3a nocnegHee OecATUNETUE B HECKOSTbKNMX EBPOMENCKNX Meau-
LIMHCKUX y4pexaeHusx bbinv opraHM3oBaHbl AHEBHbLIE CTaLMOHapbI ANs Noaen
C anbbUHN3MOM, B KOTOPbIX NMPOBOANTCS KOMMJIEKCHOE 0O6CcnefoBaHne (oepma-
TONOrMYeckoe, reHeTU4Yeckoe 1 ohTanbMOIOrMYECKOE) B TEYEHNE OQHOMO OHS.
CerogHsi TakvMe nporpaMmMbl 06criefoBaHuUii 4OCTYNHbI B CREAYLWmnX yupexae-
Huax EBponbi:

e ®paHumsa: CHU de Bordeaux Secrétariat des Consultations de

Dermatologie

TenedoH: +33 5 56 79 56 22

3n.noyrta: christine.dambon@chu-bordeaux.fr

* ®paHuwms: Hopital Necker-Enfants Malades a Paris

Secrétariat de la consultation

TenedoH: +33 144 49 46 62 or +33 1 44 49 43 37

* Utanusa: Milan Niguarda Ca’Granda Hospital

A.O. Ospedale Niguarda Ca’ Granda — Milano Oculistica pediatrica:

TenedoH: +39 02 6444 3297




Onepayua Nno ucnpaBaeHUIO HUCTAarma U Kocornasms

Huctarm cHwxaeT OCTPOTY 3peHust U Odenaer 3peHne ManokoMOPTHBLIM.
Ya-cTo, 4To6bl NyYlle BUAETb, YENOBEK C anbOMHU3MOM HEOCO3HAHHO MPUHW-
MaET WCKaXKEHHYI M03y C HaKMOHOM FoMnoBbl. B 3TOM MonoXeHuu, 4acto
Heyno6HOM, adhheKT HUCTarmMma yMeHbLLAETCs U MOXKET BblTb NPaKTUYECKN Hesa-
MeTHbIM. Heobxoanmo oTMETUTb, YTO Npu BPOXAEHHOM HUcTarme?? BoCnpuHu-
MaeMoe 4erioBekoM u3obpaxeHune He papuraetcs. Criydam ocumnnoncum®@?
KpailiHe peaku. Huctarm, KOTOpbIA MOXET COMpOBOXAATbCs U KOCOMMasneMm,
NHOraa 3aTpyaHSIeT OTHOLLIEHUS C COLIMYMOM.

Onepauusi No KOppeKLUn HUCTarma, Kak 1 NpUcoegUHEHHOro Kocorna-3us,
Bo3MoOXHa. OHa No3BONMT YMEHbLUIMTb Harpysky Ha rnasa u cgenatb 3peHue
Gonee KOM(OPTHbIM, B TO BPEMS Kak Henb3s rapaHTUpoBaTb YNyylleHue
OCTPO-Thbl 3peHMsi U3-3a AgedekToB cetyaTku. Mo Gonbluei 4yacTu gaHHas
onepauusa byaer MMeTb KOCMETMYECKMIA U Mcmxonormyecknin addpekt. Takke
yiayT 6onu B LWWENHOM OTAene No3BOHOYHUKA M3-3a [Ma3HOW KpUBOLLIEW.
Onepauuio MOXHO caenaTb B Bo3pacTe ABYX-TPEX NET, @ MOXHO MPOBECTU U BO
B3POCIIOM BO3pacTe — B KaXXAOM criyvyae UHAUBUAYarbHO.

