JIEKUnn

YK 616.5-003.829

PaccrpoiicTBa NUIrMeHTAIMU KOXKHU

(rucxpomMun)
denortos B. I1.

3anopooicckuti 2ocyoapcmeeHHblil MeOUYUHCKULL YHUBEPCUmen

Ha ocHoBe MHOroneTHMX MMYHbLIX UCCNEAOBaHUN U KPUTUYECKOTO aHanm3a 3Ha4YnTEeNbHOro Ynucna nurepaTypHbIX Uc-
TOYHWKOB aBTOPOM AOCTYMHO, LeNIOCTHO M METOOAUYHO U3MOXEH TakoW CMOXHbIA U HeJOCTaTOYHO pa306paHHbIl7l BO-

npoc, Kak npo6nema pPacCTPOMCTB MUIMEHTaLMM KOXM.

Knroueenbie crioga: oUCXPOMUN, KITMHUYECKME NPOSIBMEHWUS, fledeHne

OrnaBieHne
BBEHCHHUE. ....cveeieiiiiiiiecie e 114 5.16 HenepaHUe MUTMEHTA. ......cc.veeveerererieenreeneeens 121
1 TIurmeHTaIMs KOXKU YeJIOBEKa U METOJIBI €€ 507 APTHUPHS...couvieiiieiieiieeiieeie ettt
17163 s (51315 O U PPN 115 5.18 Xpuzonepma .
2 TIurMeHTHBIE KJIETKU KOXKH U METOABI UX 5.19 BUCMYTHS....ccuvieiiiiiieiieeiie it
HCCIIEIIOBAHMSL. ¢.vvvveeenitreesireeesanireesanneeesannreeesnneees 115 5.20 KapaTHHOIEPMHUSL. .....ceruveeeieniiieiieniieeieesireeeeens 122
3 CuHTe3 MenaHuHA U (PaKTOPBI PEryIHPYIOIIIe 5.21 OXPOHOB.ceueeeuiieiiiieiiesiiieniie et eieeseeesiree e 122
MenaHorexes.... 116 5.22 TATYHPOBKA....ccruvererieireeieenieeeieenieesieesieesveenens 122

4 Knaccudukanus paccTpoicTB MUTMEHTAINH. ... 117
5 3aboneBanust, CONPOBOXKIAIOIIHECS

6 3aboseBaHus, COMPOBOKIAFOIIUCCS OCITA0ICHHEM
OKpaCKH KOJKHBIX TIOKPOBOB (AECMUTMEHTALUH)..... 123

YCUJICHHEM OKPACKHU KOXKH U CIIU3UCTBIX 6.1 ATTBOMHEBM. ....cc.evviriiiiieieieieieeeeeieee e 123
000JI0YEK (TUIIEPITUTMEHTAIIUM ). .....vvevvenveeneeeeenses 117 6.2 BUTHIIHTO. ...covvieiieiieeiieeieeiee sttt 123
5.1 BONIE3HD AZTTCOHA. .....vveruveeireanieeireenieenieesaieeneas 117 6.3 [IpodheccroHATBHBIC JICHKOACPMUM. ................... 124
5.2 [lurMeHTHAS U COCOYKOBAst TUCTPOhUs 6.4 BTOPUUHBIE AXPOMHUK......veeererereeerenreeinennseenneens 124

KOXKH (Acanthosis NigriCans)...........cceeveeveeueeennns 118 7 CHHAPOMBI, TIPU KOTOPBIX BCTPCUAIOTCS
5.3 bosnie3Hb PeKIIMHTaY3€HA. ......covvverniieiieieniienienne. 118 HAPYUICHUS TUTMEHTALM . c...vvvvveeeeeeireeeennieeeeennnns 124
5.4 PaccTpoiicTBa NUIMEHTAIMK IpU 7.1 CunapoM Ane33aHIpHHU... ...124
3200JICBAHUSAX [IIUTOBUTHOM JKEIIC3bL.................. 118 7.2 Cunapom bekkepa—MpbIodpa.......cccvevvveerveeneeennee. 124
5.5 BecHymkn........... 119 7.3 Cunapom bypreBuis—IIpuHria.............c.e....... 125
5.6 Xioa3ma................. 119 7.4 CunapoM KITYCTOHA. ......covvieiieiieieeiceieeeeene 125
5.7 Menano3 Puist (MenaHO3 BOCHHOTO BpeMeHH)... 119 7.5 CunapoM JIyH-Bap......ccccceeveeniiiiiieienienieeiee 126
5.8 Tokcuueckas MenaHOAEPMHUS 7.6 Curapom OnOpaiiTa................... ....126
labepmana—TohdMaHa. .......cceecverreiiiieeee 120 7.7 Curapom OnOpaiiTa—bpailieBa...........cceevevennen. 127
5.9 TToHkuIOAEPMHUS CHUBATTA. ....c.vveerveeerernreeerenanenn 120 7.8 CuHAPOM POTMYHIA. .....eevivieiiieiiieiieiie e 127
5.10 ITocneBocnanuTenbHble PaCCTPONUCTBA 7.9 Cunapom CankTHCca—KaKKHOHE..........ccoveueennenee. 127
TIATMEHTALIH . ... vveeneeenreesireeereeniresneeeieesnneenneens 120 7.10 CHHIPOM CETTOHA.....ccvuverreeireaiieiieeieeieeneneen 128

5.11 Ipyrue sHIOKPUHHBIE METAHOJAEPMHUM. ............ 120 7.11 Cungpom Dentu
5.12 MBIIIBSKOBBIE METAHOACPMHUH. ......ceevenrenerennenne 120 7.12 Cunnpom @orta—KosHaru......c..ccccovvevenenncenne. 128
5.13 MenanoaepMuu OT APYTHX MPUUUH.................. 121 7.13 Cunnpom Hunccepa—Koyna—OumsHa.............. 128
5.14 TEMHAS JIUHUS. ....ecuveeereenreeniieeieenieesiee e eieees 121 7.14 CunzipoM Yeanaka—XHUTaCH. .....ccveerveerveennreene 129
5.15 TlurmeHTHBIN OKOJIOPOTOBOM AepMaTo3 bpoka.121 8 JleueHue pacCcTPONCTB MUTMEHTALUM. .................... 129
BBenenue

MenaHoreHes SBIISETCSA OMHUM M3 CIIOXKHBIX (e-
HOMEHOB MPHUCTIOCOOIEHHS OpraHu3Ma K OKpY-
Karonie cpeje. MexaHM3Mbl CHUHTE3a MEJIaHWHA U
peryidaunn ACATCIIbHOCTH MMTMECHTHBIX KJICTOK B I10-
CJIICTHUE IOAbl HAXOAATCS B HECHTPC BHUMAaHUA CIICIIN-
QIMCTOB PA3MYHBIX 001acTel 3HAHUI. DTO CBSI3aHO
C MHUIIMATUBOM Mex1yHapOTHOTO TPOTUBOPAKOBOTO
CO103a, TIPU3BABIIETO CKOHIIEHTPUPOBATE YCIITHS HC-
CHCHOB&TGHEﬁ Ha U3YUYCHUU MMUTMEHTHBIX KIIETOK KaK

[Lepmarosexepornorus. Kocmetonorusi. Cekconatomnorust

114

pOIOHauaIbHUKA CAMOM 3JI0KaY€CTBEHHOHN OIyXOJIH
YeJIOBEeKa M )KHUBOTHBIX — MEJIAHOMBI.

PaccmoTpennio ¢ pa3nuYHBIX CTOPOH JIEATENb-
HOCTHM TIUTMEHTHBIX KJIETOK W CHHTE3a MEeJaHWHa
Kak B HOpPME, TaK M TATOJOTHH ITOCBSIICHBI J1BE
MeXIyHapoHble KOH(EpPeHINH W OIyOIMKOBaHO
6omnee 1600 HaygHBIX paboOT.

Mexay TeM Malo yuenseTcs BHUMaHUS Jep-
MaTOJIOTHYECKUM acIleKTaM 3TOW MPOOIeMBbI, XOTs
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®edomoe B. 1. PACCTPOUCTBA MUIMEHTALIMN KOXXU (OUCXPOMMM)

Bpauu-ACpMaToJIOru n3aBHa UHTCPECCOBAJIUCH MC-
JJAaHOI'CHE30M M BHECCIIA CYIJ_ICCTBeHHBIf/i BKJIaJd B
IIOHMMAaHUE XUMH3Ma CUHTC3a MCJIaHMHA U I1aTOIrc-
HE3a paCCTpOﬁCTB OUTrMCHTAIWN.

I[I/IaHa30H 3a00JI€BaHUN C y4aCTueM NUTMCHT-

HBIX KJIETOK BelHK. Kpome Oonee-meHee mompo0-
HOTO OIMCAHMS BOIPOCOB KIIMHUKH, AUATHOCTUKH
1 JICYCHHMS STOH IPYIITHl 3200I€BaHMA, MBI TIPE/IBa-
PUTEIBHO U3JI0KHM COBPEMEHHBIE B3IISIbI HA TIPO-
OneMy MenaHOTeHe3a M MUTMEHTHBIX KJIETOK KOXKH.

1 ITurmeHTaANMA KOKH YeJI0BEKA M METOIbI ee H3y4YCHUSA

[IBeT koK 4yenoBEKa 3aBUCUT B OCHOBHOM OT KO-
JINYECTBEHHOI'O COOTHOLIEHUS ISITU Ba)KHEHIIMX
MUTMEHTOB:

- MEJIaHWHA;

- MEJIaHOU/1A;

- KapOTHHA;

- BOCCTaHOBJICHHOTO TeMOIIIO0MHa;

- OKHCJICHHOTO FeMOTTIOOHHA.

B mnocneanue roapl BBISICHEHA BO3MOXXHOCTH
0o0pa30BaHus MOJIMMEPHU3ATOB M3 aMUHOKHUCIIOT U
YIJIEBOJOB B POTOBOM CJIO€ KOXKH, KOTOpBIE IpH-
JIAIOT el )KeITOBAThIi OTTEHOK, BILIOTH J0 Oyporo.

W3 Bcex BhllIeyKa3aHHBIX MIMTMEHTOB HAUOOJIb-
ee 3Ha4eHUE JUIsl IPAKTUKU JEpPMaToaora uMeeT
MEJIaHUH.

ITox TepMUHOM «MENTaHOW MOHUMAIOT IHUT-
MEHTHEBIC BEIICCTBA, KOTOPHIC TIOSBIISIOTCS B POTO-
BoM cioe snuiaepmuca. Coxep:kaHue MelTaHOUJa
OTHOCUTEJIHHO BBICOKO Ha TOJOIIBAX U JIAJOHSIX.

Kaporun npucyTcTByeT B KOXKe JIIOACH 000
pachkl; OH MPUAACT KEITOBATHIA OTTEHOK HOPMAJIb-
HOM OKpacke KOXH. Y JKEHIIMH COfep)KaHue ero
BBIIIIE, YeM y MY>KYHH. B HOpME OH IPUCYTCTBYET B
poroBoM ciioe snuaepmuca. Ilo 3Toit npuunne na-
JIOHU W TOJONIBHI YeJIOBEeKa 0COOEHHO SIPKO OKpa-
ITUBAIOTCS B YKEJITHIN IIBET MPU KAPOTHHEMUH, T. K.
pOTOBOM CI0M Ha ATUX y4aCTKaX XOPOULIO Pa3BHUT.

BoccraHoBiieHHBIN reMOITIOOMH UIPaeT 3aMeT-
HYIO POJb B (POPMUPOBAHWH OKPACKHA KOXKH TaM,
rae Oonee BhIpakeHa BEHO3HAsI CETh — ThUT KUCTEH

Y CTOII, HYKHUE KOHEYHOCTH, MOSICHIUYHAs 001aCTh
Y MOIIOHKA. FIMEHHO 3TOT MUTMEHT MPUAAET TOIy-
00l OTTEHOK KOX€e MTPH NCTUHHOM IIHaHO3€.

OKcHUreMOroOMH MpUAAaeT KpacHBIH OTTEHOK
KOKE€ UHJICHLIEB.

HopmanbHass murMeHTanus MellaHWHA ObIBa-
€T JBYX BHJIOB: BPOXJICHHAsh M IPUOOPETCHHASI.
Bpoxnennas murmMeHTanus KOHTPOIHPYETCS Ha-
ciencTBeHHbIMH  (pakTopamu.  [IpmoOpereHHas
MMUTMEHTAIUS TIOSIBIISICTCSI OT BO3JCHCTBUS COJI-
HEYHOTO CBETa WM BHYTPEHHUX (PaKTOPOB; HHOT/IA
OHa MOXET BCTPEYAThCS U PU MHTOKCUKAIIUSX.

Koska sxeHIumH BooO1e OeqHee MeJaHUHOM, YEM
Koka Myx4uH. CleayeT OTMETHTh, YTO MHTEHCHB-
HOCTh OKPAacCKH KOXH, 3aBUCSINAs OT KOJIMYECTBA
MUTMEHTA, 00YCJIOBJIEHA PACOBBIMH OCOOCHHOCTSIMHU.

O6cnemoBanue OOJTBHOTO BpadoM, KaK MPABHIIO,
HAYMHACTCS C OIICHKU COCTOSHHS KOXKH ¥ BUIUMBIX
CJIM3UCTHIX 000JI04eK. B KaJI0M KOHKPETHOM CITy-
gae ToJgo0Has OllEHKA SBISICTCS PE3yabTaTOM CyOh-
SKTHBHOTO BIIEYATIICHUS, CIIOKHUBIIIETOCS y Bpada, U
3aBUCHT OT XapakTepa M CTEIECHH OCBEIICHHOCTH B
MOMECIICHUH, WHIUBHIYaJbHONH CIIOCOOHOCTH CET-
YaTKH TN1a3a K BOCHPUATHIO 1[BeTa. OTCrOIa — HeH3-
OeKHas YCIIOBHOCTh M HETOUHOCTb ITOJJOOHOTO OTIpe-
neneHus. J{is 0ObeKTHBHOM OLIEHKH I[BETA KOXKH UC-
TIOJTB3YIOT Pa3InYHBIE CIIOCOOBI U TPUOOPHI:

- BU30KOJIOPOMETPHSI,;

- (poTomurmMenTOMeTp;

- crieKTpo(OTOMETp | JIp.

2 IIurMeHTHDBIE KJIETKH KOKH U METOAbI UX HNCCJICA0OBAHUSA

CnoBO «MeNmaHWH» IIEPBBIM HCIONIB30BasI Robin,
KOTOPBIM OmMcal MUTMEHT B Xpomarodopax Ku-
BOTHBIX, JIaB €My Ha3BaHWE pigment melanigue.

TepMHH «MEIaHOIUT» TMPOUCXOTUT OT Tped.
mélas, poxa. magexx mélanos — uépubiii u kytos —
KJIeTKa. 3a mpomenmue 125 JeT 3TH KIIeTKH 000-
3HAYAIUCH MTO-PA3HOMY:

- XpoMaToQopsl;

- JICHJIPUTHUYECKUE KIICTKH;

- METIaHOIUTHI;

- CBETJIbIE KIICTKH;

- MeJIaHOOJIaCTHhI;
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- MEJIaHOACHAPOLIUTHI;

- 3BE€34arbl€ KIETKU U Jp.

Fitzpatrik paznugaer memaHouut, memaHodop,
MeJTaHo0IacT.

[poucxoxnenno u auddepeHunpoBKe MUr-
MEHTHBIX KJIETOK TOCBSIIEHO OOJNBIIOE KOJINYe-
cTBO pabor. Hanbonee momynspHa Teopus 0 HEl-
POTEHHOM MPOHMCXOXKICHUH METaHOLUTOB. ABTOPBI
3THX PabOT OCHOBBIBAIOTCSI HA MOP(OIOTHIECKOM
CXOJICTBE MEJIaHOLMUTOB C HEPBHBIMU KJIETKAMH,
4TO MPOSBISIETCS B UX JIPEBOBUIHON (opme U OT-
HOIIICHUSX K KPACUTEISIM, TUCTOJIIOTHUECKH Tec-
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JIEKUn

HBIX B3aUMOOTHOIICHUSX MEXIy MUTMEHTHBIMU
KJIETKaMH | Nepu(epruiIecKUMHU HEPBHBIMU BOJIOK-
HaMH 1, HAKOHEIl, Ha COYETaHUN PacCTPOMCTB ITHT-
MEHTAIlMH C BPOXKICHHBIMH H3MEHCHUSMHU HEpPB-
HOU cucteMsl (Herpodudbpomaros, melanoblastosis
neurocutanee Tonraine n np.).

WccnenoBanus mokasainu, 4TO MPU Pa3BUTHU U
nuddepeHIUPOBKE MTHUIMEHTHBIX KIETOK IEepPBBIE
TIPEAMIECTBCHHUKN MEJIAHOITUTOB TTOSBIISIOTCS Ha
10-i#1 Henene OEPEeMEHHOCTH, a 3aTeM PACXOJIATCS B
KOXY W CIIM3UCThIC 000J104KH, B I1a3, B [ITHC.

