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Pe3lome

[lanHas crarbs NpeAcTaBAseT co60i 0630p NUTEPaTYpbl, NOCBAWEHHOW NPOGNEME NOPKEHUA KOXH NPH HACNEACTBEHHbIX Ha-
PyWeHWAxX CoeAMHMTEHbHOﬁ TKAHW. OCBelueHbl MCTOPHYECKHE aCNeKTbl CTAHOBMEHUA KOHUenu1u aucnnasuu CO&AMHMTeanOﬁ
TKaHW, NpeACcTaBneHbl OCHOBHbIE, B TOM 4WCNE QUCKYCCHOHHbIE, TePMUHOAOTUYECKHe U Knaccumuxauuouuble noaxoasl. an-
BefleHbl 0606U.|9HHbI9 flaHHbIe 0 NATONOTHM KOXW NPH MOHOTEHHbIX FEHETHHECKNX CHHOpOMAX. ﬂpoauanuaupoaanbl pesynbra-
Tbl uccnenoaahuﬁ. Ha OCHOBAHWK KOTOPbIX Obinu BbIAGACHbI AUArHOCTUYECKUE KDUTEPHI NOPAXKEHHA KOXK NPU WHPOKO pac-
NPOCTPAHEHHbIX HeaMDMEPEHUMPOBAHHbIX BAPHAHTAX HACNEACTBEHHOTO NOPXEHUS COBAMHUTENBHON TkaHU. OTMEYEHO, YTO
H0NbWHHCTBO PaboT HOCHT NPEUMYLIECTBEHHO ONUCATEAbHLIA XapaKTep 6e3 NONbITKK H3yveHu (yHIaMenTanbHbIX Mopdo-
NOTU4ECKNX U nammuauonoruqecxux MEeXaHW3MOB PA3BUTHA TOFO UNK WHOTO B1AA NATONOINN KOXK.

Knioyessie cnosa: HACREACTBEHHbIE HApYLWeHWs CO&AMHMTeﬂbHOﬁ TKaHW, AUCNAA3INA COGAMHMTeanOﬁ TKAHW, KOXd

Summary

This article represents the literature review devoted to a problem of skin affection at heritable disorders of connective tissue.
Historical aspects of the concept connective tissue dysplasia are given, the basic terminological and classification approaches
including debatable are presented. General data about the skin pathology have been allocated at widespread undifferentiated
variants of a heritable disorders of connective tissue are analysed. It is noticed that the majority of works has mainly descriptive
character without attempt of carrying out of fundamental morphological and pathophysiological researches which would allow

to explain skin pathology mechanisms.
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MpobneMa THAarHOCTHKH H TeHeHHA HAC1e1CTBEHHBIX
HapyuIeHHi (CTPYKTYPbl H GYHKUHH) COEAHHHTEILHON TKa-
ui (HHCT) (heritable disorders of connective tissue) B no-
C1€IHHE 1eCATHICTHA HHTCHCHBHO pa3jpabaTbiBaeTcs B Ha-
ulen cTpaHe W 1a pybesxkom [1-4]. Haunonanshble KHHuye-
ckue pekomeniauuu no npo6ieme HHCT snepsbie Gbin
pa3paboTaHbl KOMHTETOM dkcnepToB B 2009 roay, oHH 11pH-
IBAHBI [TOMOYL BPayaM Pa3dIHUHLIX CMCUHANLHOCTEH B pac-
noswasa HHCT. yHHQHUHPOBATH M01X0bI K IHATHOCTH-
Ke Hanbo.1ee PACMPOCTPAHEHHBIX HCNIACTHYECKHX CHHAPO-
MOB H QCHOTHIIOB, C1€1aTh CPABHHMBIMH [10.1y4aeMble pai-
AHYHBIMH HCCIC10BATE IAMK JaHHbIe [S]. 3a HacaelacTsen-
HBIMH HAPYILICHHAMH COCIHHHTELHOMR TKAHH B POCCHHCKOR
MCTHUHHCKOR [THTCPATYPe TIPHHAT TEPMHH «(IHCIIIAIHH CO-
CAHHHTEIBHOR TKaHu» (JICT) [1]. ITOoT TepMun uenonsly-
CTCA HCKTIOMHTEILHO B OTEYECTBEHHON [THTCPATYpe C KOH-
ua &0-x o108 XX Beka {6-15). JICT - HHCT myastudak-
TOPHAIBHON NPHPOILI, OOBEIHHEHHBIE B CHHIPOMBI H (eHO-
THIIBI HA OCHOBE OOUIHOCTH BHEIHHX H/HIH BUCUEPATbHBIX
IIPH3HAKOB W XaPAKTEPH3YIOILHECH MHOTOOOPAHEM KIMHH-
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YECKHX NPOSBIEHHR OT 106poKadecTBEHHBIX CyOxIHHMYe-
CKHX (OpPM 10 NMOIHOPraHHOM H MOTHCHCTEMHON MATONOrHH
€ MPOTPCAHEHTHBIM TeueHHeM [5).