¥U3Hb c aAbOUHUIMOM

3awmTa KoXxu

HepocTtatoyHass nurmeHTaumMsi (B CMbICIIE  €CTECTBEHHOW  3awuTbl  OT
COJHEY-HbIX Ny4en) aenaeT anbObMHOCOB OYeHb YyBCTBUTENBHBIMU K COMHLLY.
MUrMeHT MenaHuWH CUHTE3NPYETCA B MENaHOCOMax, BHYTPU KINETOK MenaHoLuu-
ToB. MenaHouuTbl OGHapYyXMBalTCA B KOXe, B BOJIOCHAHbLIX JyKOBULIAX, B
NUr-MmeHTUPOBaHHOM CII0€ CETYaTKM, B pagyXKe, a Takke BO BHYTPEHHeEM yxe. B
YCINOBUSAX OTCYTCTBUSI KOXHOWN 3aLLUMTbI MaBHbIMU OCIOXHEHUAMW MpU naso-
KOXXHOM anbbuvHU3Me SIBNSIIOTCA akTMHWYEecKue Kepatosbl®?, kapumHOMbI®?®
(6azanbHOKNETO4HbIE®!) U annaepMounaHble; Takke HasblBaeMble MIOCKOKIe-
TOYHLIMK®®)) Ha y4acTkax, OTKPbITbIX COMHEeYHOMY OobmnyyeHuto. Y ntogen ¢
anbOVMHN3MOM OTMeYalT MeNaHoOMBbI, HO, B MPUHUMME, HE Yalle, Yem Yy ocTarnb-
HbIX. AKTMBHas COMnHLUe3almuTa ¢ CaMoro paHHero Bo3pacTta No3BONSET OrpaHn-
UNTb pasBUTME ITUX KOXHbIX HoBooOpasoBaHun. [lpexae Bcero, 3alWnTy
JomkHa obecneumBatb ofaexaa — C ONMHHBIMU pykaBamy U3 NIOTHON TKaHW,
NpensaTcTBylOLLE MonadaHuio ynsrpaduoneTta (CyLLeCcTBYOT CrneLuannavpo-
BaHHble Mapku ofexabl «aHTU-YO®» 50+), u ronosHble y6opbl C LUMPOKMMMU
nonsmu. Takke, 30Hbl, BbIHYXXAEHHO OTKPbITbIE COMHLY (nMLO, pykn), Heobxoau-
MO obGpabaTbiBaTh CONMHLE3ALLMTHBIMW KpEMaMK C BbICOKOW CTEMEHbIO 3aLUuUThbI
«aHTU-YPA n aHtu-YOb», cobnogas pekomeHgauum no go3am U 4actoTe ux
HaHeceHusi. B nogpocTKoBOM BO3pacTte HeobXOOUM YCWUMEHHBIN KOHTPOMb U
MHOPMUPOBaHNE, KenaTenbHO EXEerogHoe KrvHudeckoe HabniogeHue Mo
BbISIBMIEHMIO MPEApaKoBbIX M PakoBbix HOBOObGpasoBaHwui. Ecnv cnegoBaTb
3TUM NPUHUMNAM 3aLLnThbl, PUCK BOSHUKHOBEHUS paka Koxu y ansbuHoca byaert
He BbILLE, YeM Y OCTasbHbIX NOAEN.

KoppeKuua aHomanui onTukm

AHomanuu pecdppakumn 3peHUs (OanbHO30PKOCTb, BNM30PYKOCTb, acTUrMma-
TWU3M), COMPOBOXAAWLIME 3PUTENbHYID HECOCTOATENbHOCTb CETYaTKWU, Kak
MOXHO ObICTpee [OMKHbI NOABEPrHyTHCA KOPPEKLMU OYKAMU UNN XKECTKU-
MW KOHTaKTHbIMU NMH3aMK C YP-unnstTpom.

YKEcCTkMe KOHTaKTHble NMH3blI 06ecnevrBaloT ONTUMAanbHY ONTUYECKYHO 3a-LUu-
Ty, 9 PEKTUBHO KOPPEKTUPYS aCTUrMaTU3M, U YacTo YMEHbLLAIOT NPOSB-NIEHNS
HMcTarma, ynydliasi TeM cambiM TOYHOCTb LIEHTParnbHOro 3peHust. Vic-nonb3osa-
HWE NNH3 ONINTENbHOro HOLIEHUSA(26) BO3MOXHO C CaMOro paHHero BospacTta (C
6 mecsaueB), 4To cnocobecTByeT Gonee npaBuNbHOMY (HOPMUPOBA-HUIO eLLé
He3penon 3putenbHOW cuctembl pebéHka. [ns aocTmxeHus atoro addpekTa
ONTMYecKas KOppekumst JormkHa ObiTb MakcumarnbHoh. CBeTobOA3Hb MOXET
ObITb YMEHbLLEHA, a ceTyaTka 3alyuLLeHa, Npyu NpaBuTbHOM BbIOOPE rONOBHbIX
y6opoB, COnHUe3aLLMTHbIX O4KOB, TOHUPOBAHHbIX MMH3.