MenaHoIUTEl — NOCTOSIHHBIM KJIETOYHBIM HH-
TPEIMEHT SMuAepMIca MIeKonuTaromux. Pacro-
JIArarTCsl OHU Cpe 0a3ajbHBIX KIETOK MajlbIIH-
rueBoro ciaosi. Kakaplii MEIaHOIIUT COCTOUT M3 TIe-
pUKapHOHa, KOTOPBIA BBITSHYT U OT HETO OTXOIST
[IEPBUYHBIC BETBU M HAIPABJISIOTCS BBEPX MEKIY
KJIETKaM¥ ITUATIOBUIHOTO CJI0s dmuaepmuca. Kax-
JI0€ OKOHYaHHWE BETBU MEJIAHOIUTA MPEACTABISICT
co00ii pe3ko JJODA-11010KUTETHHYIO TyTOBKY.

[TurmeHT OOHapy»XHMBaeTCS U B KEPATUHOIIUTAX;
OH IIepeiacTcs UM 3a cueT (aroiurosa. Kaxpiii me-
JIAHOIIUT CEKPETUPYET TPaHyIbl MEJTaHUHA B OTPaHU-
YEHHOE YUCIIO0 COCEIHUX JIUIACPMATBHBIX KIETOK.
D70 MapTHEPCTBO MEJIAHONUTA C OJIMKANIITMMU SITH-
JIepMaTbHBIMH KJIETKAMH PacCMaTpHBaeTcsa B (PyHK-
[IUOHAIILHOM €IMHCTBE U U3BECTHO KaK JIHJIEPMAaIb-
Hasg MCJIAaHMHOBAsA €AMHHNIA SIINACPpMHCA.

Takum 00pa3oMm, TO COBPEMEHHBIM IIpeJCTaBIIe-
HHSM MEJaHOIUTHI SBILSIFOTCS BBICOKOCIICIIMATN3UPO-
BAHHBIMU KJICTKAMM STIMACPMHCA. OTH KIETKH — CAH-
CTBEHHBIE, CIIOCOOHBIE BHIPA0ATHIBaTh MMATMEHT Mena-
HHH, KOTOPBIH OHH, B CBOIO O4Yepe/lb, IEPEIatoT Orpe-
JENEeHHOH TpyIIe MalbIIMTUEBBIX KIETOK, 00pasys
BMECTE C HIMH CIOXHYIO (DYHKIIHOHATHHYIO SNHHAILY.

[IpoBonst moOyr0 paboTy MO M3YUYCHHIO Mea-
HOTeHe3a, MOXKalyd, HEBO3MOXHO OOOWUTHCH 0e3
JNO®A-peaknmu  Bloch. MoxHO m0OIB30BaTHCS
METO/IOM DJICKTPOHHON MUKPOCKOIIHH, ayTOPaIU0-
rpaduu U U3y4eHHs KyIbTYPbl TKaHH.

3 CuHTre3 MeJIaHMHA U PAKTOPBI, peryJTUPYyIINe MeJaHOTreHe3

MexaHu3M pa3BUTHS PACCTPOUCTB MUTMEHTALIUU
CXEMAaTH4YEeCKU MOXKHO IIPEICTAaBUTH CIIECAYIOIIHUM
obpazom:

- TIO/T BIUSTHUEM OTPHIATENbHBIX (DaKTOPOB Me-
HAIOTCSI HEPBHBIE UMITYNbCHI, UAYIIUE U3 EHTPAb-
HOW HEPBHOW CUCTEMBI K THIIO(PHU3Y U SITUPU3Y;

- HapyImaeTcsl BbIpadOTKa TOPMOHOB 3THX Ke-
1e3, B TOM YUCJIE U MEJIAaHOLMUT-CTUMYJIUPYIOLLETO,
a TAK)K€ MEJIATOHWHA IUIIKOBHUIHOM JKEJIE3bI.

BenenctBue (usmonorndeckoro aHTaroHu3Ma
MEXIY MEIaHOUUT-CTUMYIUPYIOIIMM TOPMOHOM
(MHTEpMENMH) W MEJAaTOHWHOM, pe3ylbTaT IpH
9TOM TPOCTEHIIEM ciTydae OyleT 3aBHCETh OT Ipe-
BaJIMPOBAHMSI TOTO WK APYTOTO TOPMOHA:

- B CIIy4asx U30bITKAa HHTEpMEeINHA Pa30BhETCS
TUIEPIUTMEHTALUS;

- TIPU HEJOCTATKE WHTEPMEINHA WIH U30BITKES
MEJIATOHUHA PA30BBETCS JAEIUTMEHTALUSI.

OpnHako, KpOME YKa3aHHBIX BBIIIE, B MEJIAHOTe-
HE3€ PUHUMAIOT Y4aCTUE U APYTUE TOPMOHBI.

TupeoTporHplii TOPMOH THNO(H32 BHI3BIBACT
MTOBBIIIIEHHOE 00pa30BaHNe TOPMOHOB IIUTOBUIHON
JKeJIe3bl, 00JIaIA0IINX MPSIMBIM H OTIOCPEAOBAHHBIM
JIEACTBUEM Ha MUTMEHTHbIE KJIETKHU. [Ipu 3TOM He
Ha/I0 3a0BIBaTh O TOM, YTO U MEJaHWH, ¥ TOPMOHBI
UIUTOBUIAHOM JKEIE3bl, TAaK KE KaK U KATEXOJaAMHUHbI
MO3TOBOTO CJIOS HA/AMTOYEYHNKOB (aAPEHAJIMH, HOopa-
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IpEHAHMH), UMEIOT OOINK OHOXMMHUYECKUN Ipe-
HIECTBEHHHUK — aMUHOKHUCIIOTY THPO3HUH.

Kpome Toro, B kauecTBe areHToB, CTUMYJIUPYIO-
X MEJIaHOTEeHEe3, CIIelyeT yKa3arh Ha:

- TOPMOHBI TIOJIOBBIX KeJe3 — KakK SUYHUKOB,
TaK " SIUYCK,;

- yAapTpaduoNeToBble, WH(PPAKPACHBIE W PEHT-
T€HOBCKHE JTy4H.

B T0 e Bpemst iMeeTcs Hemano GU3UoIoTruye-
CK{ aKTUBHBIX BEIIIECTB, CIOCOOCTBYIOIINX Pa3BH-
THIO ICUTMEHTALHH.

Henb3st He yNOMSIHYTh O Ba)XHOM pPOJIM IIEUECHU B
mporeccax MelaHoreHes3a. V3BecTHO, 4To Imporiec-
CBI THPO3MHOBOTO 0OMEHa TIPOUCXOAT B €€ KIIETKaX;
30€CH K€, 10 MHCHUIO psAJia 6I/IOXI/IMI/IKOB, TIpoUucCxoauT
aKTUBAIMA MEJaHOIUT-CTUMYIHPYIONIET0 TOPMOHA
karericuaamu. Kpome Toro, cuHTe3upOBaHHbIN Mena-
HHH BCTYTIAET B TECHYIO CBA3b C OENIKaMH, a 3TOT MPo-
I[ecC He MOXKET OBITh CBSI3aH C TTAPEHXUMOH MEYEHH.

EcrecTBeHHO, MONMy4eHHbIE JaHHBIE HE MOTYT
elie co3Jaarh MOJHYI0 KapTHHY B3aMMOJCHCTBUS
OpPraHOB M CHCTEM OpraHH3Ma YellOBeKa B MeXa-
HU3Max IHIMEHTAallW, U B HEKOTOPOH CTEleHU
MpeUIOKEHHAsT CXeMa OCTaeTCs TUMOTETHYHOM.
[Toatomy B perynmupyromue ¢pakTopbl MeTaHOTeHE-
32 HEOOXOOMMO BKJIIOYMTH BUTAMUHBI, MHKpOJJIC-
MEHTHI, CYAb(UTUIPUIIBHBIE TPYIIIBI U JIP.
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®edomoe B. 1. PACCTPOUCTBA MUIMEHTALIMN KOXXU (OUCXPOMMM)

4 Kinaccuukanuusi pacCTpPOCTB MATMEHTAIIUU

IToq mMUrMEHTHBIMM PACCTPOMCTBAMU TOHUMAIOT
YCWJICHHE WM OCJIabJieHHe HOPMaJIbHON MUTMEH-
TallMu KOXKM U CIM3UCTHIX obosodek. B mepmaro-
JIOTUA HET OOIIETPUHATON KJIacCH(PHUKAITIN ITHX
3aboneBanmii. [lpomie Bcero KiraccuPpHUIIMPOBATH
paccTpoiicTBa TMTMEHTAllMM Ha J[BE OCHOBHBIC
TPYTITEL: YMEHBIIEHUE WITH YBEINYCHHE.
OUTHIAaTPUK TMPEeIOKUI B KiIacCH(DUKAITUU
HEOOXOMMMOCTDH BRIPAOOTKH 0oJiee OMpeIeICHHBIX
CTaHIapTOB B TePMUHAX OMOJIOTHUH METAHOINTA U
WCTIOIH30BATh UX NP HAPYIICHUSX METaHOTeHe3a:
- OTKJIOHEHUS B TMIPOUCXOXKACHWUN, MUTPAIINN U

mudepeHITPOBKe METaHOOIaCTOB;

- HapymIeHus: MOp(OJIOTHH MEJTaHOINTA;

- HEHOPMAJIbHOCTH OMOCHHTE3a THPO3UHA3HL;

- HapyIIeHUS TeHEe3a METaHOCOM;

- HEHOPMaJbHOCTH OMOCHWHTE3a MEJaHWHA W3
THPO3HHA;

- TMHAMIYECKHe aHOMAaJWH, HapyIIaloNue CTPYyK-
TYpY MEJTaHOCOMBI ¥ IIBET CHHTE3UPYEMOTO MENaHNHa;

- OTKJIOHEHHs B TIepenade TpaHysl MelaHuHa
MaJIBLITUTHEBBIM KJIETKaM (KepaTHHOIIUTAM).

Mbl pa3fenuiu paccTpocTBa MUTMEHTAIIMK Ha
TUIEPIUTMEHTAINA U IeTTUTMEHTAITHH.

5 3a0os1ieBaHNs, CONMPOBOKAAIONIHECH YCHICHHEM OKPACKH KOKHU H
CJM3UCTHIX 000J104€eK (TMIePpInUrMeHTALNH)

5.1 BoJje3nb AQaUCOHA — 3TO CpPaBHUTEIb-
HO peaKoe 3a00JIeBaHne, BCTPEYAIOIIEecs Jale y
MY>X4UiH, 9eM y skeHIuH. Addison B 1855 1. ot™me-
THIJT HanOoJee SPKYIo IeTalh B KIIMHUYIECKOH Kap-
THHE 3TON OO0JIe3HU — «OPOH30BYIO KOXKY». Mer-
JIEHHO Pa3BUBACTCA:

- cmabocTh, OBICTpas YTOMIIIEMOCTb, aCTCHUS,
aJMHAMUS;

- OTCYTCTBHE allleTHTa, TOIIHOTa, PBOTA, TO-
HOCBI;

- CHWKCHHE apTepUaIbHOTO JIaBICHNUS;

- CHID)KEHHE CEKpEIMH IKEIyIOYHOTO COKa,
YpOBHS caxapa B KPOBH, OCHOBHOTO 0OMeHa 1 Jp.

'mmepriurMenTaust Tpu 3TOM  OOyCIIOBIEHA
MTOBBIIIICHHBIM COJIEpYKaHNEM MeJaHWHA W BCTpe-
gaeTcs y OONMBITMHCTBA O0NBHBIX. Hanbomee qacto
BCTpeYaeTcss 30J0THCTO-KOPUYHEBas, OpOH30Bas
OKpacka, ToYeMy W BO3HHUKJIO Ha3BaHUE «OpOH-
30Basi Oose3Hpy». MHOTma mMWUTMEHTAIMs WMeeT
CPSIBHO-KOPUYHEBBIN,  3€MJIMCTBIA,  JIMMOHHO-
JKENTBI OTTEHOK WJIM HAIIOMHHAET IIBET COJHEY-
HOTO 3arapa. Pa3BuTHe MUTMEHTAIMN MOXKET Ha-
YUHATHCS C TOSBIICHUS TATEH Ha JIFOOOM y4acTKe,
OCOOCHHO OTKPBITHIX Y9acTKax W B MECTax JlaBjie-
HUS ¥ TPCHUS, KPYITHBIX CKIaaKaxX Koxu. OcobeH-
HO MMUTMEHTUPYIOTCS:

- CKJIQJIKH JIaJIOHEH | TTO/OIIB;

- COCKH TPYIHBIX JKEJe3;

- TIOJIOBBIE OPTaHBI;

- B 00JIACTH TTOCIICOTICPAITIOHHEIX PYOITOB;

- Ha MeCTaX TPaBM U OBIBIINX MTHOAEPMHIYECKUX
BBICHIITAHU.

CraHoBsITCS O0Jiee TEMHBIMU MEJIaHOIIUTAPHBIE
HEBYCHI U TOSBIISTIOTCS] HOBBIE.

IIurmenTanus CAIM3UCTON MOJOCTH pTa — BaX-
HBIN THarHOCTUYECKUI TIPU3HAK OOJIC3HM.
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Yacto HUrMEHTUPYETCsl CIU3UCTas 000J0YKa
HPSAMON KHILKH, BJIArajlnila, PeaKo — KOHbIOHKTHU-
Ba IJ1a3a.

K ouenp peaxum mnposiBieHUsIM 3a00JeBaHUS
OTHOCHTCSI BUTHJIUIO, KOTOPOE pa3BUBAETCS Obl-
CTpo Ha (OHE MEITAHOICPMHIH.

VY 3Tux GONBHBIX OTMEYAETCS] HU3KOE Bblele-
Hue 17-KC ¢ cyTOuHON MOYOM, a TakKe HU3KHUI
ypoBeHb BuUTamMuHa C, INOBBIILIEHHE COAEPIKAHUS
MeIU B KPOBH.

JAuddepeHunanbHbIi AUATHO3:

- COJIHEUHBIH 3arap;

- THPEOTOKCUKO3;

- FEMOXPOMATO3;

- IEPHUIINO3HAS AaHEMUS;

- KOJUIareHO3bl;

- meJarpa;

- XpOHUYECKUE OTPABJICHUS TSKEIBIMU METaJI-
JIlaMu;

- PEHTTEHOBCKOE OOTyUICHHE;

- IMPPO3BI [IEUYCHH;

- 3JI0KaYE€CTBEHHBIE OITyXOJIH;

- OXpOHO3;

- acanthosis nigricans u aip.

[pu Gone3nn AnIMcoHa, BOBMOKHO, CHUIKEHHE
MIPOIYKIINU KOPTUKOCTEPOHUTHBIX TOPMOHOB BEJIET K
ycunennoi Beipabotke AKTT, a BMecte ¢ HUM — H
MEJIaHOLIUT-CTUMYJIUPYIOIINX TOPMOHOB, YTO IPH-
BOIUT K pPa3BUTHIO MenaHoaepMmuu. C TeueHHeM
BpPEMEHH TepeHss A0 THnodu3a UCTOMIAeTCs, U
HACTYIIAeT pa3BUTHE JIEIUIMEHTaluu. Takxe oTme-
yaercss C-aBUTAMUHO3, @ BBICOKHI YpPOBEHb MM B
KpPOBH, BEPOSATHO, IPUBOUT K TMOBBIIIEHHON aKTHB-
HOCTHM THUPO3UHA3bl U BCJIEJICTBUE 3TOTO — K YCHJIE-
HUIO CUHTE3a MEJIAHUHA.
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5.2 TIurMeHTHast ¥ COCOYKOBasi IMCTPOPus
Ko:xku (Acanthosis nigricans). Pollitzer, Janovs-
ley B 1890 r. ogHOBpeMEHHO, HE3aBUCHMO APYT
OT JpyTra, OMHcaau 3a00JIeBaHUE, KOTOPOE Xapak-
TEPU30BaJIOCh CUMMETPUYHBIMH, ¢ OOPOIaBYaATON
[MOBEPXHOCTHIO  BBICHITIAHUSIMU, COIPOBOXKIA0-
IUMHCS THIEPIIMTMEHTUPOBAHHBIMU YYaCTKaMH,
MIPEUMYIIECTBEHHO Ha Cru0arejbHBIX MOBEPXHO-
CTSIX KOHEUHOCTEH U B CKIIaaKax Tena (Acanthosis
nigricans).

Pollitzer, naGmomass 3a OOJIBHBIM, YyOemUIICS,
49TO OOJBHOU YMEp OT 3JI0KaYE€CTBEHHOMN OIyXOJIH.
Opnnako Tosbko Darier B 1930 I. TOIOXHI O code-
TaHUU MPOSIBICHUM Acanthosis nigricans co 310Ka-
YECTBCHHBIMH OITyXOJISIMH BHYTPEHHUX OPraHOB Y
neyx maruenToB. C. JI. borpos B 1909 1. B cBOCit
JIOKTOpPCKOU auccepranuu Ha Temy: «K ydenuto o
NanWUISIPHO-TMTMEHTHOW JTUCTPO(PHH KOKU» U3-
JIOXKHJI JICTAIBHO TIPOSIBJICHHUE 3200JICBaHMSI.

B nanbHefinieM BcE Oouibliie HAKArIMBaIOCh
CBEJICHUH O COYETAHUU 3TOTO JIepMaro3a co 3J10Ka-
YECTBCHHBIMH OIYXOJISIMHU:

- OIYXOJIU XKEJYIIKa;

- PETHUKYJIC3BI;

- OIYXOJIA KOXKH;

- 0CTeoCapKoMa;

- onyxoiu runodusa;

- Ooste3Hb XOMKKHUHA,

- OpoHXMabHASL KapIUHOMA;

- OIYXOJIb JIETKOTO U JIp.