OcHoBY HalpaBneHHs, CBAIAHHOINO C H3YYEHHEM AHC-
M71a3HH COETHHHTENLHON TKaHH, 3an0XHn npodeccop A.A.
Boromo:tetn, BhickalaBiuuiica B 1926 rogy npeanonoxesme,
4TO WMEHHO COEIHHHTENbHAA TKaHbL MPEACTABAAET HaAMpas-
asowee, GOpMATHBHOE HAYANO, «KOPEHDb 4YesioBeka» M npe-
aonpeaeser CocTosHe 310poBba K 6ose3nn [16-19). Janb-
Heiilllee pa3BHTHE yueHHe O COeHHHTEILHOH TKaHH mony-
4nno B Tpynax A. bpemepa u C.H. [JlaBHaenkosa, koTophie B
60-x rogax XX Beka BBLIETHIM KOMNJIEKC NPH3IHAKOB, 060-
IHAYEHHBIA WMH Kak «status dysraphicus» [18,19], a takxe
B nocielyownx ¢yHaameHTansHeix Tpyaax B.B. Ceposa,
A.b. llextepa, B.I1. Kaznaueena, B.H. Hukntuna [19).

Tepmun «ancnnains» (dis — Hapywense, plasio rpeu.
~ pa3BuTHe, 00pPalOBAHHE) NPHMEHHTEILHO K COCAHHHTE -
Hoit Txkanu 6611 npeanoxkex P. Beighton 8 1983 roay [8,19).
Kannnyeckoe pa3HooOpaine NpPOABJICHHH HACNEACTBEHHOM
NaToTIOTHH COEIMHHTETLHOH TKaHH OXapaKTepuiosaHo M.J.
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Glesby. R.E. Pyeritz B 1989 roay kak «deHoTHNHYECKas npo-
iKEHHOCTEY («phenotypic continuumy»), xoTopas MaHH(e-
CTHPYCT KaK NETKHMH, «MATKHMH» NPOABIEHHAMH, BCTpe-
qaloUHMHCA B OOILEH MONYIAUNH, TaK H CHCTEMHBIMH pac-
CTPOHCTBAMH COEMHHTENBHOM TKAHH C JIETAIBHBIMH HCXO-
tamu [18-20]. B naweit crpane onpenenente u kiaccuduka-
unonnan konuenuua JCT 6einn aanet B 1990 roay B pabo-
rax yu€HBIX OMCKOI LIKONLI NTOA pyKkOBOACTBOM NMpodeccopa
B.M. fixosnesa [9,10,12,13,18,19,21,22].

OcHosy koruenuun JCT cocTapasior creayolHe na-
parmel [10,13.17]:

- IeHETHYECKOH AETEPMHHHPOBAHHOCTH;

- CHCTEMHOTO M THIOMOTHYECKOTO TKaHeBOro o6o-
CHOBAHHAL

- COENHHHTEIBbHOTKAHHBIX A€(EKTOB CTPYKTYPHO H
(hopyoobpalytouiero paIBHTHA TKAHEH, OPraHOB H CHCTEM B
OHTOTCHE3e;

- (EHOTHITHYECKHX KPHTEPHEB H KIIHHHYECKHX NPO-
ABIEHHH, OTPAKAIIUHX CTPYKTYPHO-PYHKLHOHANBHOE He-
COBCPLUEHCTBO Pa3BHTHA PHIXJIOH W TBEPAOH COEAMHMTENb-
HOW TKaHH,

- TNPOrpeaHEHTHOCTH TEYEHHA H CBA3AHHOM C Hed
CTCIICHH  TRKECTH JHMCIUIACTHKO3aBHCHMBIX HapyLUEeHH#H
(GYHKUHH OpPraHoB K CHCTeM, 00yCnOBIHBAIOMKX KayecTBO
KIW3HH H €e MPOrHo3;

- HacJeACTBEHHbIX CTPYKTYPHO-PYHKUHOHAIBHBIX
HapyLIEHHH COEAHHHTENLHOH TKaHH, ABNAIOUIHXCA HOHOBOH
OCHOBOJ, 06n1anaKoLIeH BBICOKOH CTENEHbIO PHCKA BOIHHKHO-
BCHHA aCCOUMKPOBAHHON MATONOTHH;

- TeHETHYECKH AETEPMHHHPOBAHHOIO aedexra co-
CIHHHTENbHOH TkaHH, 0OycnoBAHBalOWErO OCOGEHHOCTH
(GapMaKOKHHETHKH H GapMakogHHAMHKH 1€KapCTB.

