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Puc. 1. [arment b., 24 rona. TUNMWYHBIA 09ar THE3THON aJIOTICIIMH B BUJIE 0YarOBOTO BBIMAJICHUS BOJIOC B MPaBOil TEMEHHO-3aTBUIOYHON 00~
JIaCTH OKPYIVIOH (OPMBI ¢ YETKUMH TPaHUIIAMHU 0€3 MPU3HAKOB BOCHAJICHUS KOXKH BOJIOCHUCTOM YacTH TOJIOBBI, B IPOTPECCUPYIONIEH CTaanN
(aKTHBHAsI 30HA PACIIATAHHBIX BOJIOC MPH MPOBEACHUH KPaeBOU TPAKI[HOHHOM POOHI).

a — 1e6roT 3a001eBaHys, Ha (POHE YACTHIX 3MM30/0B JlabuanbHoro repreca, OPBU. 6 — 3apacTanne oyara rHE3/HO# alONEIUH MOCIIE Kypca MPOBEJICHHOH Tepa-
IIMH; 30HA PAaCIllaTaHHBIX BOJIOC HPHU MPOBEICHUH KPACBOI TPAKIIMOHHOM POObI HE OIPEICIACTCS.

» Puc. 2. [Taumentka T., 23 roxa. Oyar BeIIageHUS BOJIOC JIEHTOBH/IHOM
(GOpMBI B 3aTBUIOYHON 00JIACTH BOJIOCHCTON YaCTH TOJIOBBI C MEPEX0I0M
Ha MIAaJIKyro KoKy. Jluarnos: rae3nHas anomnersi, hopma — oduasuc. Ila-
TOJIOTMYECKHI MpOIecc MPOTeKal Ha (JOHE BIIEPBBIC BBISBICHHOIO MeEp-
BUYHOTO THIIEPTHPE03a, YACTHIX 00OCTPEHUI XPOHUUECKOTO TOH3HILTUTA.
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Puc. 3. Hauuenr I1., 17 ner. [latonornueckuii nporecc nporekan Ha HoHe XPOHHYECKOTO KOXKHO-CITH-
3MCTOTO KaHAM103a. J{MarHo3: ayTOMMMYHHBIH HOJIUTTAHAYIISPHBIA CHHAPOM 1-TO THMa (TOATBEPKACH-
HbIIl 0OHapyxeHneM MyTtaun R257X B rene A/RE): peluAMBUPYIONINI KOXKHO-CITM3UCTHII KaHIUI03 B
aHaMHe3e, THe3/Hasl aJIoNelHsi, MHOroo4arosas Gpopma. OoJUTHKYINTBI KOXKH BOJIOCUCTON 4aCTH FOJIOBBI,
(U3HOTOrNYECKHE aKHE CPEIHEH CTEMEHN TAKECTH.

AyTOMMMYHHBII OTUIIIAHAYIAPHBIA cHHAPOM 1-ro Trma (ATIC-1, cun. — KaHANTONONAHIOKPHHHEII CHH-
npom, APECED — autoimmune polyendocrinopathy, candidiasis, ectodermal-dystrophy; MEDAC — multiple
endocrine deficiency autoimmune candidiasis) — peaxoe HacIeACTBEHHOE 3a00I€BaHue, 111 KOTOPOIO Xa-
paKTepHa KJIacCHUYecKast TPHajla: CIIM3HCTO-KOXKHBIH KaH/IM103, THIIONApaTHPEO3, TIEPBUYHAs XPOHNUIECKas
HAMOYCIHHKOBAsT HEOCTATOYHOCTh (Oose3us Amiicona). Kiaccuueckoil Tpuaje MOTYT COIyTCTBOBATH
TICPBUYHBIN THIIOTOHAIM3M, 3HAYNTEIBHO PEKe MEPBUYHBIN THIIOTHPEO3, caxapHbIi auader 1-ro Tuma,
THE3/THAs aJIOTIEINsl, BUTHIINTO U APYTHe ayTOoMMMyHHEIe 3a0oneBanus. AIIC 1-ro Tnra mMeeT MOHOT€HHYFO
MIPUPOLLY, HACIIEILYETCs 110 Ay TOCOMHO-PELIECCUBHOMY THUITY (B OCHOBE — MyTaruu B rene AIRE [21q22.3]).

@ — O4ary BbINAJICHHS BOJIOC OKPYIION ()OPMbI PA3HOTO AMAMETPA B 3aThUIOYHON 001aCTH, TAKXKe (OIITHKY-
JISIPHBIE MaIyJIbl PO30BO-KPACHOTO LBETA C YETKUMU IPaHULAMHU, ITycTyibl 10 0,3 cM B IUMETpe; 6 — o4aru
BBINAJICHHUS BOJIOC B JIEBOH TEMEHHO-3aTBUIOYHOI 00J1aCTU OKPYIIIOH (hOPMEL, ¢ YeTKMMHU IPAaHULAMH, Pa3-
mepoM 0T 1 0 10 X 7 cM; Ha Koke BOJOCHCTO} 4acTH I'OJIOBEI MHOXKECTBEHHBIE (DOJUTUKYIISIPHBIE MAITyIIbL,
mycryiaesHbie snemMeHTs oT 0,1 10 0,3 cM; 6 — ouary BHINAACHUS BOJOC Ha KOXKE JICBOW TOJICHH OKPYIJIOH
(hOpMBI C OTHOCHTENIBHO YeTKHMHU TPAHUIIAMH; 2 — YJACTKH pa3pekeHns OpoBeil, CKyIHBIH pocT BOJIOC Ha
KOXK€ JINIA, TMaITyJI0-ITyCTYJIC3HBIC BBICBIITAHUS HA KOXKE, MHOXKECTBECHHBIC 3aKPBITHIE U OTKPBITBIE KOMEIOHBI.