[ns 04KoBOWM KOPPEKUMM MyyLle NCNOoNb30BaTh OYKM C 3awmTon ot Y® u no-ng-
pusaunen. Bcé ato faét BO3MOXHOCTb 06nerymTb CybbekTUBHbIE CUMMTO-MbI, @
TaKKe yNydlnTb COCTOSAHNE 3PUTENBHOW CUCTEMBI.

YT0 KacaeTca opTanbMoNornyeckmx Npobnem, CBA3aHHbIX C HACTarMoMm, KO-Co-
rnasuem, rmnonnasmen posea 1 HapyLLEHUN Pa3BUTUSA 3PUTENBHOIO aHa-nu3a-
TOpa - OHU HE MoANeXaT KOPPEKLUM OYKaMn NN NINH3aMMU.

YBenuuutenbeHble Npubopsl (Nynbl, BUAEOYBENNYUTENN, KOMMNBIOTEPBI C YBE-NK-
YUTENbHBIM NPOrpaMmMHbIM obecneyeHmem, MOHOKIM) MOTYT MOMOYb YIyY-LUNTb
GnmxHee nnu ganbHee 3peHne B NpoLecce LKOMbHOro obyyeHns nnm npodec-
CVOHamnbHOW AeATENbHOCTY.

He >xenas BblAenATbCs Cpean CBEPCTHUKOB, NOAPOCTKM YAcTo OTKa3bIBaOTCA OT
CMNULLKOM 3aMETHbIX NPMBOPOB. MIX MOXHO 3aMeHUTb Ha 6onee KOMMNaKTHbIE U
3(PEKTUBHbIE: HanNpuMMep, kapmaHHas nyna c MNOACBETKOM Anst GrivkHero
3pEHMSA N MOHOKIb ANA AarbHero.

OcobeHHOCTU OpraHK3auumn obyuyeHus

UHcpopMHpPOBaAHHOCTL OKpPYXKaKLWUX UMeeT nepBoCcTeneHHoe 3HayeHue. B
nepeyto oyepefb HeobxoOuMO NOCTaBUTbL B U3BECTHOCTL OBy4valoWwmi nep-co-
Han o6 ocobeHHOCTAX 3peHus pebGEéHKka, YTO MNO3BOMUT MPUHATL CaMmble
npo-cTble Mepbl NO ygobcTBy M obneryeHunto uHTerpauun. YueHuka cregyet
noca-AnTb Kak MOXHO Bnvxe K AOoCKe, NevaTHbIN TeKCT A0MKeH ObiTb aganTupo-
BaH (koHTpacT, chopmaT). BoamoxHO, noHagobutcs npusneys cneumanucta no
npobnemam 3peHus B nomoLpb yuutento. CBegeHns o guarHosax, kacarLwmx-cs
3peHUsi, AOMKHbI ObiTb OTpaXKeHbl B LUKOMbHOW AOKYMeHTaumu. MoxeTt ObiTb
YCTaHOBMNEHO VHAMBMAYyanbHOE pacrnucaHue, YBenuyeHo BpeMsa AN BbInori-
He-HUA 3aaHnin BO BPEMS SK3aMEHOB.

PasnunuHble npucnocobneHmns ans noMoLm niogsam ¢ npobnemamm 3peHuns (Kom-
NblOTEPbLI CO CneumanbHbIM MporpaMMHbLIM obecnedeHnem, opToneau-yeckue
napTbl U CTOMbI C HAKNOHOM ) CAenaloT NoBCeOHEBHYIO XM3Hb pebeHka Gonee
KOMJOOPTHOW.