B karanore HacneacTseHHbIX 3afoneBaHHH uyenobeka
V.A. McKusik [23], ofbenrHAIOWHMM HECKONBKO JECATKOB
TLICAY HO30JOTHYECKHX GOPM HACNeACTBEHHOH NMATONOTHH,
Oo:1ee 400 HO3OMOTKH CBA3AHBI C NATONOTHEH COEAHHHTEIb-
HOW TKaHK [24].

Pa3Hoobpa3ne KIHHHYECKHX CHMITOMOB MpH MAaToo-
I I COEAHHHTENBHON TKAaHH CBHAETENbCTBYET O CHCTEMHO-
CTH MOPaXEHHs, MOCKONbKY COCAHHHTENbHAA TKAaHb HAXO-
IMTCA BO BCEX OpraHax W cHcTeMax, coctanas 6onee 51%
MACCHI TENA, BHINOMHACT MHOTOOOpa3HbIe H CI0XKHbIE DYHK-
unk (B.B. Cepos, A.b. lllextep, 1994; 3.B. 3emuoBckHH,
2000; B.M. SAxosnes u ap., 2004).

Pasgenenne JICT va auddepenunponantule H HeOHD-
depeHuripoBaktele GOpMBl HCoblyeTcs Haubonee yacTo.
/luddepenunposannas JCT xapaktepHiyercs onpeneneH-
HBIM THMOM HAC/IEN10BAHHA, OTYETIHBO OYEPYEHHOH KIHMHH-
YCCKOH KapTHHOH M B pafle Cly4aeB - YCTaHOBNEHHBIMH H
NOPOLUIO H3IYMEHHBIMH MeHHBIMH HAH GHOXHMHUYECKHMH ae-
¢ekramu. Henonb3osanie COBpeMEHHBIX OCTHKEHHH Mose-
KY.IADHOH IMCHETHKH MO3BONACT BBIAENHTH 8 rpynn Hacnen-
c1eeHibiX JACT: 1) HacneacTBeHHbIE KOAMAreHONATHH (CHH-
1pos Dnepca-JlaHio, HecoBepILEHHbIA OCTeOoreHe3, XOHAPO-
IHCNNIA3KK, palIMYHBIE BAPHaHTB! OyNne3HOro 3MHAEpPMO-
M3a W T.L): 2) HacneacTBeHHble GHOPHINTHHONATHH (CHH-
pom Mapdana, MASS-CHHAPOM, KOHTPaKTYpHas apaxHo-
J13KTHRHS K 4p.); 3) Hac/leaCTBEHHbIE MAaCTHHOMATHH (cutis
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laxa, BpoXuieHHas, ayTOCOMHO-IOMHHAHTHAaR (OPMaA; CHH-
apom Bunbamca-Bypena u 1p.); 4) HacneactseHHele pHOyIH-
HonatHy (cutis laxa, BpoXAeHHas, ayTOCOMHO-AOMHHAHTHAA
H ayTOCOMHO-peueccHBHaA GOpMbl H Ap.); 5) HacnencTeeH-
HBIE JIAMHHOMATHK (N1APHHIO-OHHXO-KOXKHBIH  CHHIPOM,
2yTOCOMHO-PELLECCHBHBLH; Oy//1e3HbIH INHIepPMONHI, THHE!-
HBbIH, IeTanbHbIi; Oy/UIe3HbIA INHAEPMONH3, FeHEPAH30BaH-
HblH, arpodHueckHi, N106POKaYECTBEHHBIN; HEOHATANBHLIN
cutis laxa ¢ MapdaHoHAHBIM beHOTHIIOM M ap.); 6) Hacnen-
CTBEHHbIE TPOMGOCTIOHAHHONMATHH (MCEBI0AXOHAPONNA3HS,
MHOXECTBEHHas INMH(HIapHaA JHCILNA3KA); 7) HACENCTBEH-
Hble NPOTEONMTHKAHONATHH (PA3NHIHBIE KIHHHYECKHE BapH-
aHTsl 6Y/11€3HOTO INHAEPMONHIA, XOHPOAKCTINA3HH K ap.); 8)
HacneactsenHbte [ICT, o6ycnorneHHble MyTaUHAMH B reHax
¢u6pobnacTrbix PaKTOpOB PocTa, HX PELENTOPOB H aHTAro-
HHCTOB (pa3n4Hbie POPMEI KPAHHOCHHOCTO3a, aXOHAPOILIa-
3uu 1 ap.) [2-4,6-8,10,25,26). INo nanneiM T.H. KaaypuHoit u
B.H. lopbyHoso# B HacToAlee Bpems BuigeneHo Gonee 250
HO3IOJIOrHYECKHX (OPM ITOH MATONOTHH, OOYC/IOBIEHHBIX
MYTaUHAMH B M€Hax a-uener xonmnareHos (69), gepmentax
6HOCHHTE3a KOJUTareHoB (4), 6e/1KOB ¢ KONNareHoNnoaoOHBLIMH
noMeHaMH (8), HeKos1areHoBbIX 6€1K0B BHEK/IETOUHOIO Ma-
TpHKca (64), cHcTembl TpancdopmupyomHX H dubpobaact-
HblX ($aKTOpoB pocTa (52) H TPAHCKPHMUHOHHLIX PAKTOPOB
(52) [26-28]. Yncno HAEHTHHHUHMPOBAHHLIX MOHOIEHHBIX
CHHAPOMOB HECOMHCHHO OyneT BO3pacTaTh MO Mepe COBEp-
WEHCTBOBAHHA MOJIEKY/LRPHO-TEHETHYECKHX METONOB HCCIE-
nosauua [29]. Auddeperunposannsie JCT npeacramisior
cobOoM peaKo BCTPEYAIOLUIHECA CHHAPOMBI: HANPHMeEP, OTHO-
CHTeJIbHO pacnpocTpaHeHHblH ckHapom Mapdana (1:10000-
1:15000) cpean apyrux eiue Gonee pelaKHMX MEeHETHUECKHX
CHHAPOMOB (/1erKHe (GOpMBI BPOXKAEHHOTO Oy//IEIHOTO IMH-
nepmonusa — 1:50000, axensie — 1:500000; taxenste BapH-
aHTHI cHHApoMa Dnepca-Hanno — 1:100000 # 1.4.) [7,27,30].

