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Koxxuble 3a00neBaHus SABIAIOTCS OMHUMH U3 HauOoOJIee CIOKHBIX B AU (epeHINANIBHON AUarHOCTHKE U3-32
MHOTr000pa3usi KIIMHHYECKHX MPOSBICHHH 1epPMaTO30B, HX MOJHITHOIOIHYHOCTH, CIIOKHOCTH [AaTOreHe3a H TeCHOM
B3aUMOCBSI3H KOXKH C HEPBHOM M SHIOKPUHHOW cHCTeMaMu. MHOTHE peKUe IepMaTOIOrn4eCcKie O0JIe3HH UMEIOT
TeHETHYECKoe MpoucxokaeHue. CTOUT MOMHUTB O TOM, YTO HECBOCBPEMEHHO AMArHOCTHpyeMas MaToJIOTHs MO-
JKET J1aTh OOJIBILIOE KOJIMYECTBO OCIOKHEHUH B Oy/lyllleM, CHU3UTh Ka4eCTBO JKU3HU MALMEHTa, a TAKKE MPUBECTH
K MHBaUau3anuu 6onpHoro. [1ogo0HbIe HEONaronpUsITHBIC UCXO/Ibl HETaTUBHO CKa3bIBAIOTCS HAa KAUYECTBE KU3HH
MaIKeHTa, YCYTyOusist ero o0IecoMaTn4eckoe cocTosHue. Hepeako Hammymne 3CTeTHYecKoro 1e(eKra Ha KOKe YCy-
ryOJsieT IICHXONIOrHYeCcKoe COCTOsIHNE MaruenTa. JlureparypHble 0030pbl, B KOTOPBIX COICPIKHUTCS aHAIH3 JepMa-
TOJIOTHYECKHX 3a00JICBaHHM, TAFOT BO3BMOXKHOCTh KIMHHUIMCTAM O3HAKOMHUTHLCS C BOXKHBIMU U] depeHIInaTbHBIMI
MPU3HAKAMH Ka)KI0W U3 MATOJIOTUH, YTO TMOBBIILIAET MPodeCCHOHANBHBIN YPOBEHb Bpadeil. B nanHOit cTaTbe mpoBe-
JICH aHaJIN3 JINTEPATyPHBIX HCTOYHHKOB, COACPIKAIINX HHDOPMALIMIO O JUATHOCTHYECKHX KPUTEPHUSIX PEAKUX Aep-
MAarTo30B, KOTOPbIE MOTYT BCTPETUTHCS Ha MPUEME y Bpada-IepMaroyiora. 3HaHHE OTIIMYUTEIbHBIX 0COOCHHOCTEH
Ka)JI0M IaTOJIOTUH MOXET MOBBICUTh KaK CKOPOCTh NOCTAHOBKH, TaK U MPOLCHT BEPHBIX JAUArHO30B, YTO, B CBOIO
o4epe/ib, O3BOJIUT HA3HAYUTD IIPABUIIBHOE JICYEHHE.
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Skin diseases are among the most difficult in differential diagnosis due to the variety of clinical manifestations
of dermatoses, their polyetiology, complexity of pathogenesis and the close relationship of the skin with the nervous
and endocrine systems. Many rare dermatological diseases have a genetic origin. It is worth remembering that
untimely diagnosed pathology can give a large number of complications in the future, reduce the quality of life of
the patient, and also lead to disability of the patient. Such adverse outcomes negatively affect the quality of life of the
patient, aggravating his general somatic condition. Often, the presence of an aesthetic defect on the skin aggravates
the psychological state of the patient. Literature reviews, which contain an analysis of dermatological diseases,
enable clinicians to familiarize themselves with important differential signs of each pathology, which increases the
professional level of doctors. This article analyzes the literature sources containing information about the diagnostic
criteria of rare dermatoses that may occur at a dermatologist’s appointment. Knowing the distinctive features of each
pathology can increase both the speed of diagnosis and the percentage of correct diagnoses, which in turn will allow

you to prescribe the right treatment.
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KosxHbie 60ne3H1 MHOr0OOpa3HbI 10 KiIH-
HUYECKUM MpOosBIeHUAM. OHM OTpa)karoT U3-
MEHEHHs B OpraHU3Me YEJIOBEKa M BKIIOYAKOT
B ce0s NMPEerMYIIECTBEHHO MaTOJIOIHI0 HEPB-
HOH, SHIOKPUHHON U HIMMYHHOH cucteM. He-
3aBHCHUMO OT TSKECTH TEUYEHMS J1€pMaTO30B
OHU CHIJKAKOT KA4eCTBO >KU3HHU YEJIOBEKa.
OTO CBSI3aHO C TEM, YTO MOPAXKEHUSI KOKH
OKa3bIBAIOT BBIPAXKEHHOE BIUSHUE HA ICTeE-
TUYECKOE BOCIPHUATHE KOKHBIX IIOKPOBOB Ca-
MHM TAIlMeHTOM, YTO OTPHUIATENHHO AEHCTBY-
€T Ha €r0 ICUXUYECKOE 3J0POBbE U HEPEIKO
NIPUBOAUT K HEBpo3aM. JlepMarosorudyeckue
3a00NeBaHMsl XapaKTEPHU3YIOTCS Pa3IUYHOMN
3THOJIOTHEN U MPU TSHKETIOW CTENEHU TEUCHUS
CIIOCOOHBI IPUBECTH K MHBAJIUIHOCTH HJIU XK€
K JeTaqpHOMY ucxopay. Penkue 3a0oneBaHus
4acTo OOYCIIOBJIEHBI TEHETHUECKHUMHU MPHYH-
HaMH, HO MMeEeTCs MHOro 0ose3Heill W cuH-
JIPOMOB, CBSI3aHHBIX C Pa3BUTHEM ayTOUM-