Habmronanu couetanue 3TOro 3aboJieBaHUS C
CUPWINCOM, IIUPPO30OM IICUYCHH, TUA0ETOM U JIp.

Pasnuuarot, mo nanaemv Curth (1948), Tpu xmm-
HUYECKUX TUNA acanthosis nigricans:

- 100OpOKa4YeCTBEHHBIIA;

- 3JI0Ka4Y€CTBCHHBIN;

- TICEeBJI0AKAHTO3, —

MpUYEM KOXKHBIE W3MEHEHHSI MPU BCEX TPex
PA3HOBUIHOCTSIX UJICHTUYHBI.

C. JI. borpos (1909) B cBOEH TOKTOPCKOM AMC-
cepTaiuu pasiaudai 18e GOpPMbI IepMaTo3a;

- IOHOIIECKYI0 (hopMy, KOTOpasi HAYMHASTCS B
paHHEM JIETCTBE, OTIIMYAETCS JJ0OPOKaYeCTBEHHBIM
TEUECHUEM U C BO3PACTOM IIPOXOJIUT;

- Mo31HI0K (opMy, KOTOpasl 4acTo COUETAeTCs
CO 3JI0KaYE€CTBEHHBIMH OIYXOJIIMU BHYTPEHHHUX Op-
TaHOB; OJTHAKO TAKUE COUYCTAHUS OBIBAIOT U y JCTEH.

JobOpokauecTBeHHast (opma BIIEPBBIE TPOSIB-
JSICTCSI B paHHEM JICTCKOM BO3pacTe WM B my0ep-
TaTHOM IEePHOJIEC; MOCIIC ITOTO KOXKHBIE M3MEHECHUS
PErPECCUPYIOT MM OCTAKOTCS CTAOUIBHBIMU. DTa
(opMma 4YacTo coderaercs C Pa3IUYHBIMH aHOMa-
JUSIMH Pa3BUTHSL, BPOXKICHHBIME YPOJCTBAMU, TH-
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MEPTPUX030M, HEBYCAMU U JIp.

[1pu 310KauecTBeHHOH (hopMme OOJE3HU U3MEHE-
HUs Koxku 00brgHO B 100 % ciydaeB COBIAIAIOT ¢
pa3BuTHeM paka. MHorna omyxosnb oOHapyKuBaeTcs
U Tocjie MosBIeHus fepMarosa. OmyXoiab 0OBIYHO
Ype3BbIYAHO 37I0KaYECTBEHHA, C PAHHUMH METacTa-
3aMH, nHomepadenbHOCThI0. CpegHee TeueHHue Io-
clie yCTAHOBJICHHS JMarHo3a 1 O CMEPTH paBHO 12
MecALeB. YIaleHue OIyXoiH He cllacaeT OT CMEPTH,
XOTSI M CHOCOOCTBYET YMEHBIICHHUIO INPOSBICHHUI
JiepMaro3a 1 Jaxe perpeccy KOKHbIX N3MEHEHHH.

PasnoBugHOCTh pseudoacanthosis  nigricans
BCTpPEYACTCS NPEUMYILIECTBEHHO Y TyUHBIX OproHe-
TOK, KOIZla OHU PE3KO IMOMpPABISIOTCS U PErpeccH-
PYIOT C MOXY/IaHUEM.

5.3 Boae3nb Pexiunraysena. I[lurmeHTHbIC
ISTHA COCTABIIIOT BAKHBIN KIMHUYECKUH TpHU-
3HaK Helpopudpomarosa — «kode ¢ MOIoKoM». B
ISTHE OOHAPY)XKMBAIOT MHOTO MEJIAHOILUTOB, B KO-
TOPBIX MHOTO TUTQHCKUX IMIUTMEHTHBIX I'PaHyJ, YTO
MaTOrOMOHHYHO JUIS HeHTpodudpomarosa.

5.4 PaccrpoiictTBa nmurMeHTauMu npu 3ado-
JleBaHUSIX LIUTOBUAHOM xese3bl. [. A. Kecnep B
1971 r. u3yuun 94 GONBHBIX ¢ HapyImIeHHEM (GYHK-
UM IIWTOBUAHOW xese3bl. Ilpu oOciemoBaHnu
OOJIBHBIX TUPEOTOKCUKO30M Y 32 OBLIH OOHApYKE-
HBI paCCTPOMCTBA MUTMEHTALNH KOXU: U Py3Has
W JIOKaJIbHAs TMIIEPIUTMEHTALUs U ACTTUTMEHTa-
musi. Cpeay OONBHBIX C OTPAaHUUEHHOM TMIIEpPITUT-
MEHTALMeH yalle BCTpedaaach NMepuopOUTanbHas
(dopma, pexe — ceTdaTas IMIMEHTALUNs — HOWKUIIO-
nepmus CuBarTa c JOKanuM3alyel Ha Iiee, BeKax.
Taxke mUrMeHTanus HaOMOJaIach Ha KOXe Ji0a,
CKYJIOBBIX yacTell Juua, BepxHeil TyOsl u moado-
POZKa, YTO COOTBETCTBOBAJIO XJI0a3Me JIHLA.

HuddysHas runepnurMeHTanysi OOBIYHO 3a-
XBaThIBA€T OOKOBBIE ITOBEPXHOCTH TYJIOBHIIA,
MOSICHUILY, HHXKHIOIO TpeTh knBoTa. OKpacka Ba-
PBUPYET OT CBETIO-KOPUYHEBOW IO HACBHILIEHHO-
KOPUYHEBOH ¢ OypoBaTBhIM MM CEPOBAThIM OTTEH-
KOM, YTO OYCHb HAIlOMHUHAET T'MIICPIIUTMEHTALIUIO
npu 6one3Hu AJIMCOoHAa.

l'unepnurmMenTanys oOBIYHO HAOMIOZACTCS IPU
CpOKaxX THPEOTOKCHKOo3a cBhIme 6-10 meT u Oonee,
0COOEHHO — IIPU TSDKEJIBIX (POpPMax TUPEOTOKCHKO-
3a. B To >xe Bpemsi BUTHIIMTO OTMEYAETCS OJMHAKO-
BO 4acTO IpH Bcex Tpex hopmax 3a001eBaHus.

IIpu rtunorupeosze ormeuaercss auddysHoe
ocnaliieHHe NUIMEHTAUuu M OJEeIHOCTh KOXKH,
peske — BUTHIINTO ¥ TUIIEPIMIMEHTANNs B 00JIacTH
€CTECTBEHHBIX CKJIAZOK KOXKH.

Butnnuro y 60J1bHBIX THPEOTOKCHKO30M BbIJIE-
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®edomoe B. 1. PACCTPOUCTBA MUIMEHTALIMN KOXXU (OUCXPOMMM)

JisieTcs 0eJ10BaTO-MOJIOYHBIM [[BETOM JIEIIUTMEHTH-
POBaHHOM KOXKH, & OTJEIbHBIC MATHA UMEIOT MaTO-
BBIM OTTEHOK.

5.5 Becnymku — mproOpeTeHHbIE TUTMEHTHBIE
ISITHA, BEJIMUMHON OT MaKOBOTO 3€pHA IO YEUEBHLIBI.
['MnepnurMeHTUPOBaHHbIE ISITHA HE BBICTYINAIOT
HaJl yPOBHEM KOKH M UMEIOT Pa3IMYHbIC BETOBBIC
OTTEHKHU: ONICTHOXKEIIThIE, CBETIIOKOPUYHEBBIE, KEJI-
TOKOPHYHEBBIE U TEMHOKOpHUYHEBBIE. DopMa UX Kpy-
I71asi WK OBAJIbHASL, HHTEHCUBHOCTD OKPACKH MOMKET
OBITh HEPaBHOMEPHOMN, KOHTYPbl — HENPABUIIbHBIE.
Pacrionararorcst Ha OTKPBITBIX y4acTKaX KOXKH.

[IpeamouturenbHas JOKaIM3aLusl: KOXa HOCA,
€K, BUCKOB, NPEAIUICUNH M KUCTEH PYyK; OIHAKO
OHHU MOTYT BCTPEUATHCS M Ha 3aKPBITHIX yUacTKax.

KonnuectBo MokeT OBITh paziaMYHBIM — OT
HECKOJIBKHX MaJlIO3aMETHBIX IISITEH IO OrPOMHO-
ro YHCJa UX; IPH 3TOM OHU 4YacTo OBIBAIOT CHM-
METPUYHO PACIIOJIOKEHHBIMH, a IMOBEPXHOCTh MX
BCerza MIaaKas.

Becnymku pacnonaraiorcsi HepaBHOMEPHO,
MHOTa UMEIOT CKJIIOHHOCTb K TPYIIIHPOBKE.

ITosiBeHue BecHyIIEK — Ha 5-6 TOAY XKU3HU pe-
OcHKa.

Bericbimanus O1eqHEIOT 3UMOM M 1aXKe COBCEM
HCYE3al0T, C TeM 4TOOBI BECHOH BHOBH CTaTh 3a-
METHBIMHU U, yCUJIMBASICh B OKPACKe, IePXKaThCs 10
[TyOOKOW OCEeHH.

[TopaskatoT OHM IPEUMYILECTBEHHO JINL] C HEX-
HOM, 0enoi KoKel, 0COOCHHO PBIKHUX W OJIOHIH-
HOB; 4acTO IEpeAaroTcsi Mo HacieacTBy. OueHb
PEIKO OHHU BCTPEYAOTCS y OPIOHETOB.

Jluaruo3 He BBI3BIBACT OCIOKHEHHI.

5.6 Xnoasma. Ilox xyo0a3mMoil MOHUMAIOT TPH-
0OpeTeHHbIC MSTHA KOPUYHEBOTO I[BETA, JJOBOJIBHO
yacTo pacrojaratoniiecss B obmactu simna. Ilpa-
BUJIbHEE ObLIO OBl Ha3bIBATH MX MeJa3MaMH, T. K.
OHM MMEIOT KOPUUYHEBBIH, a HE 3€JICHBIH LIBET.

IlpyunHa TakMx paccTPOMCTB IUIMEHTALMU
KOXXH MOXXET OBITh Pa3IUYHOM, MMO3TOMY OIHCHI-
BaroT chloasma gravidarum, uterinum, cachectico-
rum, hepaticum n ap. OO66I9HO 60JI€3Hb pa3BUBACT-
s y KEHIIMH, HO UHOT/Ia OBIBAET M Y MY/KUHH.

X7oa3Ma BCTpedaeTcs HEe TONBKO y OepeMeH-
HBIX; €€ YacTO CBSI3BIBAIOT C PACCTPONCTBAMHU MEH-
cTpyanbHoOi (yHKiuu. MHOTMa NpuYnHOW MOTYT
CIIY’)KUTh XPOHHMYECKHE TOHOPEHHBIE MOpakeHUs
TIOJIOBBIX OPTaHOB KEHITUHBI.

Oxkpacka THTMEHTHBIX TMAT€H TpU XJI0a3-
M€ MOXET BapbUpOBaTh OT JKEJITOW JO TEMHO-
KOPHYHEBOM.

Wnorna HaOmrofaroTcst KpymHbIe MATHA, 3aHU-
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Marolye BCE JUI0, pacrojiaraloniuecss Ha BeKax,
IeKax ¥ MoJ00POJIKe; HO JaKe M B ITHUX CIydasx
7100 OOBIYHO OKPAIIUBACTCS TOPA3]I0 HHTEHCUBHEE,
B OTJIMYME OT OCTAJIbHBIX YYACTKOB JIMIIA.

Ilon nmeiicTBHEM cBeTa Xjgoa3MalbHBEIC ITSITHA
MPUOOPETAIOT 3HAUYUTEIBHO O0JIee TEMHBIN OTTEHOK.

[Ipu xnoazmax, CBS3aHHBIX C OEPEMEHHOCTHIO,
MUTMEHTUPYETCS HE TOIBKO JIHII0, HO TAK)KE COCKU U
apeoJIbl TPYIHBIX XKeJe3, Oerast IMHUS )KUBOTa U Ha-
PY’KHBIE TIOJIOBBIE OpraHbl. OCOOEHHO MHTEHCUBHO
MUTMEHTUPYIOTCSL Kpasi MajbIX CpamHbIX ry0. OT-
MEUAETCS TAKKE MUTMEHTAIMS KO BOKPYT IyTIKa.

ITurmenranust Oejlol JIUHHAM >KMBOTAa HayuHa-
eTcsi 0OBIYHO Ha 3-M Mecslle OepeMeHHOCTH, TTPH-
4yeM y OpIOHETOK OHAa BBIpa)KEHA CHIIbHEE, YeM Y
ONOHJMHOK, W YCWJIMBAETCS K KOHILy OepeMeHHO-
ct. Penko mpu OepeMEHHOCTH MOXKET Pa3BUTHCS
MUTMEHTAIUS Ha IPYTUX y4acTKax, MHOT/A 3aXBa-
ThIBas BCE TEJIO.

C ycTpaHeHHeM ATHONOTHYECKUX MOMEHTOB, ITHT-
MEHTHBIE IIATHA OJIEIHEIOT M YacTO HMCYE3al0T Oec-
CIIETHO, C TE€M YTOOBI BHOBb MOSIBUTHCS MPH HOBOM
OSpeMEeHHOCTH WJIM TIOBTOPHOM 3a00JIEBAaHHH TI0JI0-
BBIX OpraHoB WK nedeHu. OHAKO UHOTIZA TaKoe pac-
CTPOMCTBO MUTMEHTALIUK COXPAHSETCS Ha BCIO KU3Hb.

B mocnennee BpeMs oTMeudeHBI Ooyiee JacThbie
Cllyyau COYETaHHUE XJI0a3Mbl C TUPEOUTHON Mmaro-
norued. Ilpu 3TOM ualle BCero KOHCTAaTUPYETCs
MOBBINIICHHE (DYHKITMOHAIBHON aKTHBHOCTH IIIUTO-
BUJTHOM JKEJI€3HI.

5.7 Mesiano3 Pusisi (Mes1aHO3 BOEHHOIO Bpe-
MeHH) BIiepBbIe ObLT onrcaH B 1917 . 3atem nocne
okoH4aHUs [lepBoit MUPOBOI BOWHBI MyOIHKAIINN
0 HEM IpeKpaTuiauch u auib B 1941-1944 rr. BHOBB
MOSIBUINCH, B OCHOBHOM M3 OKKYIIMPOBAaHHOM B TO
BpeMst OpaHLMH.

OtuM 3a007€BaHNEM Hallle CTPAAAIOT KEHIIU-
Hbl B Bo3pacte 30-50 jeT, u paccTpoMCTBO MuUr-
MEHTALMM Pa3BUBACTCSl YacCTO IOCJIE COTHEUHBIX
00yryueHHH, HAYNHAsICh € 3yAsIed S3PUTEMBI JIHLA.
3areM KpacHOTa CMEHSETCS NMUIMEHTauueil B 00-
JIACTH BUCKOB, PAcIpOCTPaHSSICh HA J00, MIEKH U
LIEI0, KOXKY HOCAa, epUopaibHylo 00J1acTh U MOJ-
OOpOJOK M BOBJIEKASICh B MPOILECC TaK K€ 4acTo,
KaK 1 Ha KOJKe MPEAIIeYnil U KACTEH.

[TurmenTanys BHayaue MSATHUCTAS, 3aTEM IIST-
Ha, CIUBAasCh, OOPa3ylOT CETEBUAHBIH PHCYHOK.
LIBeT BBICHIIAaHMH BapbUPYET OT OXPSHOIO MO
TEMHO-KOPHUYHEBOTO U JlaXke (hPHOJIETOBOTO OTTECH-
ka. [Ipu nnurenbHOM CyIIeCTBOBAaHMM MOXKET IOsI-
BUTBCSI CJ1a00 BBIpaXKEHHAst aTpodusl.

Bonesnp nponomkaeTcss HECKOJIBKO JIET U Yalle
BCETO CBSI3bIBACTCS C MHTOKCHUKALMEH (oTOCeHCHU-
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6I/IJ'II/I3I/Ip}/IOI]_II/IMI/I BCIICCTBaAMMU.

5.8 Toxkcumueckass menanogepmusi I'abGepma-
Ha—-Topmana. DTOT nepMaTO3 TaKKE HAIOMUHAET
MesaHo3 Puwitst. OH BeTpevaeTcs y pabounx, HMero-
LIMX KOHTAKT C TOpPIOYe-CMa30YHbIMU MaTepuaa-
MH, U Ha9MHAETCS C ThUla KUCTEH M MpPEeAIICUnH,
nopaskasi B JaJIbHEHUIIIEM H JIHLIO.

[Tocne nepBoHaYaIbHOM 3pUTEMBI KITMHUYECKAS
KapTUHA CTAHOBUTCS MOXOKeH Ha MenaHo3 Puis.
Berpeuatorest Takke QOITHKYIISIPHBIN THIIEpPKEpa-
TO3 ¥ MaCJISIHbIE YTPH, UTO ITOATBEPKAAET AUArHO3.

A. I1. donroB (1946) cuntaer menmano3 Pums u
TOKCHYECKyI0 MenaHoaepmuio ['adepmana—Iodd-
MaHa UACHTHYHBIMH 3200JIEBaHUSAMHU.

[osiBeHue mogoOHOM KapTHHBI Ha JIULE MOXKET
3aBHUCETh TaK XK€ OT YNOTpeOseHHsT HenoO0poKade-
CTBEHHBIX Map(QIOMEPHBIX CPEACTB (IpUMECh MU-
HEepaJbHBIX Macel).

