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pucyHKa Ha (oHe BEIpaXeHHOMH cyXocTH. OTMEUYaInCch CUMIITOMBI aTo-
MTIYECKOTO0 IePMaTHTa ¢ THIIHIHOI JIOKaIn3anueil B 001acTH CKIaJoK,
3y/10M, JINXCHU3ALUEH, pacuecaMmu, TucxpoMmueil. PebeHok nmen nHBa-
JIMAHOCTH JIETCTBA I10 TTOBOY JTAaHHOM ITaTOJIOT M.

IIpu ocmotpe y oTua HaOmIOnAMMCh (hanyanbHbIC MPU3HAKH CHH-
npoma Kpucra—CumeHnca—TypeHa B BHae BBICOKOTO JI0a, CeIo-
BUJTHOTO HOCA, THIEPTENIOPU3Ma, IEPCTIHBIX CePBIX KOPOTKHX BOJIOC,
HoJHBIX I'y0. B monoctu pra Bee 3y0bl, Kpome 3y0OB MyApOCTH, MPH-
CYTCTBOBAJIH, OHAKO OBLIN AUCTPOPUIHBIME, KOHYCOOOpa3HBIMU, Me-
CTaM¥ JIMIIEHHbIMH 3Maiu. [oTooTaenenne npakTHIecK: OTCyTCTBO-
BaJIO, OTMeYasaach IUIOXash MEPEHOCHMOCTh BBICOKOH TeMIIeparyphl.
B Teuenue Bceil xu3HU cumTan ceOst 3M0pOBBIM, K BpadaM He oOpa-
1mascsi, ObUT BBISIBJICH aKTHBHO ITPU 00CIIEI0BAHUN MIIIIICH 10UepH.

VY crapmieii cecTpsl GOMBHON BBHIABIIIM HE3HAUUTEIBHBIC CHM-
nToMbl ADJI: koXka TyJ0BHILA, KOHEYHOCTEH Cyxas, CeKpeLus Io-
TOBBIX JK€JIe3 W TepMOpEryisiius 3aTpyaHeHsl. [1moxo nepeHocuia
nuxopazaky. JIuno oramyanoch HeOOJBLIONH KOHBEKCHOH aedopma-
LUel, TUIIePTEIOpH3MOM, ITOTHBIMH Iy0amu. 3yObl ANCTpOQHUIHBIE,
KOHyCc0o00pa3HOoi (opMbl. Bomocs! qmiHHBIE, 3alIeTeHHbIE B KOCY,
OJIHAKO CBETJIbIE, IPAKTHYECKH JIMIICHBIE OKPACKH, HE OJIeCTeIH.

IIpn oGcnenoBanuM MaTepy U CECTPHI-ONM3HENa HUKAKUX CHM-
nToMoB ADJ[ He 0OHAPYKUIH.

Taxum o00pa3oM, NpUBEAEHHBIH ciydaidl cuHapoma Kpucra—
Cumenca—TypeHa IEMOHCTPHUPYET PEAKHN ayTOCOMHO-IOMHUHAHT-
HBIH THI 3200JIeBaHNSI.

Habnronenue 2. bonpuo0i# H., 8 ner (puc. 2). C nercrsa crpa-
JlJl CyXOHM KOXKEH, Moiyvasl JeYeHUe Yy NepMarosiora Mo MeCTy KH-
TEJILCTBA MO MOBOJLY aTOIMYecKoro aepmarura. IIpn ocMoTpe Habmo-
nmamick Bce npusHaku AD/l. Huskuil pocT, OTHOCHTENBHO KpyITHAs
TOJIOBA C BBICTYIIAIOLINM TT0A00POJIKOM, HaIOPOBHBIMH JyraMH, OOIb-
I1e OTTOMBIPEHHBIE YIIIN, BRIBEPHYTHIE T'yObI, CEUTOBHIHBII HOC, T1e-
propOUTAaIbHAS IMTMEHTALHUS U CKJIQ4aTOCTh KOKU. Bomock! Ha Bo-
JIOCHCTOH 49acTH TOHKHE, AUCTPOQHUIHBIC, MAIONUTMEHTHPOBAHHEIC,
KOPOTKHE, PECHHIIBI M OPOBH OTCYTCTBOBAJH. B monocTu pra Ha si3bIke
HaJIET, CIJIAKEHHOCTB COCOYKOB. 3yObI oTcyTcTBOBaNH. [0 BceMy Kok-
HOMY TIOKPOBY OTMEYaslach BBIPAXKEHHAsI CyXOCTb KOXKH, OCOOEHHO B
00J1acTH J1aJJOHEH 1 MOJIOIIB, T7ie HAOIoIaIach JierKasi KepaToiepMHUsl.