MYHHBIX, BOCIAJIUTEIBHBIX U HHPEKIIMOHHBIX
npoueccoB B opranusme. OT cBOEBpEMEHHOMN
MUATHOCTHKU W TPABUJIBHO TOM0OpaHHOM
CUMIITOMaTHYECKON U MOJJICPKUBAIOIIECH Te-
pamny 3aBUCAT KA4e€CTBO W IPOIOJIKUTEIh-
HOCTb JKM3HU ManueHTos [1, 2].

Ilens wuccnemoBaHus: HM3YYUTh HAYIHYIO
JTUTEeparypy, B KOTOpod omucana nuddepeH-
[UabHas AUATHOCTHUKA PEIKUX JePMaTO30B.

MaTepI/IaI[I)I H METOAbI HCCTICAOBAHUA

IIpoBenen aHamu3 nHUTEPAaTYpPHBIX HCTOY-
HUKOB, COJCpKaImuX HHGOPMAIUI0 IO IHa-
THOCTHKE PEIKUX JIEPMaTO30B.

Pe3ynbTarhl ucciaen0BaHus
H UX 00CY)KIeHue

MacTounTo3 — reTeporeHHasl Tpymma 3a-
OoneBaHMd, XapaKTEPU3YIOIIUXCS 4Ype3Mep-
HOW mponudepanueit TydHsix kieTok (TK)
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U uHQUIBTpalMel MMU KOXH M JIPYTHX Op-
raHoB. Yaie NaHHON MaToJOTHEH CTpPagaroT
JIeTH 0 3 IeT, HO MX KOXHasg (opma peaxo
MPOrpeccupyeT B cUCTeMHY0. HuxHUl BO3-
pPacTHOM [HWama3oH y B3POCIOr0 HaCEIECHUS
COOTBETCTBYET 24 rogamM, HO peruCTpUPYEMbIii
nuK 3a0oneBanus npuxoautcs Ha 40—45 nert.
Jliig cucteMHBIX (hOpM MACTOIIMTO3a XapaKTep-
HO MYJbTH(OKAIBHOE TMOPAXKEHWE KOCTHOTO
MO3ra, KOXH, IIEYeHH, CEIE3eHKH H KeIya0d-
HO-KHUIIIEYHOTO TpakTa [3]. MacToIuTs! pa3Bu-
BAlOTCSI M3 CTBOJIOBBIX KPOBETBOPHBIX KIIETOK
KOCTHOTO MO3Ta, B TIOCJIEAYIOIIEM MUTPUPYIOT
C TIOMOUIBIO CHEHUATBHBIX PELENTOPOB UHTE-
TpYHA ¥ XEMOKHHOB B SIHUTEIHAILHBIC TKaHU
KOXH, Te nuddepeHnnpyoTes B Hemponude-
pupyIoIIHe 3penbie KIETKH, CoAepIKalue 61uo-
JIOTUYECKH AKTHUBHBIC BEIIECTBA, MEIUATOPHI
u depmentsl. AxtuBanus TK u ciemyromias
3a ATUM ACTPaHYISIUS MPOUCXOAIT MPU B3aU-
moneiicteuu IgE ¢ annepreHaMu Wi IpyrumMu
CTUMYIUPYIOIIMMH areHTamu. [loBbimeHue
KOHIICHTpanmuu crenuduaeckoro (epmeHTa
TpunTasbl Bhimie 20 HI/MJ CBHIETCIILCTBYET
00 axruBanuu TK 1 Mmacrornurose.

Ha noBepxHOCTH TYyUHBIX KJIETOK UMEIOTCSI
cneuuduueckue peunentopsl CD117 (c-KIT).
B ciy4asix BOSHIKHOBEHHSI COMaTHIECKUX MY-
tanuit B rene c-KIT npu Macrouurose mpouc-
XOJIHT OITyXoJieBasi TpaHC(opMarus B KOITOHE
816 ¢-KIT, a umMeHHO 3aMeHa BajJMHA Ha acra-
ParuHOBYIO KHCIOTY. Takas MyTanus Xapak-
TEpHA /7S B3POCIIBIX U BEISBIAETCS Y OOMBHBIX
mactouTo3oM B 90% ciyyaes [1, 2]. Jluarso3
«CHCTEMHBI MAacCTOIINTO3» CTaBAT Ha OCHO-
Be Hajuuus y OonpHOro KoHromepatoB TK
B KOCTHOM MO3T€ WU IPYTUX OpraHax, ypoBHS
TpumTassl Beime 20 HI/MII B epuQepruuecKoit
KpOBHU U MyTanuu B kogoHe 816 c-KIT [4].