Puc. 4. [Taumentka P., 64 roxa. [Iponecc mporekan Ha GpoHe TUIEPTOHNYECKO Oosie3Hu 1l cTernenu, maToNoruy MUIIEBAPUTETHHOTO TPAKTa
(XpoHHuYecKuii racTpoxyoieHuT). JInarnos3: miocKuid BOJIOCSHON uiaii (arpopudeckas popma KpacHOTO IIIOCKOTO JIMILAs).
a — Ha KOXK€ BOJIOCHCTOH 4aCTH I'OJIOBBI — MHOXKECTBEHHbIE JAUCCEMHUHHUPOBAHHBIC O4Yaru anO(l)I/H/I KOXH, CKIIOHHBIC K CIHUAHHUIO, C OTHOCUTEIIBHO YETKUMHU U

HEUYETKUMU TPAHULIAMU Pa3HOTO JHAMETPa, C TEICAHTMOAKTa3UsAMU Ha IMOBEPXHOCTH; 6 — IPH yBEIHYCHUH — OYard aTrpodHu Ha KoXKe JTOOHO-TeMEHHOH 30HBI
BOJIOCHCTOH YaCTH TOJIOBBI C YMEPEHHO BEIPAKCHHBIMH OYaraMH IepH()OIUTUKY/IIPHOMH 3pUTEMEI 110 epU(epHH.
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Puc. 5. ITanmentka K., 12 net. [Iponiece mporekan Ha hoHE aCTEHO-HEBPOTHYECKOTO CHHAPOMA. J{HarHo3 — TpUXOTHIUIOMAaHHUs; B TIOOHO-TEMEH-
HOH 30HE BH3yaJIM3UPYETCs 04ar 3HAYUTEIBHOTO Pa3peKeHHs BOJIOC C YETKHMH IPaHUIIaMH, pa3MepoM 7 X 15 cM (a); Ha TOBEpXHOCTH odara
00IOMaHHBIE BOJIOCHI Pa3HOI ITMHBI, BU3YAJIU3UPYIOTCS HEOOJBIINE OYaru 3pUTEMBbI 03 YeTKUX TpaHull (0); KpaeBas TpaKIMOHHAs mpoda
oTpuLaTeNbHasl.

Puc. 6. [Tament A., 66 set. lnarnos: qUCKOWAHAS KpacHask BOTYAHKA.

a — Ha KO)Ke TeMEHHO-3aThUIOUHON 00IaCTH BU3YaIH3UPYIOTCS MHOKECTBEHHBIE OUarH BBINAACHUS BOJIOC C YSTKUMH IPAHUIIAMH Pa3HOTO AHameTpa u GopMbl;
KOXKa B OYarax BBINaJCHHs aTpOQHIHA, C HATMIHEM OOJIBIIOr0 KOJIMYECTBA TeJICaHIHOIKTa3 i, 6 — Ha IIOBEPXHOCTH JIOOHO-TEMEHHBIX 30H KOXKH BOJIOCHCTOIT
YacTH TOJIOBBI — IICCEMHUHUPOBAHHbIC SPUTEMATO3HbIC OJISIIKH ¢ (DOIUTMKY/IIPHBIMU POTOBBIMU HPOOKAMH, BBIPAXKEHHOIT TO0CTBOCIIAINTEIEHON THITONUTMEHTa-
IHeil, HaTMIueM Ha MOBEPXHOCTU MHOKECTBEHHBIX TEICAHTHOIKTA3UMH, INIOTHO MPUIIETAIONINX MEIKUX YeIIyeK SIHICPMUCA.

Puc. 7. MNamuent O., 23 roma. 3a 2 roma J0 BO3HUKHOBCHHUS KOXKHBIX CHMIITOMOB IMPOBEICHO JiedeHUE TyOepKynesa Jierkux. Jluarsos:
¢dommukynuT abcuenupyromuii moapeBaromuii [opdmana.

a — B TEMEHHBIX 30HaX BOJOCHUCTON YaCTH TOJOBBI BU3YAIU3UPYIOTCA CIIMBHBIC OUaru BBIMTAACHUSA BOJIOC, C HAJIUMIUEM HaA anOCI)PI‘IHOﬁ KOXXC€ MHOXCCTBCHHBIX
Y3JIOBBIX 06pa3OBaHPII>'I IUAaHOTUYHOI'O OTTEHKA Pa3HbIX pasMEPOB, TUCCEMHUHUPOBAHHBIX U CKIIOHHBIX K CIHSHUIO; ITPU ITaJIbIIALIUN Y3JI0B — THOMHOE OTACIIA-
eMoe; 6 — Ha KOJKe CKyJl, HOI00po/iKa (B MECTax pocTa BOJIOC) (hOJUIMKYISPHBIC MaIyIe3HbIe, Y3JI0BbIE HIEMEHThI PO30BO-KPACHOTO 1IBETA, PA3HBIX Pa3MEpOB,
CAUHNUYHBIC ITYCTYIIbI, 5PO3HH, IIOKPBITEIE CEPO3ZHO-TEMOPPArn9I€CKUMH KOPOIKAMH.
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