JlaHHas maTonorHs KOXKH IPEACTABISIET HECOMHEH-
HbIH MHTEpeC JUIsl Bpayei pa3HbIX CIENHaIbLHOCTEH: me-
JIMaTpOB, AEPMATOJIOTOB, CTOMaTONOroB. [lennarpsl mep-
BbIMU 3aMEUarOT IMTPU3HAKU SaGOHeBaHI/I}I y Z[CTGIZ B CBA3U
C HaJIMYUEM Y HUX JINXOPAJKU HESCHOrO renesa. [lepma-
TOJIOTY OCYIIECTBIISIOT AUCIIAHCEPHOE HAOIFOICHUE JIaH-
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HOU Kareropuu OOJIBHBIX H CBOEBPEMEHHOE HAIIPABJICHUE
Ha MEJIMKO-COLUATbHYIO IKCIIEPTHU3Y, a TAKKE MPOBOJISAT
JIeUEHUE aTOMUYECKOro AepMaTuTa. 3aJadeii ctoMarosno-
TOB SBJISICTCS] IPOTE3UPOBAHUE JIETEH U B3POCIIBIX, CTpa-
TTATOTITIX He3aKIaaKol U ucTpodueit 3y0oB.

Bce 6ompabie ADJl HYX)TArOTCS B MEIUKO-TCHETH-
YECKOM KOHCYJIFTUPOBAHMM B TCHETHYECCKUX IICHTPAX
(kaOuHeTaX) W JUCIAHCEPHOM HAOIIOICHUU IO MECTY
JKUTENBCTBA. Takike HE0OXOAMMO IMPOBOJIUTH CBOCBpE-
MEHHYIO KOPPEKLIUIO UMCIOIINXCS HAPYIICHUM CTPOCHUS
1 QYHKIUY KOXKH U JPYTUX MIPOU3BOIHBIX KTOIECPMBI.
[Maumenter ¢ ADJl, Kak NMpaBUIIO, ABISIOTCS UHBAIN]IA-
MM JIETCTBA U UMEIOT COLIMAIIBHYIO TIOJIZIEPIKKY rocyaap-
cTBa. BrIpaboTka mpaBUIBHONH TAKTHKH B OTHOIIEHWUH
OOJIBHBIX C JAHHOU MATOJIOTHEH TIO3BOJIUT CYIIIECTBEHHO
IMOBBICUTH MX KAY€CTBO JKU3HHU.
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Jucniia3us CoOeIMHUTEIbHOH TKAaHU: POJib
KOJUIAT€HOBBIX 0€JIKOB JepMbl (0030p JIUTEPATYPHI)

b.U. Jlaxoseykuu’, JI.K. [ naskoea’, T.@. Ilepemonuuna’®

'Kadenpa Ko)XKHBIX 1 BeHepHIeCKUX Oone3Hel (3aB. — npod. H.B. Kyarypos); *kadexnpa mo-
JTUKIIAHAYECKON Teparu, yIbTPa3BYKOBOU 1 ()YHKITHOHAIEHON TUAaTHOCTHKH (3aB. — MPOod.
N.®. I'pummnua) ['BOY BIIO Ypansckas rocymapcTBEHHAs MEIUIIMHCKAs akameMus MuH-