Heauddepenunpopannan ACT (HACT) - renernue-
CKH NeTEpOreHHas rpynmna, KoTopas Yawe MMEET MPHIHAKH
ayTOCOMHO-IOMHHAHTHOTO THIMA HAac/eN0BaHHA, 0€3 HETKHX
K/IHHHKO-TE€HEATIOTHYECKHX KPHTEPHEB, C Pa3nmHuHbIM Habo-
POM KOJIHYECTBEHHBIX H KaY€CTBEHHBIX (EHOTHITHYCCKHX H
KIHHHYECKHX CHMITTOMOB, 06yC/IOBIEHHBIX CTENEHbIO BbIpa-
WEHHOCTH CTPYKTYPHO-(YHKLHOHANBHBIX HAapyLIEHHH TBEP-
NOH H PHIXJIOH COCAHHHTENPHOH TKAHH H OCHOXHEHHAMH,
GOPMHPYIOIIHMHCA B npouecce oHToreHeda [25,31]. Oana
13 ocHosononarawlownx xapakrepucruk JCT kak aucmop-
tdoreHerHueckoro peHoMeHa — PEHOTHITHYECKHE MPHIHAKH
JACT MoryT oTCyTCTBOBATL [IPH POXKAECHHH HIH HMETb OMEHb
HEIHAUHTENLHYIO BLIPAXKEHHOCTD (daXe B clyyasx audde-
perunposannbix dopm ACT) u, nogo6Ho HIoOpakeHHIO Ha
torobymare, NpoABNATLCA B TedeHHe xkH3uu [21]. To ects,
knuHudeck [JCT maHu¢ecTHpyeT B pasTH4HBIC BOIpacT-
Hble MepHOABl, H (PYHKUHOHANbHAA HENOMHOLUEHHOCTb CO-
€NHHHTEIBHON TKaHH MpOrpeccHpyeT ¢ Bospactom [32,33].
Nannsie o pacnpocrpavednoctd HACT painopeuns: 9.8%
(B.B. Yemonaunos 1 ap., 2002), 13% (C.K. Esrymenxo u
ap., 2001) y aMu Mononoro Bo3pacTa, a y Bipocieix — 8,5%
(b.B. l'onosckuit U ap., 2002) N0 RaHHBIM OAHHX ABTOPOB,
10 65-85,4% no aanHbIM Apyrux [34-38], uto obycnonieHo
Pa3NHYHBIMKH K1aCCHOHKALHOHHBIMH H QHArHOCTHYECKHMH
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noaxoaamH (A.H. MaptuiHos u coast., 1998; I'U. Heuaesa,
U.A. Buktoposa, 2007). TakuM 06pa3oM, Mo caMbIM CKPOM-
HbIM JaHHBLIM, Moka3atenH scrpeyaemoctH HICT, no MeRb-
e Mepe, COOTHOCATCS C PAacNPOCTPAHERHOCTHIO OCHOBHBIX
COLHANBLHO IHAYHMBIX HeHH(bEKLUHOHHBIX 3a0onepannit [21].
Mo muenuto P.H. Byers et al., B psae cnyyaes Heanddepen-
urpoBaHHeix JCT peyb HOET O peKOM MOHONCHHOM CHH-
IpOMe, AHarHOCTHKA KOTOPOTO HEBO3MOXHA 6€3 NpoBecHHA
MOJ/IeKyNISPHO-TeHeTHYECKOro HecnenobaHua [39]. Oawxako
60oee BEPOATHO, HTO pa3HOOOpa3He KIHHHYECKHX QEeHOTH-
NoB OOBACHAETCA PEHETHUECKOH NeTEPOreHHOCTBIO 3a CYET
OTOeNbHBIX MYTALMil B HECKONBKHX IN€HaX, CYUIECTBOBAHHA
aneNbHBIX CEPHit OIHOMO K TOTO XKeE NEHA, A TAKKE BO3MOXK-
HOCTBIO Pa3BHTHR KJIHHHYECKH CXOAHBIX 3aboneBaHuii npu
NOBPEXIEHHH pa3Hbix reHos [40]. B ceasu ¢ 3TuM co3paHHe
KnaccHdHkauun Heanppepenunponannnx ¢opm ACT npen-
CTaB/IAETCA BECHMA CIOXKHOH 3anadeil. B nactosulee spems
B PoccHiicKHe KIHHHYECKHE PEKOMEHIALHH BITIOYEHA Kac-
cHpHKaLHA, npeanoxeHHas 3.B. 3eMUOBCKHM, COrNacHO xo-
TOPOH BLLIENRIOT AECATH AHCILIACTHYECKHX CHHAPOMOB H
¢deHoTHnob [5]. OcRoBY anropHT™Ma AHarHOCTHKH MPH ITOM
COCTARIAIOT Te XK€ NMPHHLHNLI Ae/IEHHA AHarHOCTHYECKHX
KpHTEpHEB Ha 6onbluHe B Maible, KaK 3TO CAENAHO B COINla-
COBaHHBIX PEKOMEHIALHSAX MO JHATHOCTHKE OTACABHBIX MO-
HOTEHHBIX CHHApOMOB [4]1-43]. HecMOTps Ha HECOMHEHHY1O
Hay4HYI0 3HaYHMOCTb JaRHOIO KJIaCCH(PHKALHOHHOIO MOA-
X013, BbI3bIBAET COMHEHHE BO3MOXXHOCTD €10 HCTIO/NB30BAHHSA
B YCNIOBHAX pealbHOM KIHHHYECKOM NMpPaKTHKH LIS Oonpele-
NIEHHA NMPOTHO3a 3a60NEBAHHUA H TAKTHKH BEACHHA MALHMEH-
ToB {29].