B Poccuinckon ®epepaummn

M3yyeHnem KnMHUKO-TeHETUYECKMX acrnekToB anbbuHmuama 3aHmmaetca PIrEHY “Meauvko-reHe-
TUYECKUIN Hay4HbIV LeHTP” nMm.bovkoBa 1 kKnnHuKa gokasatensHon meamumHel DocDeti (LieHTp
penkux 3aboneBaHuin, CBA3aHHbIX C OPraHOM 3peHus), 3anuck Ha npvem +7 906 171 4630, +7

925 290 7360

Cpatb reHeTUYecKUe aHarnum3bl MOXHO:

- B MN'HL nm.BoukoBa

- B nabopartopuu «'eHomeny».

Onsa Toro, 4To6bl caaTb aHanu3bl B MTHLU um.Bo4ykoBa HyXHO:

1. Tos3BoHuTb B peructpatypy +7 495 111 03 03, Ha3BaTb guarHos, PUNO, gaty poxaeHus
pebeHka 1 nonpocuTb 3anucatb Ha koHcynstaumio kK KMH KagbiweBy B.B. Bac noctasat
B nucT oxugarus. Mouta MIMHLU: registratura@med-gen.ru

2. Hanucartb Ha nouty KagbiweBy Butanuio BuktopoBuuy vvh.kad@gmail.com nnu nosso-
HUTb emMy Ha paboumnn Homep Ten. +7 966 334 60 00.

Cdaya aHanu308 u KOHcynbmauus epada eeHemuka-ogpmarnbmornoea 8 MICHL um.boykoea

b6ecrinamHele.

[nsa caayn reHeTUYeckoro aHanusa B naoparopumu «FfeHomea» HYXHO:

* Tlo3BoHuTb No TenedgoHy +7 800 333 45 38, HazBaTb kOAOBOE CMOBO «anbbuHMaMy», Bac 3anu-
LUYT Ha caayy reHeTU4YeCcKMX aHanM3oB (NaHenb «HacnencTeeHHble 3aboneBaHus rmas»).

*  [lpun BO3HMKHOBEHWM JOMNOMHUTENBHBLIX BONMPOCOB NUcaTh Ha nouty svetasho-va@genomed.ru

AHanu3s nnamHelil — 27 750 py6., HO, fpu Hanu4yuu y nayueHma ¢ anbbuHu3MoM KiuHuU4Yeckol

KapmuHb! niposieneHusi CuHOpoma epmaHckozo-llydnaka, onnama mMoxem 6bimb ocyujecm-

eneHa yepes brnazomeopumenbHbili ®oHO « Co3udaHue» (O0KymeHmb! Ot ¢poHOa 8bicklna-

romcs 8ceM 3apeaucmpupo8aHHbIM YiieHaMm obuecmea)

BaxHo:
*  Kynute cBoemy pebeHky conHuesawmTHble o4kn co 100% Gnokmposkol ynsTpadunonero-
BbIX fyyen.
* [locewanTe odTanbmMosnora He pexe 04HOro pasa B 6 MecsiLEeB.
e [lpu rmaso-koxHon hopme anbbuHM3Ma perynspHo noceLlanTe gepmaronora.
e [lpu cuHapomarnbHbIX hopmax anb6uHM3ma, BO3MOXHO, Bam noHagobsTcst KoHcynbsTaumum
remartorsora, nNyfbMOHOIOora, racTpo3HTEpPOriora.
* B nepsble 6 neT 3peHne Bawero pebeHka OyaeT akTMBHO pa3smBaTbesl. [ToMOryT B 3ToM
npaBunbHO NogobpaHHbIe OYKX C OUONTPUSIMI U pa3BMBAaIOLLNE 3aHATUS.
* [Mpwu rnaso-koxHow chopme anbOMHM3Ma NCMorb3yNTe COMNHLE-3aLLMTHbIE Kpema npu
""" {0OM BbIXOA€e Ha ynuuy. YnsTpaduoneT ecTb Aaxe B NacMypHYH noroay.
Bhl 3 gpyroro ropoaa 1 Bam Herge octaHoBuTbCA B MockBe, Bbl cTecHeHbI B cpea-
CTBaXx, TO MOXETe BOCNONb30BaTbCs GecnnaTHon kBapTMpol oT poHaa «Cosnga-
Hue» (+7 902 504 39 78 Kars)