3npaBcolipa3Butus Poccuun

Hacneocmesennvle KOMNG2eHONAMUY 3AHUMAIOM KI04e80e MeCmo cpeou 6cex OUCHAA3ULL COeOUHUMENbHOU
mkanu, npedcmasgienvt noumu 70 nozonoeusimu cpedu 250. B nacmosiuee epemst udenmupuyuposarnvt 29 mu-
nog xonnazena, 12 uz nux yyacmeyiom 6 obpazoeanuu koxcu. Taxum obpazom, Koinazenogwie OeKu 8 Kodice
COCMAsAm nOYmu NOI06UHY 00Ujell MACChl @ OP2AHUZME U U3 U3YUEHHBIX KONIA2eHO8 U USPAIOMm 3HAYUMENb-
HYI0 POTb NPU NATNONOSUYECKUX USMEHEHUAX U HACTIEOCMBEHHBIX 3A001€6AHUAX, 00YCI0GICHHBIX PATUYHBIMU
mymayusamu. Bempeuaemocms nopasicenus Kodcu npu HAC1e0CMEeHHbIX KOIIA2eHONAMUAX OCMAEMcst 0OHOT
U3 CAMbIX BLICOKUX U mpebyem om epaia-0epMamono2a CReyuatbHblX 3HaHUll o OaHHOU npobneme.

KnrodyeBEIe CII0Ba: kojica, Kounacen, HACIe0CMEeHHbIe KoJllazceHonamuu, OUCNNIA3USL COCOUHUMENLHOU MKAHU
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POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONE3HEN

CONNECTIVE TISSUE DYSPLASIA: SIGNIFICANCE OF DERMAL COLLAGEN PROTEINS

(REVIEW OF LITERATURE)

B.1. Lyakhovetsky, L.K. Glazkova, T.F. Peretolchina

Hereditary collagenopathies are the most incident of all connective tissue dysplasias — almost 70 nosological
entities of 250. By the present time 29 collagen types have been identified, 12 of them involved in skin
formation. Hence, collagen proteins constitute almost half of the total skin bulk and of all studied collagens
and play an important role in pathological changes and hereditary diseases caused by mutations of various
kinds. The incidence of skin involvement in hereditary collagenopathies remains one of the highest, and the
dermatologist should be specially qualified to face the problem.

Key words: skin, collagen, hereditary collagenopathies, connective tissue dysplasia

B Hacrosimee Bpemst He iepecTaeT ObITh aKTyalbHBIM
BBICKa3bIBaHUE M3BeCTHOTO (usnonora A.A. boromons-
ua [3] B 1920-x romax: "OpranusMm Bcerga UMEET BO3-
pacT COeAMHUTEIBHOMN TKaHU, KOTOPas C TOJaMU TepsieT
CBOIO 2JIACTUYHOCTH, @ BMECTE C HEll TIOCTENEeHHO yTpa-
YUBAIOT TMOKOCTb, 3JACTUYHOCTh, COKPAIIAIOT aMIUIH-
Ty/y aKKOMOJIAIIMHU Bce (PYHKIMH opraHu3ma'.

Hucmnasus coemunurensHoi TKanu (ACT) — mo-
JIMOpraHHas U MOJUCHCTEMHAS MATOJIOTHs C MPOrpean-
CHTHBIM TEUCHHEM, B OCHOBE KOTOPOH JIexaT Ae(eKThI
CHHTE3a WM Karaboiau3Ma KOMIOHEHTOB BHEKJIETOU-
HOTO MAaTpHKCa WM PETYISTOPOB MOpdoreHesa coequ-
HuteapbHOoM TKaHu. JICT MoXeT OBITh HACIIEACTBEHHOTO
MOHOTE€HHOTO TeHe3a (B OOJNBIIMHCTBE CIIy4acB C ayTo-
COMHO-/IOMUHAHTHBIM THUIIOM HAacle/I0OBaHUs), OIHAKO
3HAYUTENHHO Yallle BOSHUKACT B Pe3yJibTare pasHooopas-
HBIX HEOJIarompHsATHBIX BO3JCHCTBUI Ha IUIOA B MEPHON
€ro BHyTPUYTPOOHOTO pa3BUTHS PU HAJTMYMH TeHETHYC-
CKOM NpEeapactoNoXeHHOCTH K HapyIIeHHIO 3MOpuore-
Hesa. [lonnopranHoCTh M MOJMCUCTEMHOCTh TOPAKEHUS
0OYCITOBJICHBI BE3/IECYIITHOCTHIO COETMHUTENbHON TKAaHH
Y TIPUMEPHO OIMHAKOBBIM T€PaTOr€HHBIM TEPMUHAIINOH-
HBIM TIEPHOJIOM JUIsI MHOTHX OPIaHOB M CHUCTEM YelloBe-
Ka — MpeAeIbHO JOMYCTUMBIMHA CPOKaMH, KOT/Ia BO3/IeH-
CTBUE HEONaronpusTHOro (axkropa CrocoOHO BBI3BATH
HapyIleHne HOpMaITbHOTO MopdoreHesa [§].