[MosBnenne HOBOH KOHUEMLUHH OTKPHLINO UIKPOKHE ro-
PH30HTBI 1A HCCEN0BaTENeH CaMbIX Pa3HbIX CNEUHANbHO-
CTeH, 4TO HALNO OTpakeHHE B HAPACTaHHH KONHYECTBA Ny-
6nuxauni, noceawenHslx JCT [29). B HacTosuee Bpems 3a-
wHieHo Gonee 700 KAHAHAATCKHX H AOKTOPCKHX AHCCEpPTa-
uwit no JICT 3a nocneausie 10 ner.

Kax no6as OTHOCHTENBHO HOBaA TEOPHSA, KOHLCMUMSA
JCT BMeeT MHOMO COPHBIX H HEOAHO3HAYHBIX TONOXKEHHI,
SBJIAIOIKXCA MPEAMETOM KPHTHKH H MOBOIOM I NMOCTO-
AHHOH QHMCKYCCHH. B TO ke BpeMs He BLI3BIBAET COMHEHHS
NpakTH4YECKas 3Ha4UMOCTD Npobnemsl. HecMoTps Ha retepo-
FeHHOCTE H QEHOTHITHYECKYIO HHAHBHIYANILHOCTb NPOSATIe-
nuit HICT, npobneMst co 310poBbeM, 3aCTaBNAIOHE MALIH-
eHTa 06palaThea k Bpauy, JOCTATOYHO THIIHYHBI H TpebyloT
YHHOHUHPOBaHHBIX NoaxonoB. [pakTHueckHii onwiT ybenu-
TENBbHO CBHAETENLCTBYET O BOCTPe6OBAaHHOCTH HABHLIKOB Be-
aeHHR NauneHToB ¢ JICT Kak y3KMMH CIeUHaNTHCTaMH, TaK H
BpayaMH nepBHYHOTO 3BeHa [18,29].