«3aHumasicb 031000, 3abbigaelub 0 Hedyaex
ConeH, suye-dyemnuoHka ®paHyuu no 03000 2010, 2012 u 2013 ez (cpedu uHeanudos)

e [loMHuWTE, Y4TO BCEM NaumeHTaMm ¢ anbOUHN3MOM, KOTOPbLIM He Obifo NpoBe-
..2HO creyumanbHoe reHeTUYeCKoe NCCNefoBaHNe, HYXXHO UMETb B BUAY BO3MOX-
HoCTb Hanuuusa CuHgpoma epmaHckoro-lNyanaka nnu CuHgpoma Yegmnaka-Xuracu.

Fnoccapui

' F'unonurmeHTauma - ocnabnexHve unu
MosIHOe OTCYTCTBUE NMUrMEHTaLMK (OKpacKm),
BbI3bIBAEMOE HELOCTATKOM COAEPKaHUS Me-
NaHuHa B KreTKax KOXu, BONOCAHOrO Mno-
KpoBa

@ TpaHcuMnnNOMUHaLMSA - MeToa uUccnemo-
BaHWS, COCTOSILLUMIA B MPOCBEYMBaHWUIIIA3a C
NOMOLLbIO NMy4Ka CBEeTa, NOChINIaeMoro Ye-
pes 3payok

® doBea - LeHTpanbHas 30Ha Makynbl,Me-
CTO MaKcUMarsbHOW OCTPOTbI 3pEHMs

“ AMGMonusa - 3HaYNTENbHOE CHXKEHNE
LIEHTPanbHOI OCTPOTbI 3PEHUS HA OHOM UMK
[BYX rnasax 6e3 opraH14eckmx nopaxeHumn
3pUTENBHON CUCTEMBI

®) HucTarm - HekoHTponMpyemoe Koneba-
TeNnbHOe [BWKEHME Ma3HbiX S6MoK,YaLle
BCETr0, B FOPU30OHTamNbHOM MIIOCKOCTM

® CBeT0605A3Hb (hoToho6MA) - GonesHeH-
Hasi YyBCTBUTENLHOCTb rnasa KCBEeTY

) Kocornasue (cTpabusm) - pacCTpoiicTBo,
Mpy KOTOPOM 3pUTENbHBLIE OCK HE MOTYT ObITb
cBefeHbl Ha 0AHOM OGbEKTE, YTO MeLlaeT
HOpMasibHOMY GUHOKYNSIPHOMY 3peHuto. Mo-
XeT BblTb CXOASLUMMCS W PACXOAALLMMCS.
MeLuaeT pasBuUTMIO CTEPEOCKOMNMYECKOTO
(penbedHoro, 06 beMHOro) 3peHus pebeHka.
HeobxoanMo kak MOXHO BbICTpee BbISIBUTb
NPUYUHY O BO3MOXHOW KOpPeKLum

® FoMonornyHble XpOMOCOMbI - XPOMO-
COMbI OAMHAKOBOW (DOPMbI U pa3mepau He-
CyLLMe OJHY U Ty e FreHEeTUYECKYH MHOP-
VETITT)

© AyTOCOMHbIE XPOMOCOMbI - NapHblie
XPOMOCOMbI, OIMHAKOBBIE AT MYXUWH U Ans
XEHLUMH (Xxpomocomsl ¢ 1-1 no 20-10)

19 Annenb - BapyaHT 0QHOIO M TOTO Xe
reHa. MoXeT CyLLeCTBOBaTb HECKOMbKO arn-
nenen (doopm, BapmaHToB) ogHoro reHa. He-
KOTOpble U3 HUX — JOMWUHAHTHbIE, Apyrve

— peuieccuBHble. Bece Mbl — HocuTenu AByxarn-
nenemn KaXkaoro U3 HalunX reHoB.

(" [loMUHaAHTHLIN - annenb, OTBeYalLLWii 3a
NposiBIieH1e Npu3Haka B He3aBUCUMOCTU OT
NPUCYTCTBUSI APYroro anmnens.

