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®OTOrANEPEA

VK 616.594.12

N3 kosnekuun Bpaya-gepmarosiora E.J1. Ilapésou
PASHOOBPA3HUE TAXEJIBIX ®OPM BBIITAJIEHUSA BOJIOC

Puc. 1. bonwsuas 1. 23 rona.
BonocsHOi  MOKPOB  KOXKM  T'OJIOBBI
MPaKTHYECKH OTCYTCTBYeT. B TemeH-
HO-3aTBUIOYHBIX 00NacTsX (a, 6) myd-
KA COXPAaHUBIIMXCSA JUIMHHBIX —Tep-
MHHAJBHBIX BOJOC TEMHOIO IIBETa;
KOJKa BM3YyaJlbHO HE HM3MEHEHA; 6, 2 —
KOXKa 3aTBUIOYHOM U JIOOHO-TEMEHHBIX
30H BOJIOCHCTOM YacTH TOJIOBBI C MOJHBIM
OTCYTCTBHEM BOJIOC Ha (hOHE BUIUMO HE
H3MEHEHHOH KOXH; O — Ha KOXKe JIMIA —
OTCYTCTBUE BOJIOC OpOBEH (Taryax), pec-
HHII (HAKJIAJ(HBIC PECHHMIIBI), SPUTEMATO3-
HO-CKBAaMO3HBIE OYarH PO30BO-KPACHOIO
nBeTa 0e3 YeTKuxX rpaHui, Xemr. To-
TajnbHast (opMa THE3IHOW aJoNeIuH.
ITaTonmoruueckuii mporecc nporekan Ha

(hoHe MHOTOY3J10BOTO 3002 IIIUTOBUIHOM KeJe3bl (C TPUEMOM TUPEOCTATHKOB), BA30OMOTOPHOTO PUHUTA, HEHPOIMPKY/ISITOPHOU TUCTOHUH, PEIUANBUPYIO-

IICro KaHAUI03HOTO BYJIbBOBAIMHUTA.

Jluarxo3: ayTOMMMYyHHBIH HOMHDIAHTYISPHBIA CUHAPOM 1-ro Tuma (MOATBepsKACHHEBIM oOHapyxeHneM MyTanuu R257X B rene A/RE): XpOHHYECKHI
KOXKHO-CIIM3UCTBIH KaHIUI03, THE3HAs JIOMCIHsl, YHUBEpcaibHas GpopMa, CHHIPOM MaibaOCcOpOLH, THIONApaTHPeo3, MEPBUYHAS HAIOYCUHUKOBAS
HEJIOCTaTOYHOCT, TUIIOTHPEO3, THIICPTOHAIOTPOIHBIA IHIOTOHAN3M, XPOHUUCCKUI KepaTHT. AYyTOUMMYHHBIH MOMUIIAHAYIAPHBIA CHHAPOM 1-ro THma
(ATIC-1, cun.: kanauaOnONU3HAOKpHHHBIH cuHapoM, APECED — autoimmune polyendocrinopathy, candidiasis, ectodermal-dystrophy; MEDAC — mul-
tiple endocrine deficiency autoimmune candidiasis) — peakoe HacleICTBEHHOE 3a00J1eBaHue, AJIsl KOTOPOTO XapaKTepHa KilacCuuecKkas Tpuaja: CIU3UCTO-
KOXKHBIN KaH[MJI03, THIIONApaTHPeo3, IepBUYHAsI XPOHHYECKasl HaAIIOUSUHHKOBAsI HEIOCTaTOYHOCTh (0one3nb Anancona). Kiaccuueckoii Tpuane MoryT
COITyTCTBOBATh NEPBUYHbIN MMIIOTOHAIM3M, 3HAUUTENILHO PeXe NMEePBUYHBIN THIIOTUPEO3, CaXapHblil 1MabeT 1-ro TUIa, THE3/IHAs aJONelHs, BUTUINIO 1
Ipyrue ayrouMMyHHbIe 3a0oneBanms. AIIC 1-ro Tuma uMeeT MOHOTE€HHYIO IIPUPOAY, HACIEAYeTCs [0 ayTOCOMHO-PEIIECCUBHOMY THUITY (B OCHOBE MYTAI[HU

B rede AIRE [21q22.3]).

Puc. 2. bonsuoi M., 5 metr. Ha koxke 7€BOM TEMEHHO-3aTHUIOUHOM 001a-
CTH IIOJIHOE OTCYTCTBUE BOJIOC (), KOXka HE u3MeHeHa. Ha koxe juiia Boocsl
OpoBeit, pecHUIL OTCYTCTBYIOT (0). OTMEUaeTCst TUIePIUIMEHTAIUS TIEPUOp-
OUTATBHBIX 00IACTEH.

C y4eToM COMyTCTBYIOIIEH MMaTOJIOTHH, IHArHO3: ayTOUMMYHHBIH [TOJIHUITIaH-
JUyNAPHBIA CUHAPOM 1-ro THNA (MOATBEPKACHHBIH 00OHAPYKEHHEM MYTalluK
R257X B rene AIRE): XpoHHYECKas HAAMOYCUHHKOBAsI HEIOCTATOYHOCTD,
THE3/IHAsl aJIONeIMsl, YHUBEepcaibHas popma.

Puc. 3. Bonbruas T., 30 ner. Ha koxe J100HO-TEMEHHBIX, BHCOUYHBIX 00-
JIaCTeH 3HAYNTEIBHOE Pa3peKeHHE, YMEHBIICHHE INIOTHOCTH BOJIOC IO THITY
«IIAMOYKH KapAHHATA.

ConytcrBytomue 3aboneBaHust: TU(QY3HBIT TOKCHUeCKHil 300, XpOHHUe-
CKHMIl TacTpUT BHE OOOCTPEHUsI, XpOHHUYECKHE (DapHHTHT, TOH3HUIMT BHE
obocTpeHust.

JlnarHos: rHNepaHApoOreHHas anornenus (3-i CTeneHH Mo KiacCu(puKauum
JlronBura, 5-i crenenu o knaccupukanmn CHHKIEpa).
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