OcHoBHOE BHHMaHWE HcCleloBaTeNeH TPaaHUHKOH-
HO yleNseTcs KapAMONOFMYECKHM acnekTaM MNaToflorHH, O
YEM CBHACTE/LCTBYET, B HaCTHOCTH, co3nanue Beepoccuii-
CKHM Hay4HbIM obuectsoM kapasonoros (BHOK) cekuun
«/lHCNNa3us COENMHHTENLHOM TKAHH CEpALAY, a TaKke 6yp-
Had MONEMHKA OTHOCHTENBLHO NPHHUMIIOB KJIAaCCHOHKALIMH
H TEPMHHOIIOTHH, HC YTHXAIOMWAA B CHIEUHATHIHPOBAHHBIX
H3naHuax [44]. B HacToswee BpeMs B Poccun uMeercs we-
7la% 1EpPMaTo/I0rHYeCKas WKONA M0 H3YYEHHIO NEHOAEPMATO-
308 (B.H. MopaoBues ¥ 11p.). cpeas KOTODBIX LIMPOKO OCBe-
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wekn 1 audpdepeHunposannuie ACT [45,46]. B o Bpema
KaK BOMPOCH! NOPAKEHHA KOXKH NpH HemuddepeHUHpoBaH-
Hbix JICT onucaHsl MHOTHMH HCCJICAOBATEIAMH, HO CNELH-
aJIHCTAMK B 1€PMATOIOTHH RO HACTOALICTO BPEMEHH HE H3-
YYanKch M B AOCTYMHOH NHTEpaType TakHe MybGiukalmu He
npeacrasnensl. CpelH BCENO MAcCHBA JIHTEPATYPHBIX JaH-
Hoix 10 H3yveHHo HICT MOXRO BRUICTHTD TONLKO €AHHHY-
Hele paboThl AEPMATO/IOOB, MOCBAWCEHHAIX OLEHKE BIHAHHA
JIMCTIIACTHYECKOTO NpoLiecca Ha TeyeHHE aCCOUHHPOBaHHOI
NaTonorKH, T.e. Tex 3ab0neBaRHi KOXH, MEHE3 KOTOPRIX HE
MMeeT HENOCPEACTBEHHOIO OTHOIMIEHHA K HACHENICTBEHHO-
My MOPaXEHHIO COCAMHHTENbHON TKaHH. [TonobHmie uccne-
0BaHHA GbUTH MpOBeIEHBI TONBKO B OTHOMIEHHH aTOMHYe-
ckoro aepMaruta (H.H. Ceeunnkosa, 2002; H.I. Jly3ruua u
ap., 2007), rae 6b11a ycTaHOB/IEHA MPAMAs KOpPETALMA MEX-
Ay TAKECTHIO KIHHHYECKHX NIPOSBICHHH ATONHYECKOTO ACp-
MaTHTa H BaipaxeHRocTbi0 [ICT, okaseiBatoulei No MHEHHIO
HCCIe0BaTeNeH KpafHe HeONaronpHATHOE BIAHAHHE Ha Xa-
paxTep KIMHHYECKHX NPOABIEHHHA 3a6oneBaHuA [47-49).

Betpeualowsecs B MpaKTHKe JCPMATOIOrA AHCTLNAIHH
KOXH, 4acTO KOMOHHHpPYIOTCS C NOPOKaMH Pa3BHTHA BHY-
TPEHRHX OPraHoOB, H 4eTKoe palleNeHHE HX Ha Me3olep-
MaJIbHBIE H IKTOEPMAIbRble HeBO3MOXHO. [Ipemnarasiune-
cA K1accH(HKAUHH ITHX 3a60MeBaHHi He HAlLIH Bceobiue-
ro npu3HaHHA. B HacToAllee BpeMs HapacTaeT KOJIHYECTBO
CHHIPOMOB C BRIPAXXEHHBIM MOPAXCHHEM KOXH H ¢ NPHAaT-
k0B, paboTa N0 ONKCAHHIO HOBBLIX CHHAPOMOB NMPOXOMKACTCS
[45). Onn ynobcTsa 1 Gonee ueTKoro NpeacTaBNeHHA Hacaen-
CTBEHHBIX HapylEeHHHA (IKCNIA3NA) COCAHHHTELHOH TKaHH
C MOpaXKeHHEM KOKH MOXKHO YCIIOBHO Pa3Ae/IMTh UX Ha 2 HO-
30/10FHYECKHE TPYNMNbI H OIHY MOATPYMMY:

1. Maronorus xoxu npu anddepenumporanunx JCT
(HacneacTBeHHbIE 60MC3HH COEAHHHTENBHON TKAHM ¢ MpEH-
MYUIECTBEHHBIM MOPAKEHHEM KOXH);

1.1. JlHcnna3uu KOXKH C YYacTHEM AHCIIACTHYECKOTO
NOpaXeHHA COCAHHHTENbHON TKAHHK;

2. Taronorka koxH npH HeanddepeHUHPOBAHHBIX
ACT.

HucnnacTuyeckre 60Me3HH KOXH ABMAIOTCA pe3yNbTa-
TOM [IEACTBHA MYTAreHHLIX TCHOB Ha IMOPHOTeEHE3 B EPHOS,
KOTZa HaYHHaOT $OPMHPOBATECA AEPHBATH ME30- H IKTO-
nepManbHLIX cnoes (4-9-1 HelenH GepemeHHOCTH). OHM Xa-
PAaKTepH3YKOTCA aHOMANLHBIM Pa3BHTHEM, arLasueil oTaeNb-
HBIX Y4aCTKOB KOXH H/IH DacnpOCTPAREHHBIM MOPAKEHHEM
KOXKH C TMION/Ia3Hei BCEX €€ COEB MM OTAEAbHBIX CTPYK-
Typ (45).