5.9 Iloiikunomepmusi Cuarra. Cerdaryio
MMUTMEHTAINIO — MTONKMIIONEPMHUIO JTUIIA U IIEH Te-
Teph YaIlle BCETO CBA3BIBAIOT C MENaHO30M Puirs.
Opnaxo motikmmonepmust CHUBaTTa BCTPEUASTCS HE
TOJIFKO B BOGHHOE BPEMs, TIPHUEM MOpPaKaeT KeH-
IIMH YaIle BCETO B IMEPHOIBI MEHOTAY3bl ¥ TIPHUBO-
TIT K TTMTMEHTAINH 0oJiee BEIPAKEHHOM, YeM TpH
MenaHo3e Puos.

IIpu 5TOM pa3BUBAIOTCS CHMMETPHUYHBIE BHICHI-
MaHus KPaCHOBATO-KOPUYHEBOW OKPAacKH Ha OOKO-
BBIX TTOBEPXHOCTSX IIIEH C MEPEXO0M Ha 001acTh
HWKHEW YeIIOCTH W WHOTJa — Ha BEPXHIOK YacTh
rpynHoi kietku. Koxka craHOBUTCS CyXOH, aTpo-
(bMIHOI 1 UMEeeT TOBOIEHO BBIPAKEHHBIE F TIOAYAC
MHOTOYHCIICHHBIE TeJICAaHTHOIKTA3HH.

5.10 IlocieBocnajuTeabHbIe paccTpolcTBA
nurMeHTanuu. bonbmoe uyneno 3aborneBaHuit
KOXH MIPUBOJUT B TaTbHEHIIIEM K Pa3BUTHIO THITEp-
MMUTMEHTAllUM WM TUIOMUTMEHTAllMd Ha MecTax
OBIBIINX BHICHITAHUH BOCTIAIUTEILHOTO XapaKkTepa.

Bropuunblie cuuImIbI 9acToO OCTABISIOT TTOCIIE
cebs TUmepnurMeHTupoBanHble TmsaTHA. Llupoxo
M3BECTHO TAaK)Ke Pa3BHTHE CH(DMINTHYCCKOU JIei-
KoMenaHoziepMun (oxepense Benepsl) Bo BToprd-
HOM Tiepuojie cuduinca, Koraa Ha (hOHe THUIIePIUT-
MEHTAlIWH, Yalle BCero — B 00JACTH IIIeH, MOSABIIS-
IOTCSl TUTIIOMUTMEHTHPOBAaHHBIE y4YacTKH, 00pasys
CETYATBIH, KPYKEBHOW MM MPaMOPHBIA PUCYHOK.

['mneprnurMenTaIus Takxke pa3BUBaeTCS BOKPYT
3aKUBAIOIINX KO)KHBIX TYMM.

KpacHblil miiockuii aumiail 4acTo OCTaBIsAET Tu-
MEPIUTMEHTALMIO0 Ha MeCTe OBIBIINX BBICHITTAHUH.
W3BecTHa Takke ocobast murMeHTHas: GopMa 3TOTO
JIepMaro3a; OJHAKO MPU STOM THIIEPIUTMEHTAINs
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BCEIZla COYETAeTCs C TUIUYHBIMU BBICHITAHUSIMHU
JIMXEHA, B Y4CTHOCTH, Ha CIIM3UCTBIX 000JI0UKaX.

Wndexnnonnple 1 napasuTapHble TOPaKEHUS
(GypyHKyN, HWMIETUTO, SKTHMA, YECOTKA, BILUU-
BOCTb M Jp.) YaCTO OCTAaBIIAIOT MPEXOISILYI0 T'U-
MEPNUTrMEHTALUIO.

5.11 JIpyrue 3HIOKpPHUHHbIE MeEJIAHOIAEPMHHU.
Bomnee wnm MeHee reHepain3oBaHHBIE MHTMEHTA-
MU MHOTJAa MOTYT Pa3BUBATHCS B PE3YJIbTATE JHC-
(YHKIMH IPYTHX Keye3 BHYTPEHHEH CeKpernd, B
YaCTHOCTH, TIPH:

- omyxomsx runoduza (Oonesnp Mnenko—Ky-
IITUHTA);

- 0a3enoBOIl OOJIE3HMU;

- TUno(u3apHONH HEJOCTATOYHOCTH (CHHIIPOM
Cummonca, cuHapoM beprmana).

HecomHeHHO, SHIOKPUHHBIN MEXaHU3M JISKUT
B OCHOBE HEKOTOPHIX MU Y3HBIX M PErHOHANb-
HBIX TUTIEPIIUTMEHTAINH, HAOIIONAOITIXCS TIPH:

- psizie XpOHWMUECKUX MH(DEKITHIA:

1) manspus;

2) amEOHas TU3EHTEPHS;

3) BUCHEpaIbHBIHN JIEHIIIMAHNO3;
4) TyGepkyné3 u ap.;

- aHEMUSIX;

- TeHKo3ax, —

a TaK e, MO-BUNMOMY, B Pe3yJIbTare HapyIie-
HUS (YHKOAHA TIATOBHIIHOW KeJNe3bl, THmoduza,
TIOJIOBBIX KEJIe3 W HAJIOYEYHHKOB. BO3MOXKHO,
YTO B ATHX CIy4asX UMEeT MECTO TUTFOPUTIaHTY-
JSpHAs HEOCTaTouHOCTh (Jleroc).

5.12 MpIIBSIKOBbIE MeJAHOAEPMHUM YAl
BOZHUKAIOT TIOCNIE JIEYCHHS HEOPTraHMIeCKUMU
rpenaparaMu MbIIbska. OOBITHO OHH Pa3BUBAIOT-
CSl OT MACCUBHBIX J103 MBITIBSIKA UITH TIPH JUTATENb-
HOM MBIIIBSIKOBOM TEparnuu; UHOTNAa BCTPEYAOTCA
Y TIOCTIe TTPHEeMa MaJIbIX KOJHMYECTB MBIIIBIKOBBIX
npernaparoB. MBITIBSIKOBBIE METAHOACPMHH IPOTE-
KaloT B BUJIE PA3JIMTON WM MATHUCTOW TUIIEPITUT-
MEHTALlUU KOXKM TYJIOBULIA U KOHEYHOCTEH. YHU-
BepCcallbHasl MBIIIBIKOBAsI MEIAHOAEPMUS — OOBIU-
HBIH UCXOJ] callbBapCAHHOW SPUTPOJIEPMHUM.

[IurMeHTHBIE TOKCHKOAEPMUH (TeHEPaTU30BaH-
HBIE WM OTpaHIYEHHBIE) MOTYT HaOMIOAATHCS TIPH
Hapy’>KHOM WJIM BHYTPEHHEM NMPUMEHEHNH Pa3iud-
HBIX JIPYTHX MEITUKaMEHTOB:

- aHTUTIINPUH;

- IAPaMH/IOH;

- penondranenH;

- XUHWH;

- aroda;

- 6apOuTYyparsr;
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- cynab(haHWIaMUIBI | Ip.
ITaTorenes Ux CI0XKHBIN.

5.13 MesanogepMuu OT APYrux npuumH. [lpu
HedpHTax, 0COOCHHO MPOTEKAIOMINX C SBICHUAMH
ypemuu, MoXeT HaOmromathecs nudQy3Has memna-
HOZICPMHUS; JIMIO TPU ITOM HMEET XapaKTepHBIH
TPSI3HO-CEPBIH [BET.

OnmceiBatoTcsi  MapasuTapHble  MENaHOAEPMHUN
(T BIIMBOCTH, XpOHUUYECKOH YECOTKe) B 00IACTH 3a-
TBUIKA, TIIeY, CIIUHBI, ATOAUL. Jleroc cunraeT ux cps-
3aHHBIMH C pacdecamu U mmoxepmueii. [pyrue aBro-
pot ([romeppa) mpuaaloT 3HAYEHNE TAKKe IHIAOKPHH-
HBIM, TIUIIEBBIM (JIKOTOJIb) ¥ EYEHOYHBIM (paKTOpaM.

5.14 Témuast aunust. [lox >TuM TepMuHOM AH-
nepcon 1 Bepro B 1930 1. m Xacrxaysen B 1933 .
OTIMCAJIA CBOEOOPA3HYI0 TUCXPOMHUIO, TTOXOXKYIO Ha
XJ10a3My, B BUJI€ JJUHEHHON MUTMEHTAlUU Ha KOXKeE
n6a, mmpuHOH 110 1 cM, IiBeTa Koe ¢ MOJTOKOM. ITa
THIEPIIUTMEHTAIHS MHOTJIA UMEET OYepPTaHUs apKU
i Kombla. OHa MOXET pacTIpOCTPaHATHCA Ha
KOXY MIEK W PEAKO JOXOMWT JI0 IIEeH; BCETIa OTIe-
JIeHA OT B/Y TOJIOBBI MTOJIOCKOW HOPMAJIBHOHN KOXKH.
[IurmeHTanMsT MOXKET OBITH CIUIOITHOW FJIH CO-
CTaBJICHHOHN M3 MEJKHUX TATeH. 3aboiieBaHue Jarie
BCTpEYaeTCs y )KEHIINH, PeXe — y AeBYIIEK, KpaifHe
penko — y MmyxunH. MlHOTIa coueTaeTcs ¢ BeCHYII-
KaMH. DTa TUIEPITUTMEHTAINS YacTO HaOMomaeTcs
Y JIAII ¢ OpraHndeckuMu nopaxkennsvu [THC:

- OIYXOJIX MO3Ta;

- CHPUHTOMUEIHS;

- HeHpocudmuc;

- DHIIe()aJTUTHI;

- 6one3ns [lapkuHcoHa.

5.15 IIMrMeHTHBI OKO0JIOPOTOBOIl [epMaTo3
Bpoxa onucan bpoxom B 1923 1. 3aboneBanue mnpo-
SIBJISIETCS. CUMMETPUYHOM NMUTMEHTAUENH B OKpYXK-
HOCTH pTa, MOJ00POJIKa U B HOCOTYOHBIX CKJIaJKaX.
HabGmromaeTcst wamie y sKeHIIUH CpPEeIHETo BO3pacTa.
[TaTHA UMEIOT JKENTOBATO-KOPUUHEBBIN 1IBET U HEPE3-
KUE€ I'paHUIIbI. uTencuBHOCTD MUTMCHTAIIUU HECIIO-
ctostuHa. CyObeKTUBHBIX OIIYIICHUH HE HAOTIOIaeT-
cs. bpok momgepKuBan OTCyTCTBHE B KITACCHUECKOM
BapuaHTe JIepMaro3a SIBICHUN ce0Oper W IIemyIe-
HUS. DBONIONHUS JepMaro3a MEIJICHHAS, BO3MOXHO
CTIOHTAHHOE M3JIeUeHHEe. Y OONBHBIX YaCcTO HAXOMIT
HEBPO3bI 1 KCITYJOYHO-KUIIICYHBIC HAPYIICHUA.

Bropoit BapmanTt nepmaroza — parakeratose
pigmentogene peribuccale (Ce3apu, [romeppa,
Jeroc u nip.) 0OBIYHO HAYMHACTCS C MOSBJICHUS Ha
ydacCTKax TUITAYHON JIOKaJIn3anun yMEpEHHO WIC-
JTyTIamencs, TOBOILHO OTPAaHUYCHHON SPUTEMBI,
AMEIOIIEH XapakTep mapakeparo3a Ha ceOopeiHoi
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Koke. B manpHeieM Ha 3THX ydacTKax pa3BHBa-
eTcs Iporpeccupyrouas TUrMEeHTalus ¢ oTpyode-
BUAHBIM IIeNylIeHueM. bosibHBIE OTMEYaroT yme-
PEHHBIN 3y B oUarax nopaKeHusl.

OcraeTcst HeCHBIM, SIBISICTCS JIM 3TOT AepMa-
TO3 CAMOCTOSITEIbHBIM 3a001€BaHUEM MM KIMHH-
YEeCKOM pa3HOBHUIHOCTBIO XJI0a3Mbl THOO MenaHo3a
Puns ¢ ocoGoii Tonorpagueii. Pazsutne nepudyxk-
KaJbHOTO MUTMEHTHOIO JiepMmaro3a Jleroc cBs3bl-
BacT C BO3JCHCTBUEM MECTHBIX Pa3apa)kaloLINX
(axTopoB, cebopeeil U HHPEKUKEH, KaK IpH dK3e-
MaTuAax, U ¢ HapylIeHHEeM OBapHaIbHOH (yHKINH.

5.16 Henep:xxanue murmeHTa — penkoe 3a0o0-
JeBaHHE KOXH, OOBIYHO BPOXKIEHHOTO XapakTepa,
ormmcanHoe BriepBbie Bloch-Sulzberger (1926-1928).
CymiecTByeT ¢ poXKJIeHHS MM PA3BUBACTCS B IEPBHIC
MeCSIIBI M TOBI XKU3HU. Yare 00JIer0T IeBYIIKH.

Tunwynas kIMHUYECKas KapTHHA OOJNE3HU BBI-
paXkaeTcs B IMOSBICHUH, IPEUMYIIIECTBEHHO Ha 00-
KOBBIX MOBEPXHOCTSIX TYJIOBHINA M KOHEYHOCTSX,
PE3KO OrpaHWYEHHBIX PACHPOCTPAHEHHBIX ITUT-
MEHTaluil KeNITOBATO-KOPHIHEBOTO WM TEMHO-
CEeporo IBeTa B BUJE MATEH M MOJIOC TIPHYYUTUBBIX
HETPaBIIIBHBIX OYEPTaHUH C OCTPHIMHU 3y0UaThIMH
Kpasimu. JInIo, Kak mpaBmiIo, HE MOPAXKAETCH.

OmnmcaHHBIM TPOSIBICHHUSM JepMaro3a B psize
CIIy4aeB MOTYT MPEIIeCTBOBATh MATHUCTHIC HIIH
i Gy3HBIE SpUTEMBI, BE3UKYJIE3HbIE, Oy/UIe3HbIC
U JIMXCHOMIHbIC BBICHINIAHHS, WHOTIA CHMYIH-
pyrome aepmarut J{fopuHra n Oy/uIe3HBIH STH-
JEPMOJIH3. DTH BBICHINIAHUS B JajbHEHIIEM MOTYT
CMEHSTBHCS TUIIEPTPOPHUISCKUMH OJIAIIKAMH U T1a-
MyJIaMH, PacIoaralouMHCs OECTOPSI0YHO HITH
B BHJIC TI0JIOC, HAITOMUHAIOIINX BEPPYKO3HBIH AITH-
TenuanbHEIH HeByc. CiienoBarensHO, 3a001eBaHne
BKJIIOYACT PSIJ] TIEPEXOIHBIX COCTOSIHUI — OT 3pH-
TEMBI, BE3HKYJIO-OyJUIE3HBIX JIEMEHTOB W THIEP-
Keparo3a JI0 MUTMEHTAIMH, 9TO Jajio TIOBOJ STy
aBTOPOB Pa3IHYaTh TPU cTaguu Oone3Hu. OmHaKo
JeJIeHNe Ha CTAJINU UMEET yCIOBHBIH XapakTep.

[TurmeHTaIMs AEPKUTCS JTOBOJBHO CTOMKO B
TEYEHHE HECKOJIBKUX JIET, OJHAKO C BO3PacTOM
YMEHBIIAeTCs ¥, HAKOHEIl, NCUe3aeT.

M3MeHeHns Ha KOXKe 9acTO COYETAIOTCS C aHO-
MaJIMSIMHU Pa3BUTHS M yPOICTBAMH:

- OTCTaBaHHE B POCTE U PA3BUTHH;

- 3yOHBIE TUCTPOUH;

- BBINQ/ICHHUE BOJIOC IO THITY IICEBIONEIUIAIBI 1
THE3/IHOH TIJICIINBOCTH;

- BPOXK/ICHHBIE TIOPOKHU CEP/ILIa;

- KOCOIJIa3ue;

- OTCJIOMKA CeTYaTKH, KaTapakTa u Jake BPOXK-
JIeHHasl CIIETIOTa;
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JIEKUnn

- OIIUJICTICHUA,
- CIIaCTUYCCKHUC MTapainiu.

OTHonorust 3a00JICBaHNs HEsSICHA. PaCCManI/I—
BalOT 3TO 3a00JIeBaHUC Kak BPOXJACHHYIO DJKTO-
MEC30ACpPMAJIBHYIO AUCIITIA3UIO. HpI/I‘II/IHa runep-
MNUTMCHTAIMn — yTpara 0asallbHBIMH KIIETKAMU
SIuJaAcpMuca CITOCOOHOCTH YACPIKUBATH ITUTMCHT.

5.17 Aprupusi BO3HUKAeT NPU JIUTEIHHOM
JISYCHHUH TIpeTraparaMu cepedpa Wiu Kak mpodec-
CHOHAJIBHOE 3a00JICBaHNE Y pab0ounX cepeOpSHBIX
pynHUKOB. IHTEHCHBHOCTH OKPACKH KOKH ITPOTIOP-
[MOHANIFHA JUTNTEIbHOCTH TIpreMa MeINKaMeHTa 1
KOHTaKTa B YCIIOBHSIX TPOQPECCHH.

OmnoxxeHust cepedpa, ITOMAMO KOKHA U CITH3H-
CTBIX 000JI04YEK, OOBITHO HAOIIOMAOTCS U B IPYTHX
OpraHax.