JACT wmopdonornyeckn xapaxTepu3yercss H3MeHe-
HUSIMH KOJIJIAT€HOBBIX, IACTUUECKUX (GUOPHILI, TIIMKO-
MIPOTENI0B, MPOTEOTIIUKAHOB M (PHOPOOIACTOB, B OCHOBE
KOTOPBIX JIeXKAT HacjeayeMble MyTallld T€HOB, KOTUPY-
IOILIUX CHHTE3 U MPOCTPAHCTBEHHYIO OPTaHU3aIMI0 KOJI-
JlareHa, CTPYKTYPHBIX OCNKOB M OEIKOBO-YIJIEBOAHBIX
KOMIUIEKCOB, a TAK)KE MyTaI[M TEHOB COOTBETCTBYIOIINX
¢depmentoB u kodaxropos [10, 12, 13]. [Ipu 3Tom myTa-
LIMM T€HOB, KOAUPYIOIINX CHHTE3 U MPOCTPAHCTBEHHYIO
OpraHu3alli0 KOJUIareHa, MMEIOT Beayllee 3HAUCHHE B
pazButnn kimHIYeckoi kaptuabl JICT [11]. Beigenenst
8 rpynmn HacnenctBeHHBIX JCT, cpemu KoTophIx HACKIE-
CTBEHHBIE KOJTareHONaTHUH (HECOBEPIIEHHBIH ocTeore-
He3, cunapoM YepHoryboBa—D3nepca—/lanno, Oymies-
HBIH 3MUIEPMOITU3, XOHAPOAUCIIIA31H, OPTaIbMOIIATHH,
He(ponaTiuy, MUONATUH, aHOMAJIMN CYCTaBOB U OpraHa
3pEeHHsT) 3aHUMAFOT KITF0YeBOE MECTO [6].

Komnnarens! — rm1aBHbIE KOMIIOHEHTBI 3KCTPALICIIIIO-
JPHOTO MaTpHUKCa OOJBIIMHCTBA TKaHEH, BKIIOYCHBI
B HaJIceMEUCTBO MpoTenHOoB [21]. B HacTosmee Bpems
uaeHTU(GUIUPOBaHbl 29 TUIOB KOJUIareHa, 00O03HaYa-
emble puMckuMmu mudpamu [14, 16, 20]. M3odopmsr

KOJUIareHa pa3N4aloTcsd MO0 aMUHOKHCIOTHOMY CO-
CTaBy, XpoMmaTorpaguyecKuM H HMMYHOJIOTHYECKUM
CBOHCTBaM, MaKpOMOJICKYJISIPHOM OpraHM3aluy U pac-
MIPOCTPAHEHHOCTH B TKAHSX [8]. 3pesbie MOJIEKYITBI KOJI-
JIar€HOBBIX OEJIKOB COCTOSIT U3 TPEX CyOBEeTUHUIL TTOIH-
MIENTH/IOB, TAKXKE Ha3bIBAEMBIX O-IETISIMH, 00pa3yIoIINX
CTPYKTYpY, MOJOOHO TpEXIpaHHOMY IIHYpY. PazHble
THUIIBI KOJIJTAT€HOB MOTYT OBITh 00pa30BaHbl TPEMs OJIH-
HAKOBBIMH O-LETISIMHU JINOO ABYMSI — TPEeMs Pa3IUuHbI-
MU MOJHIENTHAaMU. TakuM 00pa3oM, HACUUTHIBAETCS
40 KOoJNJareHOBBIX MOJMIICHTUIHBIX O-LEeTel, Kakaas
73 KOTOPBIX KOAMPYETCs CBOMM TeHoM [8, 14, 16, 21],
B KOXKe OOHapyXeHBI 16 Takux 1eneit (cM. Tadaumy).
Komnarens! cocrasisitor 6omnee 30% oOmei maccsl Gen-
KOB OpraHusMa, rpuuem okosno 40% HaxoauTcs B KOXKe
[5, 9], 9TO CyIIECTBEHHO OTpa)kaeTcs B OOJIBIION JI0JIC
MOPayKeHUS KOXKH MPH PA3TUYHBIX KOJJIAreHOMaTHSIX.