Caman Gonbuwas rpynna HacleACTBeHHmIX Gone3neit
COCAHHHTENbHBIX TKaHeH (aHdepenunposannnx JCT) -
HaC/IEACTBEHHbIE KOLNATEHONATHH, 0GYCIIOBNEHHEIE MyTalH-
AMH B MEHax KOJLTAareHoB, THGO B reHax, KOAHPYIOILHX dep-
MeHTHl ux OHockuTela. B camocrosrensunie Hozonorude-
cxue ¢popMel BeLaeneHO Gonee 70 3abonenanuit. Jirobnre co-
OLITHA, 3aKAHYHBAIOIHECA CHHKEHHEM CHHTE3a KO/IIAareHOB
GyRyT NpHBOAKTL K yXYMLIEHHIO NPOUECCA JAKHBNECHHUSA PaH
H nepenomos (Kanp., auctpoduueckas ¢opma Gynnesnoro
IMHAEPMONH3a). B 10 e BpeMs, creacTBHEM H3GKTONHOIO
CHHTe3a KOJITareHa MOXeET ObITh GopmHpoBatue GHbpo3a ne-
YEHOYHOH, MOYEYHOH, NETOYHON TKAHH H KOXH [7]. YUHTHI-
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past, 4TO H3 29 PaITHYHBIX THIOB H3BECTHLIX KO/LTareHos 12
(o, HIC IV, V, VI VI VI XTI XTY, XV, XV, XTX) o6pa-
WHT KapKac KoxH [50], CTAHOBKTCA NOHATHRIM NPOKBIERNS
¢¢ 1eQeKTOB B Pa3lHYHOR CTENEHH y OOJBIUHHCTBA BHIOB
COCIMHHTENbHO-TKAHHBIX AHCILIA3HA.