Koxa m cam3ucTeie 00ONOUKH TIPH aprupose
MMEIOT Pa3jMYHBIA IBET: OT TPSI3HO-CEPOTO 0
4epHO-(hHOIETOBOTO; OKpacKka Pe3KO BBIpaKeHA Ha
KOYKe JTUIA, KUCTEH W KPYITHBIX CKJIaI0K.

ITarorenes apruposa He paspelueH. Mmeer 3Ha-
yenue Qakrop uanocunkpasuu (Rigollet).

5.18 Xpwusogepma — croiiKasi NUTMEHTAIUS
KOYKH BCJIEJICTBHE MapaHTEPaJIbHOIO NMPUMEHEHUs
[IpenaparoB 30J10Ta, U3PEJKa CBA3aHHAs C IOCIe-
IOYIOUIMMHU COTHEYHBIMU MJTH YIBTPapHOIETOBBIMU
oOnmyyenusiMu. [TurmeHTanuss 0OBIYHO HAYMHACTCSI
C HIDKHMX BEK M ObIBaeT HauOoJiee BBIPAKCHHOMN
Ha Koke J10a, HO3/Ipeid, B HOCOT'YOHBIX CKJIaIKaX;
HaOII0AeTCsl TaKKe Ha OTKPBITBIX YYacTKax IIeH,
ThUJIE KUCTEH W TIPENIUICUni; OOBIYHO SIBISIETCS
pacnpocTpaHeHHOW, 0COOEHHO TOcie OONyUYeHHUs
Y®JI. Oxpacka ee mnemenbHO-cepasi, pO30BaToO-
JINIIOBasl, CUpeHeBast 1 TeMHO-MaJlnHoBas. MHorna
BCTpEYaeTcs CeTYaThI TUIT MUTMEHTAIUH.

IIurmMeHTanus HepeaKko BCTpedaercs y THopa-
JKEHHBIX JIETOYHBIM TYyOEpKyJIe30M, IMOJIy4aBIINX
HMHBEKIUH COJIeH 30710Ta, a TaKkKe Y OOJIBHBIX Kpac-
HOM BOJTYAHKOW ¥ HEKOTOPBIMHU (hOpMaMu TyOepKy-
JIe3a KOXKU, JICYEHHBIX 30JI0TOM.

5.19 Bucmytusi. Jlyer ¢ coaBT. cooOumia o
Clly4ae TEHEpaJU30BaHHON NHIMEHTALUU KOXH,
HallOMUHAIOIIEH aprUpHI0 U pa3BHBILEHCS MOCIHE
JUTUTEIILHOTO JIeueHHsI BUCMYTOM. OOBIYHO BUCMY-
TOBas MUTMEHTALMS OIPAaHUYMBAETCS BUCMYTOBOM
KalMOM Ha JeCHAaX, aHaJIOTHYHON CBUHIIOBOM KaM-
Me, HaOMIoAaBIICHCs IPH OTPABJICHUU CBUHIIOM.

WHconsanus ycuinnBaeT MUTMEHTALUIO.

5.20 KaparuHoaepMusi pa3BUBAaeTCS OOBIYHO

B pe3yJIbTaTe N30BITOYHOTO YHOTPEOICHHUS B ULLY
MIPOIYKTOB, COIEPXkAIIMX KAPOTHH (MOPKOBB,
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arnebLCUHbBI, MaHIAPUHBI, A0PUKOCHI, THIKBA U JIP.).
HabmronaeTcs Takxke npu auadeTe, KCAaHTOMATO3e
U MUKCeJIeMe, BUIUMO, KaK CIIECTBUE HAPYILICHUS
oOMeHa BemecTB. B Jierkux ciydasix BbIpa)kaet-
Csl CBOCOOPA3HBIM KENTOBAaTHIM WIIH OPaHIKEBO-
JKENTHIM OKpAlIMBAaHUEM KOXKH JIaJI0OHEH, MOMIOIIB
M HOCOTYOHBIX CKIIJIOK, HE COIPOBOXKIAFOIIAMCS
KaKUMH-THOO0 CyOBEKTHBHBIMH ONIYIICHUsSMHU. B
TSOKENBIX CIIy4asX BO3MOXKHA T'€HEepaIn30BaHHAas
nurMeHTanus. Clm3ucTeie 000JIOYKHM U CKIIEPHI,
KaK IPaBUIIO, HE MMOPAKAIOTCS.

3aboJeBanue BIepBbie omicano beibiem B 1896 1.

OkpalmBaHue KOXKU HCUYE3aeT Yepe3 HECKOIb-
KO HeJ/Ieb IMOCJe TpPEKpalleHus: YIoTpeOiIeHus B
MUY MPOIYKTOB, CONEPKALIUX JIUITOXPOMBI.

5.21 OxpoHO3 — penxoe paccTpoMCTBO, Xa-
paxTepu3yloleecs: MMIMEHTAlueH CKIep U yIIew,
TEMHOH OKPacKOH MOYM U YacTO — COIYTCTBYIO-
muM apTputoM. IlurmeHnranus cepo-KoprdyHeBas
WIM YepHasi, 3aXBaTbIBACT XPSIIM YIIHBIX PaKO-
BUH, Pa3UyYHbIC CyCTaBbl, péOpa, MEKIO3BOHOU-
Hele aucku. [Ipm aytomcum ee oOHapyXHBalOT
TaKXKE B Pa3JINUHBIX MBILINAX, BKIIOYas MUOKapA.
Koxa nwira MmokeT ObITh TOKpHITa MU GY3HOH, OT
KO(eIHO-KOPUIHEBOH 10 KEITO-KOPHUUHEBON TTHUT-
MEHTaLUeH ¢ 0CO00H MHTCHCUBHOCTBIO HA ILIEKax
B Buje 0aboukn. MHOTIa HAOMIOMAeTCs TOUTH Yep-
HOE OKpalllBaHHUE.

[Ipupona nurMeHTa OKOHYATEILHO HE BBISICHE-
Ha. bone3np HaOmonaeTcs B cpeHeM BO3pacTe U
OZIMHAKOBO TMOpakaeT oba mona. B ciyuasx, cBs-
3aHHBIX C AJKAaHTOHYPHEH, UMEETCsl HacleICTBEH-
Hasl CKJIIOHHOCTb.

5.22 TaryupoBKka — OKpalIWBaHHE KOXXU Ha-
MEpPEHHO BBEJICHHBIMH B Hee HEPaCTBOPUMBIMU
BeIIeCTBAMH (CaXka, KNTaiiCKas TyIlb, KHHOBAPh U
IIp.); COXpaHIETCs HaBCeTa.

Jleyenne TaTympoOBOK BeChMa 3aTpyIHUTENbHA
1 Bceraa TpeOyeT pa3pylieHHs KOXH Ha TITyOWHy
3ameranvsi Kpacok. Jlydmmm meTtomom siBisercs
WX XHPYPTUYECKOE HCCEUYCHHE C TOCIenyromen
macTukor. [Ipy HEOONMBIUX 1O TIIOMIATN TaTyH-
POBKax MOXHO MPUMEHSTH SJIEKTPOKOATYISIIHIO,
KpHOTEpaInIo, JiazepoTepanuio. M3 XuMudecKnx
CPEZICTB MOTYT OBITh UCTIOIE30BAaHBI TOPOIIIOK Map-
TaHIIEBOKMCIIOTO KaJusi, KOHIIEHTPHUPOBAHHBIE pac-
TBOPBI a30THOKHCIIOTO cepedpa, TPUXIOPYKCYCHOM
KHCJIOTHI ¥ APYTHE Pa3pyIIAIOIIIe KOKY BEIIECTBA.
B urore ocratorcs pyOITsI, aTpohus KOXKH.

K mocTopoHHUM 5K30T€HHBIM BHEAPEHUSM B
KOXY OTHOCSITCSI TaK)K€ MOPOXOBBIE ISATHA H TIPO-
(heccroHaTBHBIN TaTyax (HaIpUMep, Y IIaXTEPOB).
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6 3a0oseBaHMs1, COMPOBOKAAIOIIMECS 0CIA0TICHUEM OKPACKH
KOKHBIX MOKPOBOB (JeNMUTrMeHTAIHH)

6.1 Anpounu3m (ot nart. albus — GeInbril) — 3TO
HACIIEICTBEHHOE PAacCTPOHCTBO OOMEHA MEJIaHWHA,
XapaKTEepU3YIOIIEeCsl yYMEHBIICHUEM WIH OTCYT-
CTBHEM MEJIaHWHA B KOXKe, BOJIOCAX W Iiazax; u3-
BECTHOE C TITyOOKOH IPEeBHOCTH. ATBOMHN3M O0HA-
pyXuBaetca y pei0, aMmpuOuii, penTuianii 1 NTHII.
Bonpmme u3MeHeHMs HMEIOTCS B IHUTMEHTHO-
KIJIETOYHOH CHUCTEME IJ1a3, KOJKe WM 00enX BMECTe.
HpI/I AIILOMHNU3ME MEJIAHWH ITOYTH ITOJHOCTBIO OT-
cyrctByeT. OnnH ansOnHoc mpuxoantes Ha 5000-
2500 ygenoBeK, 0COOCHHO YacTO — Y UHACHUIICB TITe-
menn Cumna B [Taname (700 ua 100 TBIC.).

Kiaununyeckne nposiBjieHus:

- MOJIOYHO-0eJ1ast KoKa ¥ OUYeHb CBETJIbIE, IOUTH
cepeOpUCThIC BOJIOCHI — HAOJIIOAAKOTCS Y albOUHO-
COB 0€JI0i pach;

- KpacHasi Koka — Yy HerpOB-aJIbOMHOCOB.

BonbHbIE HE MEpPeHOCAT COIMHEYHOTro OOIyde-
HUS, U Y HUX YaCTO Pa3BUBAIOTCA MPEKaHKPO3HbBIE
KepaTo3bl, KAPIIUHOMBI.

VY anpOMHOCOB — JKEHIIUH BO BpeMsi OepeMeH-
HOCTHU HE OTMEYAETCS OYaroBBIX TMIIEPIUIMEHTa-
U1, B YaCTHOCTH, COCKOB I'PY/IHBIX Kese3. 3aKnB-
JICHHE PaH KOXH, BCACBIBAEMOCTh Yepe3 KoKy, 00-
pa3oBaHME II0TA U cajia, KUCIOTHO-IIEIOYHOE PaB-
HOBECHE, IUPKYISIPHBIE U COCYANCTHIE peaklny, a
TaKKe TePMOPETYIATOPHBIE PE(ICKCH U NEKTPH-
YECKOE€ COIPOTHUBIIEHUE Yy TAKHX MAllMEHTOB OCTa-
1otcst HopManbHbIMU (DuTtinarpuk, 1965).

BcenenctBue oTcyTCTBHA MUTMEHTA MEJIaHUHA Y
OOJIBHBIX aJTBOMHU3MOM SIPKO BBIPQKEHBI TIa3HbBIC
CHMIITOMBI: CBETOOOSI3Hb, HUCTAr'M, TIPOCBEUNBAHUE
payKHOM 000JIOUKH U CHIKEHUE OCTPOTHI 3PEHHS.
Xopo1io u3BecTeH pedieKc CO CTOPOHBI ITTa3HOTO
JTHa, TPUAAIONINN 3payKy PO30BYIO MJIM KpPacHYIO
okpacky. Kpome atoro, BcTpeyarorcs riiyxora B CO-
YeTaHWU C HEMOTOMW, SMWIEINCHS, MOJUAAKTUINA,
onurodpenus u 1p.). OQHAKO UHTEJUICKT TAKKX I1a-
[IMEHTOB MOXET OBITh COBEPILICHHO HOPMaJILHBIM.

[IpuunHoii aNbOMHM3MA, MO-BUIAUMOMY, SIBJIS-
eTcs OTCyTCTBHE (MJIM O0Kasna) TUPO3UHA3HI, He-
00XOIMMOM Il CHHTE3a MEJIaHWHA.

ToranbHBIN anbOMHM3M HACJEAyeTCsl KaK TH-
MUYHAs ayTOCOMHO-pEIeCCUBHAS YepTa.

6.2 BUTHJIMIO — MUTMEHTHASI aHOMAJIHS, KOTOpast
XapakTepu3yeTcsl MOsBJICHHEM OeNbIX, pe3Ko orpa-
HUYCHHBIX TIATEH, Yallle BCEr0 OKPYKEHHBIX Ooiee
WM MEHee PACHpPOCTPAHEHHOW 30HOM THMIepIHI-
MEHTALUH M CKIIOHHBIX K IepU(pepHIecKOMy POCTY.

B nocnemHue roapl oTMedaeTcs pocT 3abole-
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BaeMOCTH BUTHIUTO (110 4 % OT BCEX IepMaTo30B).

B pesynprare pocra oOeclBeUEeHHBIX YIaCTKOB
MOTYT 00pa30BBIBATHCS JIOTBUATHIC, PA3INYHON Be-
JIMYMHBI ¥ IPUYYTHBON POPMBI ISTTUTMEHTUPOBAH-
Hble Tuiomaau. Mx ouepranus 3yOuarsblie, TTOTHKIH-
HUYECKHE, HAIIOMUHAOIINE TeorpadUuecKyro Kapry.

Kak Ha JIenurMeHTHpPOBaHHBIX YYacTKax, TaK
W B 30HE THIIEPIUTMEHTAIUN MOTYT BCTpPEUaThCS
OCTPOBKH TIPOTUBOTIOIOKHOTO IIBETA.

Yucno maTeH MOXKET ObITh Pa3UYHBIM U JIaXKe
MHOTO JIecsITKOB. MHOTIa pacrionararorcss CHMMe-
TpU4YHO. Pa3BUBAalOTCSl HE3aMETHO U MEJIIEHHO, HO
HHOTJIa — OBICTPO.

Bomnocer 1160 obecnBeunBaroTcs, Tu00 coxpa-
HSIIOT OKpacky. JleToM msaTHa BBICTYHAIOT pesue,
T. K. HA HUX OTCYTCTBYET 3arap.

Jlokanu3amus MOXKET OBITh JII00OH, HO yYalle
BCETO MOPaKEHUsI Ha KUCTSIX PYK, TOJOBBIX Opra-
Hax, KPECTIIOBOW o0nacTu, ymie, meu. Jlamoru u
MOJIONIBEI He MopakaroTcst. Habmonarores 1 oiHo-
CTOPOHHUE, OTIOSICHIBAIOIINE JCTTUTMEHTAIIUN HITH
pacronararommecs 1mo Xoay HepBOB.

CnmzucTsie 000J0YKH HE MopakaroTcs (Kpome
HETPOB).

WHoraa ouar BUTHIIUTO MOXET OBITh OKPYKEH
BOCHAJIUTEILHBIM 000IKOM.

Butuiuro MoxkeT Hauathcsi B JIF000OM BO3pacTe
Y TIopaskaeT 00a mora.

[IsTHa BUTHIWTO, pa3pacTasich, 00pa3yOT 00-
IIMPHBIC OYard MOPa)KeHUs] U CYIIECTBYIOT TOJBI
u necsatuietusi. OTIeNbHbIE OYaru MOTyT Hc4e3arh
CaMOTIPOM3BOJILHO.

Paznuuaror kJIMHUYECKH 4 THIIA BUTUIIATO:

- vitiligo totalis (TOTanpHOE);

- vitiligo vulgaris (00BIYHOE, CHMMETPHUIHOEC);

- vitiligo s. segmentalis (10 XOMy HEPBOB);

- 6one3np CeTTOoHa (HEBYC C JAEMHUIMEHTALMEH
BOKPYT).

DTHOJIOTHSI U TIATOreHe3 BUTWUINTO HESCHBI
JTUCKYTaOEIbHBI.

MHorue CBSI3BIBAIOT pa3BUTHE BHUTHIIUTO C
HEpBHBIMU (paKTopamMH (OIyXOJH, CHPHUHIOMHE-
TSI, CIUHHASI CYXOTKa, TPaBMbl, HEpBHBIE 0oOJe3-
HU, SHJIOKpUHHBIC PACCTPONCTBA, BHYTPEHHHE 3a-
OoneBanus, HHOEKIUH, OTPABICHUS).

OTMmeyaroT posib BereTaTHBHOM HEPBHOM cHcTe-
MBI, YBEIUYEHHE XOJIMHEPTHYECKOW aKTHBHOCTH,
poib Oa3enoBoii 00JIE3HU, THPEOTOKCUKO3a, 300a,
MUKCEICMBI.

K. H. bopucenko B 1970 . oTMeTHII TOBBILIIEHHE
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TOPMOHAJIbHON aKTUBHOCTH IIUTOBUIHON KeJe3bl
y OOJIbHBIX BUTHJIUTO, B MEHBLIEH CTENEHU — KOPBI
HaJMOYEYHUKOB; TMIO(U3 M TOJOBbIE TOPMOHBI
IIPY 3TOM MaJlo 3auHTepecoBanbl. OTMeuanu nedu-
it ButamuHa C, BATAMUHOB TPYNIBI B, THPO3UHA
1 HYKJIEUHOBBIX KHCJIOT, CHUKEHHE aHTHUTOKCHYE-
CKOM (PyHKUMH TI€UEHH, MOBBIIICHUE AKTHBHOCTH
HEKOTOPBIX TPaHCAMHHA3, THIIOTTIMKEMHIO.