CaMbIM pacnpOCTpaHEHHBIM TPU3HAKOM
CHUCTEMHOTO MAacTOIIMTO3a SIBJISIETCS TOpake-
HUE KOXKHBIX TIOKPOBOB. Y JieTell KoxkHas dop-
Ma peJIKO NPOrpeCCUPYET B CHCTEMHYIO. BBICHI-
MaHus TPEJCTABICHbl MATHUCTO-TIAMYIEC3HOM
ceinblo guamerpoM oT 1,0 go 2,5 cm, xenTo-
BaTO-KOPUYHEBOTO WM KOPUYHEBOTO IIBETA.
OJeMeHTHl JIOKATU3yIOTCS dYamie B OOJIacTH
TYJOBHINA, HE PaCHPOCTPAHAIOTCS Ha JIHIIO,
BOJIOCHUCTYIO YacTh TOJOBBI, JIAJIOHU U TMOAO-
Bkl ChITTb MOXET OBITh KAK C MOMEHTA POXK-
JIEHVsI, TaK W TPOSBISTECA MOKE. Y B3pOC-
JIBIX BBICHITIAaHUSI UMEIOT auameTp 1o 0,5 cwm,
KpacHO-OyphIi 1IBET, HE CKIOHHBI K CIUSHHUIO
U TIEeTYMICHUI0. ODJEMEHTHI PaCIoararoTcs
B 00JIaCTH TYJIOBHWIIA, MHOT/IA HA JIUIIE, JIAI0-
HSIX M CTYITHSIX.

[1aTOrHOMOHWUYHBIM JIJISI KO)KHOTO MacTO-
[UTO3a CYUTAETCS MOJOKHUTEIBHBIN CHMITOM
Happe—YHHa: MexaHWYecKoe pa3apakeHue
TMSTHA WJIU TIAITYJIBEI OKOJIO 5 pa3 uepe3 HEKOTO-

po€ BpeMsi IPUBOIUT K HAOyXaHUIO 3TOTO JJIe-
MEHTa, U OH MPHOOPETACT BOJIBIPEOOPA3HBII
xapakrep [3].

Juddy3HbIil KOXKHBII MacTOIIUTO3 BBISB-
nsgercst y 1-3% Oompubix. IlpeacraBnen mm-
XCHU(DUIIMPOBAHHBIMU YYaCTKaMU KOXKH C HE-
YETKUMH TPAHULIAMH, COMPOBOMKIAOIIUMUCS
3yJIOM U UMCIOIIUMH YKEITOBATO-KOPUIHEBBIN
uBet. Jlokanuzanus pa3indHa, YYacTKH TIpe-
WMYIIECTBEHHO PACIIONATalOTCs B MTOIMBIIIEY-
HBIX, MTAXOBBIX M MEXBATOAWYHBIX CKIIAIKaX
koxku. Tect Jlapbe—YHHA cleyeT UCKIIIOUNTb,
TaK KaK MEXaHUYEeCKOE Pa3IpaKCHHE OYaroB
MOXET CIIOCOOCTBOBaTh 00PA30BAHUIO HA HUX
My3BIPE C CEPO3HBIM KU TeMOPParnIecKuM
COJIEPKUMBIM, KOTOPHIE B JajlbHEHIIEM MpH-
BEIyT K GOPMUPOBAHUIO 3PO3UIi U KOPOK [3].

K y3ioBaroii popme MacTommTo3a OTHOCAT
TpU (HOPMBI BBICHITAHUMN: KCAHTEIA3MOUTHAS,
MHOTOY3JIOBasi, y3JoBaTo-ciiuBHas. KcaHre-
Ja3MOUIHBIE 3JIEMEHTHI TPEICTaBIEHBI H30-
JUPOBAHHBIMHU WIIA CTPYNITUPOBAHHBIMHA TIJIO-
CKHMH y3eJIKaMi OBaJIbHON ()OPMBI C YUETKUMHU
IPaHUIIAMH U TIOBEPXHOCTHIO TIO THUILY arelib-
CHUHOBOH KOPKH, OT JKEJITO-KOPUYHEBOTO JI0 Ha-
CBIIIICHHOTO KOPUYHEBOTO IIBETA, YTO MPHUIACT
UM CXOZICTBO C kKcaHTenazmamu. [[is MHOTOY3-
JIOBBIX DJIEMEHTOB XapaKTEPHBI OTYIIapOBHU/I-
HBIE pO30BBIC y3eIku quameTpoM ot 0,5 10 1 cm
U TJIAJKOH MOBEPXHOCTHIO. Y3JI0BAaTO-CIAUBHAS
(hopMa OTIMUASTCS CIUSHUEM y3EJIKOB B 00Ma-
CTH CKJIQZOK KOXH [5].