M3 29 pa3nuuHbIX TUIOB U3BECTHBIX KOJIJIAreHOB 12
(L 1, IV, V, VI, VII, VIII, XIII, X1V, XV, XVII, XIX)
00pasyroT Kapkac Kok [ 14], ux 1eEeKThI MPOSBIIIOTCS
B Pa3IMYHON cTerneHu npu OonpmmHcTBe BUuaax JICT.

B nepme B3pociioro uenoBeka MHTEPCTUIHATBHBIH (HH-
OopwntsipHbIil kosareH (I, 111 u V tunsr) cocrasmser ca-
MY OOJIBIIYO0 (PPAKIHIO KOJUTareHa, Py 3TOM IPUOIIHU-
surenbHo 80% coctasister komtareH [ u 10% — III tumna
(cm. Tadmuny). Kosnmares | Tumna B 60bIIOM KOJTM4ecTBE
00HapyXHBaIOT B ceTyarom, koswareH Il tiuma — B co-
COYKOBOM ciioe aepmbl. Kommaren V tuma (TiepuIieIno-
JSIPHBIN) BBIBISIOT B JIepME B HEOOJBIIIOM KOJIMYECTBE
(menee 5% ot obmrero xoyutarena). OH nmomumopgden 1o
CTPYKType (IpaHyiibl, HUTH) U JIOKAJIU3YETCs B Mpeeiax
COCOYKOBOTO CIIOSI ZIEPMBI, T/I¢ y4acTByeT B (hopmupoBa-
HUM KapKaca 0 THITy 9K30IIUTOCKENIETa BOKPYT COCYOB,
HEPBOB U NPHUIATKOB KOXKH, Ha TOBEPXHOCTU KPYIHBIX
KOJUTAareHOBBIX (UOPHILT MaKOpHBIX KoiwtareHos | m 111
THIA, PETYIUPYET JaTepaIbHOE CO3PEBAHUE 3THX BOJIO-
KOH. MaskopHbIii KorutareH koxxu [V tuma pacnonaraercst
BHYTPH JI€PMO-3MHAECPMATIBHOTO COSTUHEHUS, B COCY/IH-
CTBIX 0a3aJIbHBIX MEMOpaHax, BOKPYT COCY/IOB M MPUIAT-
KoB snuaepmuca [1, 2, 6, 8, 14, 19].