Hekoropsle aBTOpBI paccMaTpUBaIOT BUTUIINIO,
KakK HaclleICTBEHHOE 3a00/IeBaHue.

Hepenxo BuUTHWIMIO codeTaeTcsi ¢ O4aroBou
anoneuuei. Psn aBTopoB ykasbiBaid Ha JeQULAT
MeJiu, JKeJe3a, 0COOEHHO B KauecTBe 3a00eBaHusl.
Heduuut Meau B odarax MOpa)KeHUs] U IOBBILIE-
HHUE — B HOPMAJILHOW KO)K€ OTMeYaJIl MHOTHE aBTO-
pHI (Ipr HOPME — B KPOBH).

OtmMeyany CHUKEHUE YPOBHS BUTaMUHOB B, B,, C.

[Ipu nzyyennn GyHKIMM KOPBI HAAIOYCUHUKOB
B TIEPBBIH rol 00JI€3HN Y OOJIBbHBIX BUTHIIUTO OTME-
YaeTcsl MOBBILICHUE MPOAYKIMHM KaK CBOOOIHBIX,
tak 1 cymmapusix 17 OKC u 17 KC, 6onee Bbipa-
KEHHOE Y MYKUHUH.

Taxoke oTMeUanu HEKOTOPOE YBEITUUEHHUE YPOB-
HS aJpeHallMHa U 3HAYUTEIbHOE YBEIUYEHUE BBI-
paboTKK HOpaApEeHAIHHA.

6.3 IlpodeccuonanbHuble Jeiikogepmun. Psn
KJIMHUYECKUX BEIIECTB (OpraHUYecKHe COeIUHEe-

HUS — IUMEPKaNTONPONHUHOI, THOMOYEBUHA, THOY-
pamuiI U fp., a Takke THAPOXUHOH U €ro MpOU3-
BOJHBIC) MOTYT HapyllaTh NUTMEHTOOOpa3oBaHUE
B KOXK€, B PE3YJIBTATE UETro Pa3BUBAIOTCS JEUKOIEP-
MUH, KOTOpbIE OTIIMYAIOTCS OT BUTUJIMIO HECTOM-
KOCTBIO U OBICTPBIM MCUE3HOBEHUEM IIOCIIE YCTpa-
HEHUs KOHTAaKTa ¢ JAAHHBIMM BellecTBaMHu. Yaiue
BCET0 JIOKAIM3alMs — Ha KUCTAX, MPEAIUIeybsX, B
MecTax KOHTaKTa C NepyaTkaMu, pEMEIIKOM YacoB.
OnmcpIBa BUTHIIMTONIOA00HBIE NPO(eCCHOHAb-
Hble 3a00seBaHusg y pabounX, KOHTAaKTHPOBABLINX C
CHHTETHYECKUM (DEHOJIOM B YCIOBHUSX HPOHM3BOICTBA
100-pouieHTHBIX (eHoaopManbIAernaHbIX CMOII.
Haxe niaurenpHOE MpUMEHEHUE (QypaluIMHa
MOJKET BBI3BaTh JICHKOEPMY U ITOCEIEHUE BOJIOC.

6.4 Bropuunbie axpomun. K mproOpeTeHHBIM
BTOPUYHBIM aXpOMMSAM OTHOCST JeHKoAepMuye-
CKHE IIATHA, OCTAIOLIMECS I0CJIC HCYE3HOBEHHS
pa3In4HbIX 3a00JI€BaHUM KOXKH, HAIPUMeEp:

- Iaparncopuasa;

- Pa3HOLIBETHOT'O JIMIIAS;

- HelipoliepMuTa;

- IPOCTOTO JIMIIAs JIMLA U AP. JePMATO30B.

BO3HUKHOBEHMIO JIEMKOACPMHUUYECKUX IISITEH
0OBIYHO cIIOCOOCTBYET MHCONsALMs. VX Ha3bIBalOT
leucoderma posteruptivum.

7 CuUHAPOMBI, IPH KOTOPBIX BCTPEYAIOTCS HAPYIICHUS MUTMEHTANNH

7.1 Cunapom AJie33aHAPHMHM — CHHIPOM He-
M3BECTHOTO MPOUCXOXKIICHHs, ONMHUCAHHBIN B 1964 T
Alezzandrini M XapaKTepPU3YIOLIUICSI TpUaION
CHUMIITOMOB:

- OAHOCTOPOHHUI JI€T€HEPaTUBHbBIN PETUHMT;

- BUTHJINTO;

- OIHOCTOPOHHEE ITOCEIEHNE BOJIOC.

Berpeuaercs B mo6oM Bo3pacTte, HO HaIie — y
MyX4uH B Bo3pacte 15-30 met. IIpouecc naumna-
€TCs C MEIJICHHO Pa3BHUBAIOIIETOCS, HO HEYKJIOHHO
MIPOTPECCUPYIONIETO JeTeHEPAaTUBHOTO PETHHHTA
ofHoro ma3a. CIycTs HEONpeneIeHHbBIH OTPE30K
BpeMeHH (OT HECKOJIBKUX MECSIIeB 10 2-3 JIeT) Ha
CTOPOHE MTOTEPSIHHOTO 3pEHUs Pa3BUBACTCS TUITNY-
HBI CHMOTOMOKOMITJIEKC BUTHJIHTO.

JlenurMeHTUpOBaHHBIM YY4aCTOK UMEET Helpa-
BUWJIBHBIE OYEPTaHUS C HECKOJbKO HACBHIICHHON
(TMTIepIIMTMEHTUPOBAaHHOM) KpaeBoil 30HO0M. Llen-
TpasibHasi Jk€ (JeNMIMEHTHPOBAaHHAs WIIHM axpo-
MUYHAsI) YaCTh UMEET BUJ THUIHYHOTO BUTHIIUTO.
Bocnanenune, a Taxke CyObEKTUBHBIC OIIYIIICHUS B
o4arax OTCyTCTBYIOT.

TunuyHoO AJ1s1 3TOr0 CUHAPOMA — OJIHOCTOPOH-
Hee mocenieHne Bojoc. MHora pa3BuBaeTcs AByX-
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CTOPOHHAA IITyXOTa.

7.2 Cunapom Bexkepa—Mblodpa uian JIoKHas
arpodust koxu 1wen (pseudoatrophoderma colli) —
3a00JIeBaHMS KOJKH, XapaKTepU3YIOIIeecs pa3BUTH-
eM B oOnacTu men Ha QoHe JIOKHOH arpodun BU-
TWINTHHO3HBIX yYacTKOB. DTO BPOXKICHHAS DKTO-
JepMalbHas AUCTUIa3us Ha OHE aBUTAMHUHO3a A.

BriepBrie 3a0o0neBanue HaOMIOOANN B KIMHUKE
Meiio (CIIA) — Becker (1925), a no3nuee nanu
Ha3BaHME TICEBA0ATPODHUH.

[Iponecc 0ObIvHO HauMHAETCS Ha (POHE MOTHO-
TO 3[0pPOBbs, 0e3 CyOBEKTHBHBIX ollymeHuid. Ha
KOXK€ LIEU U BEPXHEW YaCTU I'PYJHOHU KIETKHU IIO-
SIBIISIFOTCSI UBMEHEHU S, TTOXOXKUE Ha BUTUIIUTO, C SIB-
neHussMU Ticenoarpoduu. Koxka nenurmeHTHpo-
BaHHBIX YYaCTKOB BBITJIAIUT TJIAJAKOHN, ONecTsIeit
U OKpY’)KEHa TUIIEPIUTMEHTUPOBAHHBIMU MEJIKUMHU
cknagoukamu. [lpu HaTSHKEHHH KOXKH KOHTPAcT
MEXIY JACHUTMEHTUPOBAHHBIMH W IHIMEHTHPO-
BaHHBIMH y4acTKaMH MEHEE BBIPAYKCH.

[ceBnoarpoduyeckue yqacTKu Ha Iiee pacmo-
JIOKEHBI B BEPTHKAJIBHOM HAIlpPaBJICHUH, MECTaMU
MOKPBITHI MEJIKUMU yelryiikamu. [locie ocBoOOX-
JICHUSI KOKHM OT HaTsDKEHHS CKIIQJ0YKH BHOBB CTa-

1-4 2014



®edomoe B. 1. PACCTPOUCTBA MUIMEHTALIMN KOXXU (OUCXPOMMM)

HOBATCA 3aMCTHBIMU.

7.3 Cungpom BbypueBwasi—IIpunria — sto
KOMITJIEKC CHMIITOMOB CHCTEMHOTO ITOPAKCHHUS:

- HHC (snmnencus, caboymmue);

- KOKHU ¥ €€ TIPUJIaTKOB;

- BHYTPEHHUX OPTaHOB U KOCTEH.

Cunnpom ommcanu Bourneville u Brissio B
1880 r., m oH OBLT OTHECEH K (hakoMaTo3aM, Tepe-
JAIOIIMMCSL TI0O HETIOJTHOMY JIOMHHAHTHOMY THITY,
Ha YTO YKa3bIBAIOT M PE3yJIbTaThl 00CIETOBaHUS
POICTBEHHUKOB OOJIHHBIX.

3aboneBaHre OOBIYHO TIPOSIBISECTCS B JIETCKOM
BO3pacTe TOJHBIM WM HEMOJHBIM KOMILIEKCOM
cumntToMoB. Kiaccuueckoil Tpuamoi CHUMITOMOB
SIBJISICTCSL:

a) MIIeTICHs (0YaroBbIe CUMIITOMBI HUTH CHM-
TITOMBI OTTYXOJIK MO3Ta);

0) yMCTBEHHas OTCTAIOCTh PAa3HOU CTETICHH;

B) M3MEHEHUS KOXKH, U3 KOTOPHIX HanboIee mo-
CTOSTHHBIMU SIBIISTFOTCS:

- aJICHOMBI CaJIbHBIX JKEJIC3;
- TIOTHOTTEBBIE (hHOPOMBEI;
- U3MEHEHHS THUIIA «IIArPEHEBON KOXM» B

MOSICHUYHOW OOJIACTH.

ITomuelii cuaapom BeTpeyaetces B 50 % cirydaes
Y IMEET TIOXOH MPOTHO3 — OOJIBbHBIE MOTHOAIOT B
panHeM Bo3pacte. Jpyras HoJI0BHHA CITy4aeB — 3TO
cTEpPTHIE (OPMBI C XOPOIIHM MTPOTHOZ0M.

Hekoropsie aBTOpHI BEIIEISIOT 4 KIMHHYECKHC
(hopmer cuapoma bypraesmisi—I Ipuarna:

- TiepBasi — KJjaccudeckas Tpuaja (SIMUIercus,
ciraboymMue, aJIeHOMBI CaIbHBIX XKelle3);

- BTOpasi — TOJIBKO HEBPOIOTUYECKHUE CHMIITO-
MBI, 3 KOTOPBIX HauOOJbIlIee 3HAYCHIE UMEET Je-
OMJIBHOCTD;

- TpeThbsd — TPEUMYIIECTBEHHOE MOpakeHHe
KOXKH;

- 4eTBepTasl — XapaKTepHU3yeTcs TINKBOPHOM TH-
MEepTEH3UEH.

Hawubonee TpyaHble 1715 TUaTHOCTUKU TPU TIO-
cienaue Gopmel. B 3T0i cBsi3u ocoboe 3HaueHue
npuaaeTcs 0hTaTbMOIOTHIECKAM CHMITTOMAM:

- IISITHA, MAITHJIJIOMBI Ha TJIA3HOM JIHE;

- Y3€IKU U OJISIIKH JKEJITOTO 1[BETA B BUAE «TY-
TOBOM SITOJBD»;

- HeMpo3pauyHOe XeMOTHUYECKOoe HaOyXaHue Co-
€UHUTEILHOTKAHHOM 00O0JIOUKH TJIa3HOTO SI0JI0Ka;

- OeJtble OTYXO0JT B OOJIACTH COCOYKA.

[lopaxenns koxu Tpu CUHApOMe bypHEBIILISI—
[Ipunrna moxpa3nensioT Ha

- Oompmue (MMaTOTHOMOHUYHBIC) CHMIITOMBI, K
KOTOPBIM OTHOCSITCSI:

1) ameHOMBI CaTBHBIX JKeJIe3 JTUIIa;
2) marpeHeBble MSATHA C XapaKTePHOH JIOKa-

JIA3aIMel B MOSICHUYHOM 00J1acTH;

3) TOAHOTTEBBIE WIM OKOJIOHOTTEBBIEC (HU-

OpoMEbI 1 Tpo(hudecKre N3MEHEHUST HOTTeH;
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4) 6onpine Markue (Bucsuue) GuOpoMbl Ha
70y ¥ B/Y TOJIOBHI;
- Manble (HeoOs3aTelbHBIC WU ClydaiiHbIe)
CUMIITOMBI:
1) neiixonepma;
2) YaCTUYHBIN aIbOMHH3M;
3) msirkue GpuOpPOMBI;
4) nsATHA 1BETa «KOPE C MOIOKOMY;
5) «BUHHBIC» TEMaHTHOMBI;
6) arpoduueckue mITHA.
Yacro mopaxaroTcst BHyTPEHHUE OpraHbl:
- OILYXOJIM TIOYEK;
- MHKpO- | rujiporedanus;
- TUTIO- W DTIHCIIAJINS;
- TTOJIUAKTHITUS;
- I3MEHEHUS JTULEBOTO CKeJeTa u 1p.;
- KHCTOBHJIHBIC TPOCBETICHHUS HOTTEBBIX (ha-
JIaHT KUCTeH u cron Ha Rentgen.

7.4 Cunapom KirycToHa — 3T0 3KTOIEpMAJIbHAS
IMCIUIA3Usl C COXPAHMBIIMMCS HOTOOTIEIICHHUEM;
XapakTepusyercs TucTpodueil HorTel, 4acTo coue-
Taromeiica ¢ nedekraMu BOJIOC M KepaToaepMHuen
najgoHel u nopows. IloTooTnenenre He HapyIIEHO.

3T10 0cobasi, ayTOCOMHO-IOMUHaHTHas (opma
«THIPOTUYECKOW 3KTOAEPMATIBHOM  IHUCIUIa3HN
XapakTepHa Uil ceMed (ppaHIly3CKOro IpOUCXOo-
X1eHus1, smurpruposasmux B Kanany, Hlotnanauro
u B ceBepHble mrtaTel CHIA.

BonpmmHCTBO 3THX OONBHBIX, B MPOTHBOIO-
JIO)KHOCTD OOJIBHBIM C PELIECCUBHOM HACJICACTBECH-
HOCTBIO (HETIOJTHOCTBIO PELECCUBHBIN I'€H B «XPO-
MOCOMe»), 00J1a1at0T HOPMalbHOW (DYHKIIMEW To-
TOBBIX U CAJIbHBIX JKEJIE3, HO TOTAJbHOM anomnernu-
el, Tsokenon auctpoduelt HOrTel, MIrMeHTanuei
KOH, 0COOCHHO HaJl CyCTaBaMH.

Y HEeKOTOPbIX OOJIBHBIX HAOIIONAINCH:

- TSDKEJIOE KOCOIIIA3ue;

- ICUXUYECKUE 1e(EKTHI;

- aKpPOLAHO3;

- IENUTMEHTALMsl BOJIOC ¥ TUIIEPKEePaTo3 J1aJ0-
HEH;

- TSDKEJIO€ TOMO3UTOTHOE COCTOSIHHE.

Ki1roueBbIM KIMHUYECKUM MPU3HAKOM CHHAPOMA
apisercs quctpodus Horreit (30 % 6onmbHbIX). Hor-
TH YTOJIILCHBI, HCUEPUECHBI, MEJUICHHO PacTyT. Pexe
— OHM KOPOTKHE, TOHKHE M JIETKO JIoMatoTcst. Yacto
HaOogaeTcs 3aTspKHAas TAPOHUXUS, YACTHYHO WIIN
MOJHOCTBIO paspyiaromiast Horots. [lox cBoOOAHEI-
MH KpasiMU HOT'TEH, Ha/l CyCTaBaMu MajIbLeB KUCTEH,
a MHOTZA M HA JIOKTSX KoKa OBIBAET YTOJILEHHOH.
OmnuceiBatorcs aBieHus auddys3Horo rumnepkepa-
TO3a JIaJ0OHEH U MOAOIIB; OH MOXKET NEPEXOAUTH Ha
TBUIbHBIC U OOKOBBIE MIOBEPXHOCTU KHCTEH U CTOII.

Bonocsl penkue, TOHKHE, JTOMKHE WM COBCEM
OTCYTCTBYIOT. BpoBH Taxke penkue WM OTCYT-
CTBYIOT, 0COOCHHO B Hapy)KHBIX JIByX TPETSX; pec-
HUII MaJIO U OHHU KopoTKue. To jxe OTHOCHUTCS K BO-
JIOCSIHOMY MOKPOBY JIOOKA M IMOJIKPBUIBLIOBBIX BIIa-
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JHH. Konnueckue 3Y6BI. FJ'IYXOTa, NOJIMOAKTUIINA.