[IpoBoauts auQdepeHnnanbHbId 1A~
THO3 MAacTOIINTO3a CTOUT C MHOXECTBOM 3a-
OoneBaHMii, Hampumep aepMaroGuOpoMoit,
JIOOPOKAYECTBEHHON OIMyXOJNbI0, COCTOSIIEH
U3 COCIMHUTEIBLHOW TKaHH, YTO JIOKAJIU3YeT-
s Yalle Ha HIDKHUX KOHEYHOCTSX, HO MOXET
pa3BHBaThCA W Ha TynoBuile. 3a0oieBaHUE
MposBIsieT ceOs OJUHOYHBIM WM MHOXe-
CTBEHHBIM JJIEMEHTOM CBHIIIM B BHUJAE y3€JKa
¢ DIAAKOHN U OJIeCTAIIeH MOBEPXHOCTHIO, IIBET
BapbUPYETCS OT CBETIIO-KOPUYHEBOTO JIO TEM-
HO-KOPUYHEBOTO, IUAMETPOM OT HECKOJIbKUX
MUAJTUMETPOB 10 0,5 cM ¢ KailMoi &KeNnTo-Ko-
pudHeBoro 1BeTa no nepudepun. [Ipu manb-
TIAIUY TIaITyJ1a MOBIKHAs 1 6e3001e3HeHHas.
Paznuume y30poB OOBSCHsSETCS OCOOEHHO-
cTtsiMU  (POTOTUNOB KOXKH. OTIHYUTEIBHBIM
MPU3HAKOM Il IepMaTropuOpOMBI  SIBIISICT-
cs 3Hak OuTHIIATPUKA WIH SMOYKH, KOTAA
TIPH JIaTePaIbHOM CHABIIEHUH MAIBIIAMHU Y3€T
Kak OBl TpoBanMBaeTCAd BHYTPh. Takxke nMme-
€TCS CHUMIITOM «OeJION MYIIKH» Ha BEPIIUHE
y3eiKa — 00JIaCTh TUITOMUTMEHTAIUH C Henpa-
BUJILHBIM KOHTYpOM. Takve mpu3HaKu He Xa-
PaKTepHBI AJis1 MacToluTo3a [6].

JuccemunupoBaHHas kKcaHToMa MOHTTO-
MEpH TIPEACTABIACT COOOM PEIKyI0 TOOpOKa-
YECTBCHHYO HOPMOJUIUIHYIO (DOpMY KCAHTO-
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MaTo3a, MOpaKaIoLIyIo JIFofiel ¢ HecaXxapHbIM
muabetoM. [losSBISIOTCS JKENTHIE TAITYJIbI,
JIOKATU3YOIIMECs CHadajda B IOIMBIIICUYHBIX
BITAJHAX, & TTOTOM B CKJIAJIKaX KOXKM Ha pas-
rudaTensx, KOTopble MMOCTENeHHO CIIMBAOTCH,
00pasyst MArKue OJISAIIKHA. DTH KCAHTOMBI CTO-
uT auddepeHIpoBaTh ¢ MOMOIIBI0 aHAIN30B
KPOBH OT Y3JI0BaTO ()OPMBI MaCTOLITO3a U3-
3a CXOKECTH KIMHUYECKON KapTHUHBI [7].