B nomonmHeHne Kk Ma)KOpHBIM KOKa 4YelIoBEKa COJep-
JKUT HECKOJIbKO MMHOPHBIX KOJIJIAT€HOB, KOTOPBIE MMe-
0T OIPaHUYEHHYIO IPOCTPAHCTBEHHYIO JIOKAIN3ALHIO U
UTPAIOT PELIAIOIILYIO POJIb B 00€CIIEYeHNH HHTETPaJIbHON
(empHOI) CTaOMITBHOCTH KOXKH (CM. Tadauiy). OanH u3
HuX — KoJimareH VII tuna, 3To OCHOBHOM, €CJTU HE €/T1H-
CTBEHHBII KOMITOHEHT SIKOpHBIX (prOpmit [18]. DTu kpe-
nsiue GUOPHILTBI IEPMO-OITUAEPMATTEHOTO COSANHEHUS
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I'eHeTHUYecKasi reTePOreHHOCTh (HEOTHOPOAHOCTD) KOJIJIareHOB B KOKe YejioBeKa [14]
Tun xonnareHa ‘ Crpykrypa nenu ‘ HanmonexysipHast cOopka Pacnpenenenue B TkaHH* **
I I [al(D]202(I) OuOpHUIISPHBIN Koka, kocTH, cycTaBbl
1 [al(IID)]3 DOHOPUILISIPHBII OMOpHOHAIBHBIH, KOXKa, CTEHKH COCY/IOB, MHIIe-
BapHUTENbHBINA TPAKT
v [al(IV)]202(IV)* bazanpHas memOpana [ToBcemecTHO
A% [al(V)]202(V)* DOuOPUIIAPHBII [ToBcemecTHO
VI VI al(VDa2(VD)a3(VD* MuxpopuOpHILIApHBIA [ToBcemecTHO
VII [al(VID)]3 SIkopHbie GUOPHILIEL SIkopHble GUOPHILIEL
VIII [al(VIID)]3 O06pasyromuii ceTh DHIOTENHNH
XIII [o1(XID)]3 TpancmemOpaHHBII IToBcemecTHO, BKIIOYAs ANUAECPMUC
X1V [al(XIV)]3 FACIT** Kosxa, poroBuiia
XV XV [al(XV)]3 bazanpHas meMOpana [ToBcemecTHO
XVII XVII [al(XVID)]3 TpancmemOpaHHbIit I'eMueCcMOCOMBI KOJKH, POTOBULIA, CIU3UCTAs
o0omnouka
XIX HewnssectHo HewnssecTHo DnuaepmMuc
IMpumedanue. * — uneHTHGUIMPOBAHA JOMONHATEIbHAS O-LETIb; ** — (UOPHIITIACCOLMUPOBAHHBIN C MPEPBAHHON TPHUILIEKCHON
CTPYKTYpOif; *** — pacnpeneneHne B KoXke M IPYTUX OCHOBHBIX YKa3aHHBIX TKaHSX; MEHBIIEE KOJIMUYECTBO MOXKET OBITh MPEICTABICHO
B IPYTHX TKaHSX.

CMBIKAIOTCS C MHTEPCTHIIMAbHBIMU KOJUIAareHOBBIMHU (DU~
OpwiIaMu B COCOYKOBOM clioe JiepMbi [2]. KopoTkoreno-
yeuHbll KoiareH VI tuna onpezensercs 1o Bce aepme,
SIBIISISICH KOMITOHEHTOM MUKPO(QHUOPHILISPHBIX CTPYKTYP.
B MexduOpHUIIpHBIX MPOCTPAHCTBAX OH IPUHAMAET
(hopMy TOHKHX, YETKOOOPA3HBIX HUTEH; CIIOCOOCH CBSI-
3BIBaThCS C KJIIETKAMH U KOJUIareHoM | Tuma, mpuHUMas,
TakuM 00pa3oM, y4acTHe B MPOCTPAHCTBEHHOW OpTraHU-
3alMd MHOTHX CTPYKTYPHBIX KOMIIOHCHTOB BHEKJIETOY-
HOTO MaTpPUKCA; yYaCTBYeT B PEryJSIMH MHUTPAIUN U
muddepeHIMPOBKY KIETOK B IpoLecce SMOPHOHAIBHO-
ro passurus [2, §]. B snuaepManbHbIX KepaTUHOLMTAX
JKCIIPECCUPYETCsS TpaHCMeMOpaHHBIM KomtareH XVII
trma (180 /] anTuTeH Oy/UIe3HON ITy3bIPYaTKH), BXOIUT
B CTPYKTYpy T€MHJIECMOCOM — MYJIBTHOCIKOBBIA KOM-
mwieke o f, integrin, plectin u laminin-332 (laminin-5),
OTIOCPEAYIOUIUX aATe3UI0 MUACPMATBHBIX KePATHHOIHU-
TOB K 0azanbHol MemOpane [8, 15, 17]. Onucanue koi-
narena tuna XXIX emnie He 3aBepIlicHO NPEAIOaaracTcs
YTO OH B OCHOBHOM COJICPYKHTCS B DIIHJIEPMHUCE C TTOBBI-
IIEHHBIM YPOBHEM DKCIIPECCHH B €ro CyIpada3aibHBIX
cnosix [14] m wrpaer onpenencHHYI0 POlIb B Pa3BUTHH
aronmaeckoro apepmaruta [20].