7.5 Cunppom Jlyu-bap. ArtakcoreneaHrusk-
TUTHYECKHH CHHAPOM — 3TO NPOrPECCHPYIOLIEE,
BPOXXJCHHBIE, CEMEHHOe 3a00JIeBaHNe; Pa3BUBACT-
Csl B paHHEM JIETCKOM BO3pacTe C XapaKTepHBIMH
KIMHUYECKUMHU TIPU3HAKaMU:

- HEBPOJIOTHUECKUE U3MEHEHNS:

1) MO3XKEUKOBasi aTaKCHs;
2) 3KcTpanupaMHuIHbIE PacCTPONCTRA,

- I3MEHEHUS CO CTOPOHBI KOXKU:

1) TeneaHrnsKTa3uM KOXKHU U KOHBIOHKTHBBI
vias;
2) AUCXPOMHUYECKHE MATHA KOXKH JIMLA U TY-

JIOBUILA;

- YacTble MH()EKUMOHHBIC 3a00JIeBaHUS BEPX-
HUX JbIXaTeJbHBIX ITyTEH M JIETKHUX:

1) puHUTHL

2) OpOHXUTHI;

3) dbapuHTHUTEHI;

4) MHEBMOHHH;

5) 6poHXOAKTA3MH.

Brnepseie cunapom 0wt oricad B 1941 1. B ba-
3ene gpanmy3ckum BpadoM Louis-Bar; Bcero omu-
caHo Oonee 140 MarMeHToB ¢ ATUM CHHAPOMOM.

JTHoONAaTOreHe3 CHHAPOMAa OKOHYATEIEHO He
BBISICHEH. DTO BPOXKACHHAS HEUPOIKTOepMaTbHAS
TICTIIA3Ws, OTHECEHA B TPYNITy (paKoMaTo30B WIIH
AQHTHOMATO30B.

Hacnenyercs no peneccuBHomy tuiy. [lepBuu-
HbI€ U3MEHEHHS — TEeJIEAHTHIKTA3UH W TTOPOKU
pa3BHUTHSL.

Hesposoruueckre M3MeHEHHS dYale MPOsSBIIs-
IOTCS TIPY TepBBIX Iarax pedeHKa, HO WHOTIa U
paHbIe, B Bo3pacte 6-7 MecAleB, Korja MpH Io-
MIBITKaX CHIAETh OTMEYAETCS HEJOBKOCThH JIBHKE-
HUM, HEYCTOWYMBOCTh C packayuBaHueM Tena. B
MTOCJIEAYIONIEM Pa3BUBAETCA MEJJICHHAs MTOXOMKa,
C TPyIOM yIepXuBaeTcs paBHOBecue. HeBpoio-
TUYECKUE CUMIITOMBI ITPOTPECCUPYIOT U uepe3 5-7
JIET JIETH TIEePEeCTaroT XOAUTh. BO3MOXHO CHIIKe-
HUE WHTEIEKTa, OTCTaBaHWE B POCTE, aTaKCHA,
CKaHJAMPOBaHHAS PEYb, TUIEPKUHE3MS, HHUCTArM,
TpPEMOp, THIIOTOHHS, AMUMHUSI, CTIOHOTEUEHHE.

W3MmeneHus Ha KOXKe — TeJIeaHTUIKTA3NH, 9aCTO
B BUJIE «TIayYKOB)» Ha KOXKE JINIIA, YITHBIX PaKOBHH,
KOHEYHOCTEH, a NHOT/Ia — Ha TYJOBHIIE U B ITOJIO-
CTH pTa, B 00nacTu HEOA, Ha OyIE0apHON KOHBIOH-
KTHBE T1a3 (HanOojee paHHuid cummntoM). OTMeua-
eTCsl HapyIIeHne:

- HOI'TEH:

1) u3MeHEHHE MBETA;
2) paccioeHue;
- KOXH:
1) cyXoCTh;
2) akpoIMaHo3;
- BOJIOC!
1) TOMKOCTB;
2) roceneHue;
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- 3y0OB:

1) nuctpodus;
2) xapuec.

Kpome 3T0OTO, Ha KOXKE BCTPEUAIOTCS IMUTMEH-
TUPOBaHHBbIC TISITHA KOPHYHEBATO-Oyporo WM
CBETJIO-KOPUYHEBOTO IIBETA, KOTOPHIE, YEPeAysiCh
C JeTMTMEHTUPOBAaHHBIMHU, CO3/Ial0T BIIEYATICHUE
nécTpoii koxu. MHOoTIa HaOmonaeTcs Jerkas arpo-
¢us. [locTosiHHO: CyXOCTb, (DOITUKYISAPHBINA Kepa-
TO3, CTPENTOIEPMHUSL.

TpeTbst TpyIla W3MEHEHUI: MOJABEPKEHHOCTh
WH(QEKIMOHHBIM  3a00JIEBaHUSIM ~ HOCOTJIOTKH,
BEPXHUX ABIXaTENbHBIX MMyTeH U JETKUX (PUHUTHI,
OpOHXUTHI, THEBMOHHUH, OPOHXODKTA3UH ).

VY nereil oTMe4aeTcs TUMOaTbOyMUHEMHUS], KaK
MoKa3aTeb CHIKCHUS UMMYHHUTETA.

Ha ayroncumu:

- arpodust MO3KEUKa U KOPBI OOJIBIITUX ITOJTYIIIa-
puid;

- I3MEHEHUS B 3y0UaToM sijpe;

- pacupeHue KPOBEHOCHBIX COCYJIOB MO3KeU-
Ka, ero 00OJIOUEK M JIPYTHX OT/EJIOB TOJIOBHOTO
Mo3ra.

IIporuo3 HeOMATOIPUSATHBIH.

JAnddepeHumnaibHbIi 1MATHO3:

- HEBPOJIOTHYECKHE 3a00ICBaHHS;

- aHTHOMATO3BI;

- COCYIMCTBIE M3MEHEHHS T71a3 M KOXKH:

1) 6onesnp ['unmens—JInanay;

2) cuaapom lItypre—Bebepa;

3) cuagpom Kpabe;

4) cuanpom Permro—Ocnepa—Bebepa;
5) cunapom brroma;

6) cuaapom Beprepa;

7) 6one3np PexnmaTray3ena;

8) arakcus Opunpeiixa u ap.

7.6 Cunapom OJidpaiiTa — 3TO TICEBAOTUIIONA-
paTUPEOUAN3M, THIIONIAPATUPEOU IHBII KPETUHU3M,
CEMEHHBII M1CEBIOTUIIONAPATUPEONIN3M, KOHCTH-
TyOHOHAJIbHAasA XPOHUYCCKAsA T'MIIOKAJIbIIUCMUS.

3a0oneBaHne  XapakTepusyeTrcss CeMeHHBIM
TIceBAOrumnonapaTupecounin3momM, Impu KOTOpomM mMo-
ryT Ha6HIO}laTBC5[ SABJICHUS TUTAHUU WU THUIIOKAJIb-
nuemun. Briepssle cunapoM ommcain B 1940 r
Martin u Bourdillen, a 3arem Albright B 1942 1.

B otuomormm cmampoma Omnbpaiita, TIO-
BUMMOMY, HTPAIOT POJIb elle U IITyOOKHe HapyIlIe-
uus B [{THC.

BonbHBIE HM3KOTO poCTa, CTPAAIOT OKHPECHU-
€M; KpYIJIOe MOJTHOE JIUII0, TOJICTast KOPOTKAs IIesl;
naxuacpmus, )XKUPHBIC KUCTHU, KOPOTKHUE METaKap-
NMaJbHBIC U METaTap3aJbHBIC KOCTH, KOPOTKHUC KO-
HeuyHocTH. HalmromaroTess MOAKOKHbBIE OTIIOKEHUS
W3BECTH B OOJIACTH IPYAH, )KMBOTA U KOHEUHOCTEH,
JIeKaIbIIMHUPOBAHUE 3yOOB; MHOTIA — MPUCTYIIBI
TE€TaHUU. B KpOBU — ypOBEHb KaJIbLIMsI YMEHBIIICH,
a pocdopa — yBenuueH.
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7.7 Cunapom Oabpaiita—bpaiineBa — ogHa u3
¢dopm ¢ubpo3HOH ocTeoaucTpoduH, XapaKTepu-
3ylolIascs MHO)KECTBEHHBIMH KOCTHBIMH H3MEHE-
HUSIMH, TTOSIBIIGHUEM Ha KOX€ NMUTMEHTHBIX ISITEeH
1 TIPEX/IEBPEMEHHBIM TTOJIOBBIM CO3peBaHUEM (Kak
MIPaBUIIO, Y JKEHILMH).

Brnepssie 3a0oneBanue onucan Weil B 19221, a
nozaHee, B 1928 . — B. O. bpaiines.

[Iponiecc oOycnoBieH ANCCEMUHUPOBAHHBIM
nopaxxeraneM LITHC — BpoxneHHbIH nedekT B 00-
JIaCTH THMoTalamyca. Pesynbrar 3THX Hapyle-
HUH — runepyHKIus TUnoQu3a ¢ MOBBIIICHHBIM
BBIJIEJICHMEM TOHAJOTPOIMHOB M COMATOTPOITHO-
r0 TOPMOHA, YTO NMPHUBOJUT K PaHHEMY IOJIOBOMY
CO3PEBAHUIO M YCKOPEHHOMY (H3MUYECKOMY pas-
BUTHIO OoJbHOTO. Hapymraercst Takxe (yHKUUS
UMO(QHU3apHO-TUIIOTAIAMHYECKON 00NacTn n3-3a
CKJIEPOTUYECKH W3MEHEHHBIX KOCTEeH OCHOBaHUS
yepena. KocTHble n3MeHeHNs: 00yCIOBIEHBI BPOXK-
JCHHBIM HapylieHueM (QYHKIUH KOocTeoOpa3oBa-
TEJIbHOU ME3EHXUMBI.

Benyuue cuMITOMBI OTHOCSATCS] K U3MEHEHUSIM
KOCTHOH CHCTEMBI: 00JIb IPH X0b0€, XpOMOTa, J1e-
(hopmariust KOHEUHOCTEH. MI3MEHEeHUsT BOSHUKAIOT B
obnactu auadu3oB U MeTapHU30B JJIUHHBIX TPYO-
YaThIX KOCTEW, PEXKE — JIONATKH, KIFOUHIIbI, KOCTEN
KHCTH U CcTOM, pEOep, uepena u Tasza, mpeuMylie-
CTBEHHO — Ha OJIHOW CTOPOHE Teja. XapaKTepHbI
PEHTTEeHOJIOTMYECKUE U3MEHEHMUS.

BTopbIM KIMHUYECKUM CHMITOMOM SBIISETCS
HaJM4Yue Ha KOXe ISTeH KopudyHeBoro Igera. C
MSITHAMU peOEHOK MOXKET POJUTHCS, HO OHH MOTYT
MOSIBIISATBCS. M B TEUEHHUE NMEPBBIX 2-3 JIET KU3HMU.
IIaTHa pa3au4YHBIX pa3MEpPOB U OYEPTAHUMU, C UET-
KMMH TpaHMIIaMHU; HACBHIIEHHOCTb OKpPAacKH paz-
nuyHas. Jlokanu3anus pazauyHa, OHAKO pacioia-
raroTCsi OHU Ha OJJHOM CTOpPOHE.

Tperuil npru3HaK BCTPEUAETCS Y JIML KEHCKOTO
rojla B BHUJI€ BarMHAaJbHBIX KPOBOTEUEHHH, KOTO-
pBle HAUMHAIOTCS B Bo3pacTe 4-6 Mecs1eB; 00bIYHO
OHHU HeperylsipHble. BropuyHble MosoBble MpU3Ha-
KH TOSIBIIIIOTCS. OYEHb PaHo.

Y Manp4MKOB BBIABISAETCS JHILIb YCKOPEHHOE
¢dusnueckoe pa3BUTHE, HHOTJA — YBEJITUUCHHUE pa3-
MEpPOB I€HUTAJIUM.

OTmeuaeTcs yBeJIMYeHNE ITUTOBUIHON JKeNe3bl.

JAuddepenunaibHbIi ANATHO3:

- THIICPIIAPaTUPEOUIHAS OCTECOAUCTPODHS;
- oonesnn OJibe;

- 0one3ns IemxeTa;

- Heiipodubpomaros.

7.8 Cungpom PormyHnpa (cuwm.: muctpodus
Pormynna, 6omne3nr PormyHna—BepHepa, moiku-
nockneponaepmus Tuna PoTrmyHzaa, BpoXIeHHas
TUCTpO(Hst KOXKHU THIa POTMYH/IQ).

Cunnpom PormyHza — cBOe0oOpasHBINA peraKuit
BPOXKJCHHBIH CHHAPOM, BKIIIOUAIOILIUI HKTOIEP-
MaJIbHYIO JMCIUIA3HIO M KaTapakxTy.
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Brepseie onucan Pormynaom B 1868 1. 3abone-
BaHUE HACJIEJCTBEHHOE, MEPENACTCsl PELECCUBHO;
0O0JICIOT MPEUMYIIECTBEHHO MYX4YHHBI. OIHON 13
MIPUYMH SIBISIETCSI KPOBHOE POJICTBO WJIM BHYTpPUY-
TPOOHOE MOpaKEHHUE TUIOJIA.

W3MmeHeHns Ha KOXE€ BO3HUKAIOT B MEPHUOJ
MIEPBOTO TOJIA J)KU3HU: HA MOJ00POIKE, IeKaX, 0y,
HOCY, MO3/IHEE — HA KOHEUHOCTSX M Sroauuax Imo-
SIBIISIFOTCSI TOJIOCHI KPACHOBATOI'O LIBETA IIUPUHON 1
MM, KOTOPbI€ MOCTEMEHHO PACIUUPSIIOTCS U MEHSIOT
CBOIO OKpAaCKy OT KPacHOH, KOpPUYHEBO-KPACHOU 710
»kentoil. Ilomocel HamomuHaroT livedo reticularis
wiu striae distensae. 3areM TOSBISIETCS AUCXPO-
MU, TEJCaHTMIKTa3uu, U KIMHUYECKas KapTu-
Ha HAIOMHHAET TMOUKWIONEpMUIO (CBOeoOpas3Has
«MPaMOPHOCTbBY» KOXKH), @ HHOTJIA ¥ CKJIEPOJICPMHUIO.

Bropoii cumnTom:

- IBYCTOPOHHSISI KaTapakTa B Bo3pacte 4-6 JeT;

- atpodus pagyKKu;

- CI1a3M COCY/JIOB O0OJIOUKH TJIa3.

l'unorenuranusmM, moceaeHUE BOJIOC, PAHHEE
oOJbIcCeHHe, TUCTPO(Us HOT'TeH, HU3KHIA POCT, Ha-
pyLICHHE OCCH(HUKAIINU.

briBaet u «Henonuslit»y cunapom PormyHaa.

JAuddepeHunanbHbIi AUATHO3:

- cknieponoiikunonepmust Apont—Hoddoe;

- HeBoMTHAs Torkunoaepmust Jlmazepa;

- BPOXKIICHHBIN nuckepaTo3 DHrMana—Kyis;

- cu"apom biroma;

- cuaapom [aprmyHa;

cunpoM Beprepa.

7.9 Cunapom Cankrtuca—Kakkuone (cun.:
KCepofiepMHuuecKkas HWANOTHS) — OTO KOXKHO-
HEBPOJOTUYECKUN CHUHIPOM, MPOSBISAIONIUICA B
OCHOBHOM COYETaHMEM MHUTMEHTHOI KCepomepMbl
¢ BpOXKIeHHOUW onmurodpenueii. CHHIPOM OIHCaH
B 1932 r. Kapmo ne Canktrcom u Anbno Kakkuos.

CHUHIpOM TIPENCTaBIsIET COOOM peErecCUBHOE
ayTOCOMHOE TeHEeTHYecKkoe 3aboyieBaHHE B BHIE
HEUPOIKTOAEPMAIIBHON NUCIUIA3UK C HAPYIIIEHUEM
pasBuTHS THNO(U3APHO-AMIHIIEPATHPHOU CHCTE-
MBI, Y 3a00JIeBITUX MaTepei MpH ITOCISAYIOMNX
OepeMEHHOCTIX HAOMIOMaNNCh BRIKUABIIIN. B ma-
TOTEHe3€ CHHAPOMA OTIPEIETICHHYIO POJbh UTPAIOT
paccTpoiicTBa MopPUPUHOBOTO OOMEHA.

B xknMHMuYeckoi KapTUHE CHHIpOMa BechMa pe-
Te(hHO BBIACISAIOTCS KOXKHBIE TIOPAKEHHS B BUIC
TUIUYHON MUTMEHTHOM KCEPOJIEPMBbI C OTUETIIMBOU
(hoToceHCHOMIM3aNeld U PaHHUM O3JI0KadeCTBE-
HreM. DoroceHcHOMIM3aIusa o0ycaoBlIeHa Hapy-
meHneM nophUPUHOBOTO OOMEHA.

Hesposoruueckass CHMITOMaTHKA!

- BpOKJICHHAS OMUTO(QPEHNS PA3TNIHON CTEIICHH;

- HapyIIeHne pedaexcoB U KOOPAWHAIUY JIBHU-
YKeHUH 1o Tumy 601e3un Opuaprxa (HacIeICTBEH-
Hasl MeIyJUIIpHAs aTaKCHs);

- paccTpoMCTBO peym.

Muxkporedanus. Ha peaTrenorpamme geperna —
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JIEKUnn

TypeLKOoe CEUI0 YMEHbIIEHO. TakKe HU3KUH pocT
OOJIBHBIX TPU TNPONOPLHMOHATIBHOM TeNOCIOXKe-
Huu. Hanusm, runomnsiasus reHUTanui, runepamu-
HOALUTYpHsl.