K HeHpoKOXHBIM CHHIpPOMaM OTHOCHT-
cs HelpodhnOpoMaTo3 — KOMIUIEKC OIHOTHII-
HBIX KJIMHUYECKUX TPOSBICHUHN, BBI3BAHHBIX
Pa3IUYHBIMA TCHETUYCCKUMU TPUYHUHAMH.
Hetipopubpomaros 1-ro Tuma, wim 00Je3HBb
Pexnmunarxaysena, BcTpedaeTcsl B TOMYISALIAN
¢ yactoroit ot 1 : 2000 mo 1 : 4000 nacene-
Hus. JlaHHas maToIoOTus SABJISIETCS ayTOCOMHO-
JOMHUHAHTHBIM 3a00JIeBaHUEM, TPU KOTOPOM
MIPOUCXOAUT MyTalMsl, Hapyllaloomas pery-
aupytomyto poiab NF1 reHa, OTBETCTBEHHO-
ro 3a oOpazoBaHue Oenka HeHpohuOpoOMHUHA.
JlaHHBI T'€H HAXOAWUTCA Ha IJMHHOM IUIeYe
xpomocoMbl 17q11.2 1 dkcripeccupyeTcs ¢ mo-
paKEHHEM TPEUMYIIECTBEHHO KOXH, HEPBHON
1 KOCTHOM TkaHW. IIpu myTanmu B 3TOM reHe
MPOMCXOJUT CHIDKEHHE O0pa3oBaHUs HeEH-
poduOpoMUHa ¥ pa3BUBAETCS OIyXOJIeBas
Tpanchopmanus TkaHed. He#podubpomun
COIEPXKHUT JTIOMEH, KOTOPBI B HOpME B3aMMO-
nerictByeT ¢ ['JID-cBA3aHHBIMU OHKOTE€HAMHU
RAS, mnepeBoas ux B HHAKTHMBHPOBAHHYIO
¢dbopmy, TeM caMbIM peanu3ysl CyIpeCCOPHBIH
a¢ ekt B Kackage oHkoreHesza. lIpomymmpy-
eTCs OH B KJIeTKaX Heponmu (ILIBaHHOBCKHX
KJIETKaX) ¥ HEPBHBIX KiIeTKax. KimHudecku
9Ta (opMa 3a00neBaHUs TPOSBIAETCS 00pa-
30BaHMEM HelpopubpoM mo xony nepudepu-
YECKHX HEPBOB. Y3JIbl JOKAIU3YIOTCS B JIepMe
Y TIOAKOKHO-KUPOBOU KieTyarke, Oe300mes3-
HEHHBIC TIPU MaJbIalUH, PAa3IHIHOTO pa3Me-
pa. IIpu BoBlleYEHHH B MATOJIOTUYECKUHN TPO-
[[ECC CaMHX HEPBOB OyIyT MPOSBISTHECS OOIH
u runocre3un. Ha panyxke miaza ompenens-
FOTCS. MEJIAHOIUTAPHBIC TaMapTPoMbl (Y3EIKH
Jluma). B GonmpIIMHCTBE Cy4aeB MOCIE POX-
IeHNs] TIOSBISIOTCS MHO)KECTBEHHBIE TISITHA
[0 THUIy «BECHYIIYATBIX TPO3IBEB» HA KOXKE
MIOAMBIIIEYHON 007aCTH WM TaXOBBIX CKJIaJl-
Kax, a TaKXKe pa3uuHON JIOKATU3aIUU JKENTO-
KOPUYHEBOTO 1BeTa (ISTHA IBeTa «Koge ¢ Mo-
nokom») quamerpom 0,5—1 cm. Ipu konmmdectse
AIIEMEHTOB OOJIbIIIe 6 Bpad YK€ MOXKET 3aIto10-
3pUTH TUATHO3 «HEHpohuopomaTos» [8, 9].

Hamuuue nisiteH «kode ¢ MOJIIOKOMY TIpUCY-
ie He ToJbKo Oosie3Hu PeknuHraysena, mosto-
My cieayeT NpoBoAUTH IuddepeHunanbHyo
JIMAarHOCTHKY C HACIIEICTBEHHBIMH 3a00JIEBaHH-
SIMHA 1 CHHIPOMaMH, HarpuMep ¢ Herpopuodpo-
maro3oM Il tuma. Dto 3aboneBaHme SBIACTCS
CHHJPOMOM MHO)KECTBEHHOH HEOIIa3uu C ay-

TOCOMHO-AOMHWHAHTHBIM THUIIOM HaCJICJOBaHUA
Y BO3HHUKAeT B pe3yJbTare MyTaluid B TEHE
NF2 na xpomocome 22q12. ComiacHO runore-
3e Ans¢pena Kayncona, oOpa3zoBaHue OITyX0iIu
MPOUCXOAUT B pe3yJIbTare JIBOMHOW MyTalluu.
ITarenTsl B MEpBOM Cilyyae HacllelyloT 3a-
pOIBIIEBYI0O MYTAlMIO OTHOIO IOpPa)KEHHO-
ro ajienst oT poxureneil. Ocraercs eie 0JHO
COOBITHE B COMAaTHYECKHX KJIETKaX, a HMEHHO
MyTalisi B HEMOBPEXISHHOM ajJielie TeHa,
JUTI BOBHUKHOBEHUSI 3JI0KAYECTBEHHON OITyXO-
. Hanpumep, eciau OT OHOTO U3 POJUTENeH
peOCHOK yHACIeIyeT MYTAaHTHBIM ajuielbHBIN
T€H, TO BO3HUKHET [IBAHHOMA, [IOCJIE )K€ BTOPOI
MYTaIlH Pa30BhETCS HEHPOTESHHAS CapKoMa.