(12) PeyecCUBHLIN - annesb, KOOUPYHOLWMIA
NpW3HaK, KOTOPbIN NPOSIBUTCA TOMNbLKO B CIly-
yae nepeaayun ero AByMst poAUTENAMU, BCIy-
4yae ayTOCOMHbIX FEHOB.

(13 Makyna - xenToe NATHO B LieHTpe ceT-
yaTku. JTO 30Ha, rAe oCcTpoTa 3PeHUsA0CTH-
raeT MakcuMmyma.

- () MakynsipHas rMunonnasus - BpOXaeHHbIN
: AedeKT HeJopasBUTUSA MaKyIbl

(9 ActurmaTmnam - aedekT 3peHuns, cesa3aH-
* HbIi Yallle BCEro C HapyLLleHNeMpOpPMbI poro-
: BuMUbI

: (19 anbHO30pKOCTL (rMNnepmMeTponus)

. - HapylleHne pedpakLmm, NPy KOTOPOM

: CHUXXaeTcsa OCTPOTa 3peHust Npu B3rnsae Ha

. npeameTsl BGNU3N

- 7 BnisopykocTb (MMONUSA) - HapyLLEHNe

. pedopakumm, Npy KOTOPOM CHUXKAETCS

: OCTPOTa 3PEHUs NpU B3IMsAE Ha NpeaMeThl,

. pacnonoXeHHble Ha [anbHeM PacCTOSAHUN.

: (8 FeHOTMN - COBOKYMHOCTb rEHETUYECKUX Xa-
1 paKTEPUCTUK MHAMBMAA. [EeHOTMN MOXHOpac-
CMaTpuBaTh KaK HEKUW «reHeTUYeCcKuii nac-

. MOPT» KOHKPETHOro opraHM3mMa.

: (19 DEHOTMN - COBOKYMHOCTL BHELLIHWX Xa-

. paKTepUCTUK OpraH13mMa, HanpumMep, LiBeT
BOJIOC, rnas, hopmMa yLiei, Hoca, pocT,

. rpynna kpoBu 1 T.4. OT4acTn heHoTvn pac-

* CMaTPMBAalOT KaK BHELLHee NPOSIBNeHMe re-

. HOoTUNa.

: (29 BpoxpgeHHbI HUCTArM - HACTarMm,

. BCNEACTBME BPOX/AEHHOro HapyLueHus (B OT-
* nnuMe oT H1cTarmMa NpuobpeTéHHoro). MoxeT
. NPOSBNATLCA YEPes HEKOTOPOEe BPeMANOoCHe
: poXageHus, Ha 2-3 MecsiLie XN3HK

. @) Ocumnnoncus - nNno3us cogporaHus

: OKpyxatoLLen 0B6CTaHoBKM

. 2 AKTUHUYecKkue KepaTo3bl - OrpyGeHve

* Y4aCTKOB KOXM, MOABEPXKEHHbIX Ypeamep-

' HOMY BO3JEWCTBUIO COMHEYHbIX NyYen.

: @) KapumHoMma - 3MoKaYecTBeHHas OnyXorb,
! pa3BMBalOLLAsACS W3 KIETOK SNUTENMUanbHomn

: (NOBEPXHOCTHOM) TKaHW KOXM.

. @) BazanbHOKNETOYHasA KapuMHOMa - Buz

: paka KoXu, pasBuBaloLLMiCA B 6a3anbHOM

. (camom rny6okom) crnoe anuaepMmuca, Ha

* rpaHnLe Mexay 3nMaepM1coM 1 AepMon

: @ MnockokneToyHas KapuuMHoMa

* - BUA paka, KOTOpbIil pa3BMBaeTcs B

I aNUTEnuarbHbIX KNEeTKax KoXu, BHYTPU

: anugepmuca.

: @9 [luH3bI ANUTENBHOro HOLEHMS - NPo-

* M3BedeHbl U3 MaTepmasnos HOBOTO MOKore-
. HUA, NponycKatoLmX Kucnopod, 6narogaps

: Yemy 3TV IMH3bl MOXHO HOCWTb,HE CHUMas],

. AHEM n Houbto, Ao 30 gHen nogpsa.
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