7.10 Cunapom CetrtoHa (cuHn.: leicoderma ac-
guisitum centrifugum, halo nevus, HEByC ¢ apeolon,
MIEPUHEBOUIHOE BUTWINTO, halo leucoderma, Sut-
tons nevus). Onucan 3aboneBanne B 1923 1. Sutton.
Cunnpom HabIrOMaeTcs 00bI9HO MEXAY 3 U 45 Tofa-
MH, HO ObIBaeT 1 B 65 net. Jlomyckaercs maToreHeTH-
YeCcKoe 3HAuCHHE TEHETHYECKOTO Je(eKTa MelaHo-
reHesa, NockoibKy y 30 % nHabmogaeTcs BUTHIIUTO.
MHoTrHe aBTOpBI CYUTAIOT, YTO BCE TTOPAKEHHUS, BO-
KPYT KOTOPBIX 00pa3yercsi 3TOT JeTUTMEHTHPOBaH-
HBI BEHYHK, OSKTOIEPMAIBHOTO MPOUCXOKICHUS.
JlemurMeHTHPOBaHHEI 0000K MOXKET HAOIIOIATHCS
1 BOKPYT TONyOBIX HEBYCOB, HEUHPOPHOPOM H 37T0Ka-
YECTBEHHBIX MenaHoM. Jlelikogepma B JanbHEHIeM
MOXET JISTTMTMEHTUPOBATHCS, & HEBYC HCYE3aTh.

7.11 Cunapom ®entu. B 1924 r. Felty ommcan
rpymy OOJBHBIX CO CBOCOOPA3HBIM KIIMHHYECKIM
CHUHIPOMOM, KOTOPBIA, TIOMHMO TPEX OCHOBHBIX
CHUMIITOMOB:

- TIOJTNAPTPUTA;

- CIIJICHOMETAJIHH;

- TCUKOIICHUH, —

BKIJIIOYAaeT B ce0s, B Ka4eCTBE XapaKTEPHBIX
MIPU3HAKOB:

- yMepeHHOe yBelmdeHne TMM(aTHIeCKIX Y3TI0B;

- MATMEHTAIMIO Ha OTKPBITHIX y9acTKax Tena4

- aHEMHUIO;

- KaXeKCHIO.

[IpuanHa — cTpenTOKOKKOBasK HH(EKITH, O4aru
XpOHHYECKOW MH(EKINH, KaK MPOSBICHNE XPOHH-
YEeCKOTO cercrca (TONTBEPKAAETCS IPOTPECCUPY-
IOIIIUM TE€YEeHHEM OOJIE3HH, YBEITMUEHUEM CEeJIe3eH-
KW, pa3BUTHEM aHEMUU U Jeiikornennn). CHHAPOM
paccMaTpuBarOT Kak ay TOMMMYHHBIH TTPOIIECC.

Bcetpeuaercs garme y sxentwH B Bo3pacte 40-60 eT.

B tedennu 60ne3HN BBIIEISIOT TP CTAIHH:

- TIepBasi, WJIM HadaJlbHasA, CTaIUs XapaKTePHU3y-
€TCs MPEUMYIIIECTBEHHBIM ITOPAYKEHHEM CyCTaBOB;
CO CTOPOHBI KPOBU — JIEMKO- UM HEUTPOIIEHUS;

- BTOpas craaus (pa3BepHyTasi):

1) mopakeHre MEJIKUX U KPYITHBIX CYCTaBOB;

2) neopMHPYIOIIHIA ITOTHAPTPHT;

3) cene3eHKa YBEIUUCHA,;

4) B KpOBH: aHEMHS, TPOMOOIIMTOTICHHUS,
TEHKOTICHHS, TPAHYJIOIIUTOTICHNS, OTHOCHTEb-
HBIH TUM(OIINTO3, MOHOITUTO3, Y03WHO(IIIHSI,
COD mnoBsITIeHA.

- TPETHSI CTATHS:

1) Kaxexcus;

2) cmabocTh, BAIIOCTh, aTHNHAMUS,

3) Ha OTKPBHITBIX YydYacTKax KOXH —
JKEJITOBATO-KOPHYHEBAS TUTMEHTAIINS;

4) BwIpakeHHAsI nedopmamus CycTaBOB C
MTOJIBBIBIXaMH, OCTEOTOpPO3, aTpoQusi MBIIIII,
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MOJIMAICHUT;
5) B KpOBHU: THIIOXPOMHAasi aHEMHUsI, TPOMOO-
MIEHUs, JIEHKONEHMs], HEUTPONEeHNUsI, arpaHyJo-
LUTO3;
6) o0oCTpeHHe MOIMAPTPUTA C BBIPAKEHHON
TEMIIEpaTypoii; 03HOOBI, MOTHI.
HeoOxonuMo craumoHapHoOe JieueHHE B Tede-
HUE MHOTHX MECSILIEB.

JAuddepeHunanbHbIi AUATHO3:
- bonesnp CTmia.

7.12 Cunapom @orra-Kosinaru (cun.:
Heliponepmaro-yBeut, Morbus Harada). BiepBbie
COYeTaHWe BOCIAJICHU TJ1a3a C IMOCEAeHNEM Opo-
BEe W pecHHI] OBIJIO OTMEUEHO emie ABHIIEHHOMN
(940-1010). Vogt B 1906 1. cooOmmT 0 GOTHLHOM
C IByXCTOPOHHHM YBEHTOM, COMPOBOMKIAIOIINMCS
MTOCEIEHUEM PECHUII, OOJIBICEHHEM, TOCEICHUEM
Y9aCTKOB BOJIOCHCTOM YaCTH TOJOBBI M TTOBBIIIECH-
HOW YyBCTBHUTEIBHOCTBHIO K 3BYyKaMm. Koyanagi B
1914 u 1929 1. M3MOXKUT NaHHBIE O CHMIITOMO-
KOMITIEKCE TSKEJIOTO JBYXCTOPOHHETO YBEHTa C
paccTpoicTBOM Ciyxa, BBIMAJeHHEM U MOCEIeHH-
€M BOJIOC Ha OTIENIbHBIX y4acTKaX, MOBBIIIEHUEM
TEeMIIEpaTypsl Tema.

Benymme ciMIITOMBI 3TOTO CHHIpOMA:

- yBeut (100 %);

- monmmHO3 (82 %);

- BuTIHTO (62 %);

- amoniertust (53 %);

- muctasug (50 %).

Beiaenstor Tpu nepuoja:

- TIepBBIA (MCHUHTHAIBHBIN) TIEPUON IJTUTCS
15-30 mHEH ¥ MPOSBISICTCS] TOJIOBHBIMH OOJISIMHU H
PBOTOI Ha (pOHE JTMXOPAIKH; OTMEYAeTCs OTEK CO-
CKa 3pUTEIHHOTO HEPBA; 3pEHUE TIOHIKEHO;

- BTOpOH (0(PTaTBLMONOTUIECCKHUI) TEpHUoa — C
OCTPBIM M XPOHUYECKAM DPEIHIUBHPYIOIIUM YBEH-
TOM; B 9TOT Ieproj OBIBAET OTCIIOIKA CETYATKH, BTO-
pHUYHAA IJIayKOMa, OTePsI CITyXa U TOIOBOKPYKEHHE;

- TPETHH (IepMaTONIOTHUECKHI) TTepHo — TPO-
WCXOJUT PETPECC YBENTA U TIOSBIISIIOTCSI HK3MEHEHUS
CO CTOPOHBI KOKH U BOJIOC (BUTHIIUTO, OOJBICCHHE
Y TIOCEJICHHE BOJIOC TOJOBBI M PECHHIT).

OTHoJIorus 3a00JIEBaHUS HEU3BECTHA; B OCHO-
BE MPEIIONIaracTcsi TP TEOPUHU: BUPYCHAsI, ajliep-
TuyccKas, 3H}10KpI/IHHa$I.

7.13 Cunapom IluHccepa—Koyna—IHrmena
(cun.: BpOXKJIEHHBIN JIHCKEPATO3 ¢ MUTMEHTAIUeH,
JUCTpoueli HOTTeH, arlaCTHYECKOW aHEMUEH,
CIUICHOMETAJINeH, JEHKOIIAaKUeW TMOJIOCTH pTa).
Brepseie onucan B 1903-1906 rr. Lenglet u Zins-
ser. Yamie OoNer0oT My)X4HHBL. XapakTep Hacien-
CTBEHHOCTH — PELIECCUBHBIN, MOJIOBOCBA3aHHBIM.

OCHOBHBIC U3MEHEHUSI:

- arpodus ¥ MUTMEHTAIUS;

- TUCTpOUs HOTTEH U JICHKOILIAKHS;

- U3MEHEHHUE HOrTel (a MoToM — IUCTpodus u
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OTTOP)KCHHUE, TAPOHUXHSA).

[lorom mnosBiIsAeTCS NUIMEHTALUs — MEJIKasd,
ceTyarasi, CepoBaTO-KOpHUUHEBas1, 00jee BbIPAKEH-
Has Ha 1ee, 6€apax, TyJIOBHUILE.

Ha xoxxe — noiikunoaepmusi. Koxka nmna o0b14-
HO KpacHOro IBeTa, arpoduuHas, ¢ MATHUCTON
nurMeHTanueil. Koxka Teuta kucreit u crom — npo-
3payHasi, onecramas, arpoduunas. Koxa nanoneit
1 TIOZIOWIB — C SBJIEHUSMH TMIIEPKEPATO3a U TUIIEP-
THIPO32; ITy3BIPH.

Ha cnamsucroii si3plka 1 ek — HeOoJbIINe Mmy-
3BIPH U DPO3UH, JTEUKOIIIAKHUS.

Ha KOHBIOHKTHBE BEKa — aHAJIOTWYHBIE H3MeE-
HEHMS C 3aKyIOPKOH CIIE3HOr0 KaHajia v U30bITOU-
HBIM CJI€30TE€UYEHUEM.

Beku moryT m3bsa3BuATeCcs ¢ pyOuamu. Jlei-
KOIUTaKHs B 00JAacTH 3aJHEro NpoxoAad, MPsSIMON
k1KY U B Apyrux otaenax XKKT u mouenonosoro
TpakTa ¢ Pa3BUTHEM CTEHO3a.

JIuua, GONBbHBIE ATUM CHHAPOMOM, YMHUPAIOT B
Bozpacte 30-50 neT oT KapIIMHOMBI.

OTcTaroT B PU3HMYECKOM, a TAKKE ICHXHUECKOM
pa3BuTHU; NeeKThl U Kapuec 3y0oB. briBaeT pan-
Hee MoceeHne U pyoroBoe 00JIbICEHHE.

JAuddepeHunanbHbIi JUATHO3:

- curapoM Pormynna—Tomcona;

- cunapoM Kpucra—CumeHnca;

- curapoM byka;

- cu"apoM Snaccon—JIeBaHI0BCKOTO;

- cuaapom Lleddepa;

- TaJIOHHO-TIOIOIIBEHHBIE KePaTO3bl.

7.14 Cungpom Yeauaxa—Xuracu Xxapakre-
pu3yercs M3MEHEHHSIMH CO CTOPOHBI KPOBH, TJIas3,

BHYTPCHHHUX OPTaHOB U KOXU; Ha6J'IIO,[[a€TC$I Yy Ae-
Teﬁ, KOHYasACh JICTAJIBHO.

ITHOJIOTHUSI U NATOreHe3 — HE BBISICHEHBI.
HabGmronatorcst HapymeHus:
- CO CTOPOHBI KOXKH:
1) CUITBHBIN yHUBEPCATBHBIN THIIEPTHIIPO3;
2) HapyueHusl NUTMEHTAUUM (YaCTHYHBIN
AIbOMHN3M 3aKPBITHIX Y4aCTKOB, THIIEPIIMTMEH-
Taus OOHaKEHHBIX YUYAaCTKOB KOXH);
3) murmentHas nucTpodus Boioc (cepas
OKpacka);
OTMEYaeTcsl NPeAPacloIOKEeHHOCTh K ITHOKOK-
KOBOH MH(EKITHH.
- CO CTOPOHBI IVIa3:
1) dhorodobdus;
2) mUrMeHTHast TUCTPOQUs paayKHOH 000-
JIOUKH;
renaroCICHOMETralisl M TeHepaln30BaHHAs
muMpageHonaTus.
- CO CTOPOHBI KPOBH:
1) oTHOCHTENBHAS JICHKOIICHNS,
2) pe3kasi HEUTPOIIEHUS;
3) mampormTos;
- B MHEJIOWAHBIX KJIETKaX KOCTHOTO MO3ra:
1) pazpacranue rpaHyISILMOHHON TKAaHU;
2) 503MHO(MITEHBIE BKITFOYCHUS.
OcnoxxHeHus:
- IUIEBPHUT;
- aMaBpo3;
- paccTpoiicTBa ICUXUKY;
- CepIeYHbIC PACCTPONCTBA;
- HEBPO3BbI U [IP.

8 JleyeHnne paccTpoCTB MAUTMEHTAIIAN

Tepanuss pacCTPOHCTB MUIMEHTAIUU KOXKHU IPU
TSDKEJBIX COMAaTHYECKUX 3aboseBaHusx (0oJe3Hb
Anyiicona, acanthosis nigricans, niejuiarpa u zip.)
IIPOBOJIUTCS TaK K€, KAK M BBI3BABIIICE UX OCHOB-
Hoe 3abosieBanue. HapylieHuss nUrMeHTaUU
YMEHBIIIAOTCS, @ TO ¥ BOBCE MCYE3AI0T 10 MEPE U3-
JICYCHUS YKa3aHHBIX OOJIe3HEH.

OdeKTUBHBIX CIIOCOOOB JICUCHUS aTbOMHU3MA
TOKa He pa3paboTaHo. 371eCh PEKOMEHIYETCs IPUHSATh
BCE€ MEPBI JJIs 3aLUThI KOXKU U [M1a3 oT cosiHa 1 YOJI.

l'uneprnurMeHTHPOBaHHBIC YYACTKH KOKU MOXK-
HO YJIJMTh OTHICIYIIMBAIOIIUMH M O00CCIBEUYH-
BaIOIUMU CPEJICTBAMHU; TAKUX TPOIHCEH UMEETCs
JIOCTaTOYHOE KOJIMYECTBO B JIFOOOM PYKOBOJICTBE
10 JISPMATOBEHEPOJIOTHH

- COK I[BETKA OJIyBaHYHMKA;

- TUMOHHBIH COK;

- 2-3-TIpOLIEHTHBIN pacTBOP JIMMOHHON KHUCIIOTHI,

- XpeH B YKCyCe H JIp.

MHorue Bpauu pacCMaTpUBAIOT BUTHIIMIO, KaK
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KOCMETHUYECKUH HemocTatok. [Ipu aToM Hemoore-
HUBAETCSl TSDKEJIbIM IICUXOJIOTHYECKUI acleKkT 3a-
OoJieBaHMs1, TOTOMY YTO 4acTO OOJIbHBIE Cpa3y WH-
¢dbopmupoBanbl BpauoM 0 HedpHEKTHBHOCTH JItO-
0oi1 Tepanuu.

OO0b1uHO IpUMEHSIOT pypoKyMapuHbl ¢ [TYBA-
Tepanuel, anekpodopes ¢ mpenaparaMu Meu; ca-
HUPYIOT TICYCHb.

B nocneanune roipl HCONB3YIOT METO/, TUIAIICH-
TapHOH Tepanuu, pazpadoranuslii Ha Kybe (Mena-
reHUH, HHppakpacHoe oonydyenue). Ipdekr Tepa-
MUK KpaifHe HU3KHI KaK y JIeTed, TaK U1 0COOEHHO
y B3pOCIIBIX.

Psi1 aBTOPOB pEeKOMEHIYIOT HCIIOBb30BATh KOP-
TUKOCTEPOUIHYIO TEpaIrui MECTHO, BHYTpHUOYa-
TOBO, BHYTPHUMBIIIEYHO, YTO TIO3BOJSIET JOOUTHCS
yacTuyHOH penurmMenTanyu y 10-80 % GonbHBIX.

Takoke B MOCIIEHUE TOABI ITUPOKO MPHUMEHSIOT
Takponumyc u numekponumyc (IIpororuk, Dmu-
JIelT) — Hapy»KHO, TPOIOJKUTEIILHOE BPEMSL.
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PO3NAOUW NIrMEHTAUII LWKIPKU (OUC-
XPOMII)

®depotoB B. .

3aropisbkuli depxasHuUl meduyHUU yHisepcumem

Ha ocHoBi GaraTtopiyHMx 0COBUCTUX AOCHISKEHb i Kpu-
TUYHOrO aHanisy 3Ha4HoOro Yucna niTepaTypHUX mxepen
aBTOPOM [AOCTYMHO, UINICHO i METOAMYHO BUKMAL4EHO
Take cknagHe i HegoCTaTHbO po3ibpaHe MUTaHHSA, SK
npobnema po3nagis nirMeHTauii LWKipy.

Krnroyoei crioga: oUCXpoMmii, KNiHiYHI NposiBK, NiKyBaHHSA

DISORDERS OF SKIN PIGMENTATION
(DYSCHROMIAS)

Fedotov V. P.
Zaporizhzhya State Medical University

Based on the personal research of many years and criti-
cal analysis of a significant number of literature sources,
the author availably, completely and methodically set out
such a complex and insufficiently investigated question
as the problem of skin pigmentation disorders.

Keywords: dyschromias, clinical manifestations, treat-
ment.
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