Ilpu cuampome MakKsiona—OnOpaiita
(McCune—Albright Syndrome — MAS) Ha Tene
TMOABIIAIOTCA aCUMMCETPHUYHO PaACIIOJIOXKCHHBIC
QJICMCHTBI TUIICPIUTMEHTAIUU C HCPOBHLBIMU
TpaHULAMH TI0 THIIy «Ko(e ¢ MOJOKOM», IO-
JMy4eHHBIE TIPH POXKACHUW WM BCKOpE TOCIe
Hero. MAS BO3HUKAET B pe3yJIbTare coMaTHue-
ckux myTaruii B jokyce GNAS, koTopsIit pac-
nojyioxeH Ha xpomocome 20q13.3. Pa3zBuBaetcs
3a0oneBaHue, MOpaKalolIee CKeNeTHBIN arma-
par, KoKy ¥ SHIOKPHHHYIO CUCTEMY, & KIMHU-
YECKH TPEJCTaBIsIoNIee cOO00H TpHamy cie-
OYIOIIUX TPHU3HAKOB: (QUOpO3HAs AMCILIA3US
KOCTEH, MATHA Ha KOXKE W TPEXKIEBPEMEHHOE
mosioBoe co3pepanue [10].

Cungpom LEOPARD - peakoe nacnen-
CTBEHHOE ayTOCOMHO-IOMHHAHTHOE 3aloie-
BaHWE, XapaKTepU3yIoIeecs: BPOXKICHHBIMU
aHOMAJTMSIMH CO CTOPOHBI KOXW, JIUIA U Cep-
neano-cocymuctoit cuctembl. LEOPARD — aT0
ab0peBmaTypa OCHOBHBIX IIPU3HAKOB ATOTO pac-
CTpOfICTBaZ MHOXCCTBCHHBIC JICHTUI'O U IIsITHaA
THUIA «KO(E C MOJIOKOMY, HAPYILLECHUS JIEKTPO-
Kapauorpaguyeckoil MPOBOAUMOCTH, TIa3HOMH
TUIEPTENIOPU3M WM OOCTPYKTHUBHAS Kapiu-
OMHOTIATHS, JIETOYHBIN CTEHO3, aHOMAJIMU Te-
HUTAQJINAN, 33JepKKa pocTa U miyxora. IlarHa
IIPY ATOM CHUHAPOME TEMHOH OKpacKu, pacces-
HBI TI0 BCEMY TeITy, fuameTpom 1o 3 mm [11].

VYprukapHsiii Backynut (YB) — ato pen-
KU TUIT JIEUKOIIUTOKJIACTUYECKOTO BACKYJINTA,
STHOJIOTHA KOTOPOTO J0 KOHIIA HE BBIICHEHA,
HO PsAJ YYEHBIX MPEAIOararoT B3aUMOCBA3b
JIAHHOM IaTOJIOTUH C TPUEMOM JIEKAPCTBEHHBIX
CPEACTB, ayTOMMMYHHBIMU 3a00JIeBaHUSIMU
i uHPeKuaMu. JleranpbHOCT 3a00IeBaHU
HU3Kas, HO 9acTO CBs3aHa C BOSHHUKHOBEHHUEM
37I0Ka4eCTBEHHBIX HOBOOOPa30BaHUM, TaKHUX
KaKk MHEJIOMa, MO4Y€YHas KaplnuHOoMa, HEXOI-
KKUHCKass smM¢oma. [laroduzuonormuecku
YPTUKAIBHBIN BACKYJIUT OMOCPEIOBAaH THUIIEP-
yyBcTBUTENbHOCTHIO Il Tuma, a uMeHHO UM-
MYHHBIMH KOMIUIEKCAMH, KOTOpPBIE OTKIIAIbI-
BalOTCS BMecCTe C (paKTopamu KOMILIEMEHTa
B IIPOCBETE cOCyNOB. KoKHBIE MPOsIBIICHHUS 3a-
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0oJieBaHMs CIIOKHO OTIIMYUTH OT XPOHHUYECKOH
WIUONATHYECKONW  KpamuBHUILL  [larueHThl
C HOPMOKOMILIEMEHTApHBIM yPTHKAPHBIM Ba-
CKYJIITOM HE MMEIOT KOXXHBIX BBICHITIAHUH, O/~
HaKo UM TIPHUCYIIa MUHUMaJbHas BHEKOXXHAs
CHUMIITOMATHKa B BUJIE apTPAITUH H JINXOpal-
kd. [Ipy THIIOKOMIUIEMEHTAPHOM YPTHKapHOM
BaCKyJUTE KOXKHBIC IMPOSBICHUS TPUCYTCTBY-
IOT BMECT€ C CHCTEMHBIMH IOPaXECHUSIMHU.
JlanHas pa3sHOBHIHOCTH BAaCKYJIHTa OTINYAET-
Csl HE TIPOXOASIIUMH B TeueHHe 24 4acoB BOII-
IBIPSIMH, CKJIIOHHBIMH K pPaclpoCTpaHEeHUIO,
C JIOKaJHu3aluei mo Xony COCyaUCTO-HEPBHBIX
My4ykoB. JlaHHBIE B3JIEMEHTHI HE CIIMBAIOTCA,
umeroT guametp ot 0,5 1o 5 cM, IpKO-pO30BbIi
[BET, HEMPaBWIbHYIO (hopMy. Yaie BBICHITA-
HUS He OJIeTHEIOT ¥ UMEIOT YETKO OdYepUeHHBIE
sputeMaro3nble kpas. s muddepennnans-
HOM JMAarHOCTHKM CJIEAYIOT paccMaTpHuBaTh
JaHHbBIC J1a0OpaTOpPHOro aHanu3a. B kpoBu
OyIyT OTMeYaThCs TIOBBIIIEHNE CKOPOCTH OCe-
JAHWS DPUTPOIUTOB, N3MEHEHUE YPOBHS KOM-
miemenTos C1, C2, C3, C4 [12].