[o nanuemv T.M. Kangypunoii [7] u B.W. ['opOyHoBoii
u coaBr. [4], B HacTosiee Bpems u3 6onee 250 HO30710-
ruueckux ¢opm naronoruu npu JACT myranuu B reHax
O-LIeTIeH KOJIareHOB OTMeUeHbI B 69 Ho30m0rus1X. CriekTp
3a00eBaHMid, 00yCIOBICHHBIX MYyTaIlUsIMH B T€HAX, KO-
JUPYIONX OCNKHA C KOJUIAr€HOMOAOOHBIMU JIOMEHAMH,
JIOCTaTOYHO paszHooOpaszeH. Cpeaw HUX 3aHUMAIOT Be-
Jylee MecTo 3a00JIeBaHNs ¢ MyTAIMSIMUA KOJUTAar€HOBBIX
OesKkoB Koku: cuHipoM YepHorydbosa—D0epca—/laHiio,
KJIACCUYECKUE BapHaHTBI KOTOPOTO OOYCIIOBIICHBI T'eHE-
TUYECKUMU Jedekramu KoiutareHa V Tuma; pazHooOpa-
3He KIIMHAYECKUX IMPOSIBICHUN CHHIPOMA OIpPEIeIsIeTCs
y4acTHeM B T€HETHYEeCKOM KOHTPOJIE JTOTO COCTOSHUS
taxke koymtareHoB | u Il TumoB m hepmMeHTOB OHMOCHH-

Te3a M Karabojm3Ma KOJIAreHOBBIX OENIKOB; OyJIe3HbIH
AMHJICPMOJIN3, BAPUAHTBI KOTOPOTO CBSI3aHBI C TEHETHYE-
ckumu nedexramu komutareHoB turoB VII u XVII tunos.
ConyTCTBYIOIMMH CUMIITOMAMH TIPH TaKOTO POJia MaTo-
JIOTUHU SIBJSIFOTCSI TUCTPO(HST HOTTEH, HECOBEPIICHHBIN
JICHTUHOTEHE3, MapafgoHTo3. OAWH U3 TeHETHYECKUX Ba-
PHAHTOB W30JMPOBAHHON MUCTPOGHUH HOITEH 00YCIOB-
JICH MyTaIrusiMu B TeHe koiareHa VII tuma [8].

Takum 00pa3oM, KoJJIareHOBbIE OCJIKH KOXKH CO-
CTaBJISFOT TIOYTH IOJIOBHHY OOIIEH MacChl W3yUEHHBIX
KOJUIAT€HOB B OpraHW3Me 4YeJOBEeKa W WIPAIOT 3HAYU-
TEJIBHYIO POJIb MIPH TATOJOTHYECKUX W3MEHEHHsIX, 00-
YCIIOBIICEHHBIX Pa3IMYHBIMHA T€HHBIMHA MY TaIASMHU.
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JBa oyara JMHEeNHOW CKJICPOJAEePMUM 110 THILY
"ynap cadsiei" y 01HOr0 00J1bHOI0

A.C. Pomawkuna

Kadenpa koxHbIX M BeHepuueckux Ooje3Hell (3aB. — mpod. B.A. Monoukos) OIIITOB
I'bOY BIIO Ilepssiit MI'MVY um. .M. CeuenoBa Munzapasconpa3zsutus Poccun

Ilpeocmasnen 0630p omeuecmaenHoll u 3apyo6edicHOU Tumepamypsl N0 6ONPOCAM JTUHENHOU CK1epodepMuL
no muny "yoapa cabneu” (23 ucmounuka). Onucan ciyuail cywecmeos8anus cpasy 08yxX 04de08 no muny

"yoap cabneit" y 00noll 601bHOI.

KnrwoueBble CJ0Ba: 0gpanHuyenHas ckiepooepmusi, TuHelinas ckiepooepmus no muny "yoap cabneu”

A CASE WITH TWO FOCI OF "SWORD STROKE" LINEAR SCLERODERMA

A.S.Romashkina

Russian and foreign publications (a total of 23) on the "sword stroke" linear scleroderma are reviewed.
A patient (female) with two sword stroke foci is described.