Taxxe mnpoBomsaT auddepeHIHaTbHYIO
JIUarHocTUKy ¢ cuHapomoM lIHuiygiepa — pen-
KUM 3a00JIeBaHUEM, NPOSBISIIOLIMMCS XPO-
HUYECKON KpanuBHUIEH, MOHOKJIOHAJIbHON
IgM-rammonarueii ¥ MHOXECTBOM JPYTUX
KIIMHUYECKUX TMPOSBICHAN, CPEeOu KOTOPBIX
MOXXHO BCTPETUTH IEpPEeMEeKaloIylocs JHXO0-
panmKky, apTpuT, OOMM B KOCTSIX, Temarocruie-
HOMETaJINIO, JTUM(aJCHONATHIO, TOBBILICHUE
COD, melkonMTO3, KOCTHEIE aHomamuu. On-
HaKO CTOWT OOpaTHTh BHUMaHHE Ha Ba)KHBII
OTIMYUTENBHBIA TPHU3HAK TMPH CHHIPOME
[xuIyiepa, Korja ChIb HE pearupyeT Ha aH-
TUTHCTaMUHHBIE Npenapatsl [13, 14].

[lemduronnnsie aepMaTo3bl, a HMEHHO
oynesusiii nemdurons (bII) — ato penkoe ay-
TOMMYHHOE 3a0olleBaHHe, TPOSBISIOIEECS
Oymiamu (ITy3BIpSIMH) W TIOpakarolee dare
B3pOcCiOe HaceleHue. MexaHW3MOM 3a0o-
JICBaHUS CIY>KUT OOpa3OBaHUE AyTOAHTUTEI
K coOCTBeHHBIM aHTuUreHaM. BP230 — 0Oellok,
SIBIISTIONIUICST 4acThIO KOMILIEKCa TeMHJIeC-
MOCOM, TIOMOTAIOIINX (QUIaMEHTaM MpPHUKpe-
muThes K nurtockenery. BP180 — tpancmeMm-
OpaHHBIH  DIIUKONPOTEMH, OXBaTHIBAIOLIHIA
IUTACTHHKY 30HBI 0a3ajbHON MeMOpaHBI. JTH
AHTUTCHBl YYaCTBYIOT B NPHUKPEIICHUH SITHU-
JIepMuca K JAepMme. AyTOaHTHTENa TIPOTUB JI0-
meHa NC16A B BP180 Bnekyr oOpa3oBaHue
cyOmepManbpHBIX mMy3bipeit. HeOymiesnas daza
BIl xauHWYECKH TPOSBISETCS Kak pa3 oOpa-
30BaHMEM YPTHUKApOIIOJOOHOHN CHINH, CHIBHO
3yAsIIel, U JUIMTCS 3Ta (a3za OT HECKOIbKHX
MECAIIEB /0 HECKOJNBKUX JIET, YTO IT03BOJIS-
€T 3aIlOJIO3PUTH IO BH3YAIBHBIM IPH3HAKAM
Hagnane YB, oaHako, IMOMHMO CHIIIM, 3Ta
(da3za uMeeT TPOSBICHUS PA3TUYHBIX BHJIOB

nepmaruta. OnpeseneHue AaHTUTEN IPOTUB
BP180 u antu-BP230 BMmecTe C KIMHHUKOH
MO3BOJIUT OTIMYUTH YPTUKAPHBIA BaCKyIUT
ot OymresHoro nemduronaa [15].
Kunngnep-cuaapom (KC) — penkas dop-
Ma TeHO/epMaro3a, Hacjenyemas ayTOCOM-
HO-pELIECCUBHO M XapaKTepHu3ylomiascs Io-
SBIICHUEM C POXICHHUS My3bIped Ha KOXKeE
W CIU3HUCTBIX O0OJOYKax C IMOCIenyonei
(oToceHCHOMNH3aIMEN U TIPOTPECCUPYIOIEH
norkmionepmueii. [IpumepHo B Bo3pacte 10—
12 ;mer ucye3aeT MOsBICHUE MTy3bIpEN U CBe-
TOYYBCTBUTEIHHOCTH, BMECTO HUX BO3HHUKa-
I0T XapaKTePHbBIC KIMHUYCCKHE MPOSBICHUS
MOMKUIIOAepMUHN B OoJiee cTapIieM BO3pacTe.
B 2005 roagy mpusnaku KC cucremarusu-
poBanu Ha OONBIIME, Majble W aCCOIUUPO-
BaHHBIe. K OonblmMM mpuU3HAKaM OTHOCST-
cs aKpayjibHOe oOpa3oBaHHE OyJlI B JCTCTRBE,
(hOTOUYBCTBUTEIBHOCTh,  MONUKUIOACPMHS,
napofgoHTUT. Cpean MajbIX TPU3HAKOB BHI-
JEJSIIOT  TICEBAOCHHIAKTHIINIO, BOBJICUEHUE
CIIM3UCTOW 0OOJIOYKH MOYETIONOBOTO TPAKTa,
aHaJbHOM 00J1acTH, HINeBoAa, ropTanu. K ac-
COIIMMPOBAHHBIM OTHOCST TaKHE CHMIITOMBEI,
KaK JUCTPOQUS HOTTEBBIX IIACTUH U IKTPO-
MMMOH HIDKHETO Beka. DOTOUyBCTBUTEIBLHOCTH
XapaKTepU3yeTcss TMOPaKEHUEM OTKPBITBIX
YYacTKOB TeJla ¢ 00pa30BaHUEM 3PUTEMBI T10-
cie npebriBaHMs Ha conHie. Koka craHOBUT-
Cs KpacHOH, CBOMM BHEUIHUM BHUJIOM Harlo-
MHMHaET 0XOr nepBor creneHu. [locTossHHOE
BO3/ICHCTBUE yIbTPa(HONIETOBIX Tydel Mpu-
BOAUT K THUIIEPIIUTMEHTAITUU KOoxH. Judde-
peHnupoBats KuHIIEp-CHHAPOM C IPYTUMHU
3a00JIeBAaHUSIMH HAYHHAIOT C POXKACHUS, C MO-
MeHTa nosiBiieHus Oyiu1. Bpauu wacto myTatoT
3Ty NAaTOJIOTHIO C BapWaHTaMH OYJUIE3HOTO
snuaepmonusa, Ho mnpu KC mpucyrcrByer
aKkpaipHas arpodus, a my3sIpu MOTYT 00pazo-
BBIBAaThCS B PA3HBIX CIOSIX KOXKH M BO3MOYKHA
TEeHJEHIUS K yayutieHuto [16, 17].
BpoxneHHBIN nuCKeparo3, WIH CUHAPOM
Iunaccepa—2urmana—Koyna (DKC) — penxas
¢dopMa TeHOIEepMaTo3a, XapaKTepHU3YIOIIasics
KJIMHUYECKON TpHUaJon: JEeHKOIIaKue moso-
CTH pTa, JUCTpodrel HOTTEH U PETUKYIISIPHOMN
THIIEPITUTMEHTAUCH. DTHOJOTUYECKH TIpel-
CTaBlsieT CcoOOW HapylIeHHEe COXPaHHOCTH
TEJIOMEp, 3ALUINAIOLIINX XPOMOCOMBI OT YKO-
poueHus B pesynpsrare permukannu JHK. uc-
Tpous HOTTEH MpHU BPOXKIEHHOM JHUCKEPaTO-
3¢ MPOSBISIETCS B BO3pacTe oT 5 g0 13 merT
Bnavane Ha HOTTEBOW MIACTHHE 00pa3yrOTCs
MPOJOJIbHBIE TPEOHU, TTOCIIE MOXKET Pa3BUTHCS
JIOPCANBHBIN NTEPUTHYM C PACHIUPESHUEM TH-
MMOHUXUS U o0NuTEpanueit TopcaibHOR 00po3-
nel. TIoSBISIOTCS y9acTKU THUIO- WA THUIIEP-
MUTMEHTAINM Ha Pa3IMYHBIX y4acTKax Teja.
OpanbHbIe TPU3HAKY BKITFOYAIOT B CE0sI JICHKO-
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IJIAKUIO TOJIOCTH PTa, Kapuec, MEPUOIOHTHT,
rotrepto 3y0oB. Takxke MPUCYTCTBYIOT IpU3HA-
KW TTOWKHUIIONCPMHUH, & UMEHHO aTpoHs KOKH
M TeleaHruodkrasud. OTMeUaroTCs IaTojIo-
FHYECKHE U3MEHCHMS B CTPYKTypax Cepila,
JICTKMX M TEYCHU U OIyXOJIEBBIC MPOIIECCHI
B KocTHOM Mo3re [18, 19, 20].

3akaouenue

3Hanue nudhepeHnnaIbHON TUarHOCTHKH
PEAKHX AepMaTO30B CIIOCOOCTBYET OCTAHOBKE
MIPaBUIIFHOTO IMAarHO3a Ha paHHEM JTare pas-
BUTHSI TAHHBIX 3a00j1eBanuii. B cBOIO ouepens,
3TO MTOMOXKET N30€KaTh BO3MOKHBIX OCIIOKHE-
HUM U CHU3BUT IMMPOUCHT JICTAJIbHOCTU U WHBA-
JTUIN3ANWN CPEAH JAHHOM IpyNIbl OOJIBHBIX.
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