Key words: local scleroderma, sword stroke linear scleroderma

OrpanunueHHas ckiaepoaepMus (cuH. JIOKaIU30BaH-
Has, oyarosasi, Mop(ea) XapakTepHU3yeTcsl JIOKalIu30-
BAaHHBIM TOPAXCHUEM KOKH PA3JIUYHON CTENECHU BBI-
PaKEHHOCTH 3a CYET JE30praHU3alMU KOJIJIAr€HOBBIX
CTPYKTYp TIOA BIHSHWEM LENOro psina (pepmMeHTaTHB-
HBIX, UIMMYHHBIX 1 OMOXMMHUYECKUX HapymeHui [ 1—3].

Penkoii pa3sHOBHUIIHOCTBIO OTrPaHUYEHHOW CKJIIEPO-
JepMuUH siBrseTcs JuHeiHas ckiepoaepmus (JIC), koto-
past Jamie Bcero HaOmonaeTcs y JeTed U MOAPOCTKOB H
cocrasisieT 48% Bcex (HopM CKICPOJAEPMHUN CPEan AaH-
HoUl rpynmsl [4, 9, 12, 15].

B 3aBuCHMMOCTH OT KJIIMHMYECKOH KapTUHBI BBLACIIS-
IOT HEeCKOJTbKO BapuaHToB JIC: cabieBuaHbi (110 THITY
"ymap cabneii'), TeHTOOOpa3HBIA WM TIOJIOCOBUIHBIH,
3octepudopMmublii [5, 9, 22]. KnuHUYECKH TOIOCOBUI-
Hasl CKJIEpOAEPMHUS XapaKTepU3yeTCsl HAJIMUHUEM OYaros,
pacnoioKeHHBIX BIOJIb KOHEUHOCTEH, 30cTepudopMHast
JIC — ouaramu B 0011aCTH TYJIOBHIIIA MO X0y HEPBHBIX
CTBOJIOB U pedIeKCOTeHHBIX 30H 3axapbuHa—Ilena [4,
5,12, 17, 18]. Ilpu mokaau3annuy Ha BOJOCHCTON JacTH
TOJIOBBI, 4aCTO C IIEPEXOAOM Ha KOXKYy Ji0a, Hoca, odyaram

NPUAACTCS CXOACTBO C PyOLIOM OT yaapa cabineit (cabie-
BUJHAs ckiepoxepmus) [4, 12, 17, 18].

JIC mo tumy "ynap cabneii" B cBoeM pa3BUTHH TPO-
XOOWT TpHW CTaguu (OTEeK, WHAyparus W aTpodus),
MIPU 3TOM CTEINEHb BBIPAKEHHOCTH aTpoPuH MOXKET
OBITh 3HAUYMTEIIFHOM, BIUIOTH JIO 3aXBara IOJJICKaIeh
MOJIKO)KHO-)KUPOBOM KJIETUATKU C IMOCIEAYIOUINM pas3-
BUTHEM U3BSA3BICHUNA U MyTWIsInui [5]. B mepBoit cra-
JUM Ooyar MOPaKCHMs IMPEACTABICH OTEYHBIM IISITHOM
PO30BOrO IIBETA, pacroyiaralouuMcsi B obnactu joda, B
psizie cIydaeB CIIyCKAIOLIMMCS Ha KOXY LIEKH, HOCOTI'YO-
HOHN CKJIaJKH, MOAOOpOJKa, LIeH, BbI3bIBAs BbINAJCHUE
oposeii, pecuur [11, 12, 18, 20]. Bo Bropoii cragmu
o4ar UMeeT CKIOHHOCTh K TIepU(EPHUECKOMY POCTY, a
€ro LIEHTPaJIbHAs YacTh YIUIOTHAETCS, KOJKa CTAHOBUTCS
IJ1aJK0H, OnecTsieil, He coOupaeTcs B CKIAAKy U UMEET
LIBET CIIOHOBOH KOCTH. Ha cragnu arpodun Koxa B LIeH-
TpaJIbHOHM YacTu ovara UCTOHYACTCS U 3amajacT BIUIOTh
1o (hopMupOBaHUS TITYOOKHX KOCMETHIECKHX 1e(PEKTOB
B 3aBUCHMOCTH OT CTEHEHU INOPAXEHUS MOIICKALINX
TKaHe# [5, 12]. Heckonpko barmie odar mepexoauT Ha
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