[TpakTHYeCKH xaxnas narasa HacneacreenHas ACT co-
1IPUBO/KIAETCA AHArHOCTHYECKH 3HAYMMOH KOXKHOM narto-
1orueit (18%) [26] u xapakTepH3yeTca CleaylOWHMH po-
4BICHHAMH. HCTOHYEHHEM Ppa3HOM CTEMEeHH BBIPOKEHHO-
C1H, THMCPINACTHYHOCTBIO, CKIOHHOCTBIO K JIErkod Tpas-
MaTH3aUHH M 06pazoBaHHI0 KeNOHAHBIX pybuos [8]. Sp-
KOC TOMY MOATBEPXKIECHHE — THMEPPACTANKHMOCTb, rHIep3-
1ACTHYHOCTD, IOMKOCTb, HCTOHYEHHE KOXH, HATHYHE KeNo-
WIHbIX pyOLOB, CHMITOMAa «ManHpOCHOH OyMaru», oTcyT-
cTBHE «CTpHit 6epeMenHOCTHY [51-53] xapakTepHH 418 Beex
I CHCTHYECKHX BApHAHTOB CHHApoma Dnepca-fauno (CDI)
|5.8.24,43]. Iuarnoctuka COMl (cuHapom Snepca-Ianno-
YepHoryboBa, necMOreHe3 HECOBEPIEHHBIH, KOXa THiepa-
1aCTHYECKAA, KOKA Kay4yKoBad) B HacTOALIEE BPEMA OCHO-
BaHa Ha “Bunnbdpaniuckux kpurepuax” (1997). B Hux pme-
¢To paHee NPH3IHaHHBIX 10 BuReEHH 6 THNOB, HACAEAYEMBIX
110 ayTOCOMHO-PELIECCHBHOMY H ayTOCOMHO-IOMHHaHTHOMY
1uny [43]. floBeilIeRHas XPYNKOCTh KOXKH XapaKTepHa MnA
HCCOBCPLUEHHOTO OCTeoreHe3a, couerawuerocs ¢ CII, ob-
V(.10B/IEHHONO MYTalIXAMH B reHe koanaresa [ Tuna [8]. He-
TOHYEHHE, CTPHH, TCHACHUMA K THNEPITACTHYHOCTH KOXH
1abTIOAAIOTCR TAlOKe NPH HEKOTOPRIX AITEIBHBEIX BAPHAHTAX
cunapoma Mapédana | tvna, Takux kak MASS-cHHapoM Han
cinapoM MapédaHna B coueTaHuH ¢ cuuapomom LLinpurTuen-
l'oaba6epra. v 3a6oneBaHHsA CBA3aHB CO CNEUHGHYECKH-
MK TedexTaMH B reHe ¢HOpHANHHA | — KOMNOHEHTA MHKPO-
(HOpHAN 3nacTHYeckHX BonokoH [8,38,42,43,51-55]. Oco-
60ro BRHMaHHA 3aCTYXKHBAET CHHIPOM «BAMOH KOXH» (cutis
laxa. xoa pacTAHyTas, JEPMATOMErafiHA, Xana3sodepMui,
/1epPMATOXaNa3Kue, 3NMacTONH3 NEHEPATH30BAHHEIA) — OUYEHBb
HacTO COYETANOWIHACA C APYTHMH MPHIHAKAMH MpPEeXICB-
PEMEHHOTD cTapeHHs. Buuaensalor HacneacTBeHHYO (HAH-
OMaTHYeCKy10) H NpHOGpeTeHRYI0 QOPMEI, B CBOIO OYepenb
CpeH HacNeACTBERHBIX MOPAKECHHH PaTH4aKOT ayTOCOMHO-
JIOMHHAHTHBIA, ayTOCOMHO-PELIECCHBHBIH H CLEMIEHHBIA ¢
X-xpomocomoi THnb [8,45,46]. IlpH paznHuHBIX Hacien-
CTBCHHBIX BapHaHTax cutis laxa Ne(EKTHBIMH OKa3bIBaOT-
¢ MHKpoHOPHILIAPHBIE acTHYECKHE BonoKHa [8]. He me-
Hee aKTyanbHB B MPAaKTHKE AEPMAarofora HacaeaCTBEHHbIE
JCT, BeayuinM KTHHHYECKHM NPORBIEHHEM KOTOPBIX ABNA-
erea Oynne3ublit anHAEPMONTH3. MyTaunH B reHe MaXXOpHOTo
HuEpHAIApHOrO Konnarena VII THNa OTBETCTBEHHK 3a pa3-
BHTHE OHCTPO(PHYECKHX BapHaHTOB 3ToH naronoruu. Ipu-
‘tieM pa3Hble MyTauud B reie COL7A|, xoTophie MOTYT Ha-
¢1e10BaTCR KAK MO ayTOCOMHO-AOMHHAHTHOMY, TaK H MO
1yTOCOMHO-PELIECCHBHOMY THMNY, aCCOLIHHPOBAHbI C AEBATHIO
HOIONOTHYECKH CAMOCTOATENLHEIMH dopMami 3aGoneBarus
(Hanp., peLecCHBHO-reHepanH3oBaHKbA [annono-Crumenca,
PClICCCHBHAEIA TOKANH30OBaHHBIH, AOMHHAHTHHI KokkeiiHa-
Typena, Genonanynouannii flasuun) [8,56-58).

MeHee 4acTO BCTPEYAIOTCA: MCEBAOKCAHTOMA J1acTH-
ueckas (pseudoxanthoma elasticum, cuuapom I'penbnan-
Crpannbepra, reHepanH3oOBaHHBIA J1acTOPEKCHC) — Hacie-
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OyeTcA B OCHOBHOM NO aYTOCOMHO-PELECCHBHOMY THITY,
pexe — no ayTocoMHO-AOMHHaKTHOMY (3,59]; 3nacros nep-
Gopupytowmii  cepnurunupylounit  Jliotua-Muwepa (Go-
ne3ke JlioTua-MHuiwepa, Inactoma nanuuispHas 6opoaas-
uatas nepGopHPYIOLIAR, KEpaTo3 GONNHKYNSPHBIH CEPNHTH-
HO3HBI JT10TLA) — HMEIOTCR CTy4aH ayTOCOMHO-IOMHHAHTHO
H pPELECCHBHO Haciaemyemble; aHeTOonepMHA (anetodermia
erythematosa Jadassohn, naTHucTas arpodus koxu) — oby-
CIOBJIEH HHAHBHAYANBHON C1a0OCTBIO TACTHYECKHX BOJO-
KOH, BBIAENALOT TPH KIIHHHYECKHX BapHaHTa [45,46].

B npakxtike Bpaua-nepMaTonora MOryT BCTPETHTHCA:
HacneACTBEHHBE BAPHAHTH! TENEAHTHIKTAIHH; MYIBTHLEH-
TPHYECKHHA OCTEONH3 — C YI1aMH H apTpONarHeil, xapakTe-
PH3YIOUIKACA MOAKOXKHBIMH Y3€/TKOBLIMH 0Opa30BaHHAMHK Ha
NaOHAX M MOAOWBAX; CHHAPOML! BaapaexOypra, conposo-
KIAIOUIHECK HAPYLIEHHEM ITHIMEHTALIHH KOXKH H BONIOC, H He-
KOTOPhl€ BaDHAHTH KPAHHOCHHOCTO30B C MOPLUHHHCTOCTBIO
KOXH M YepHBIM aKaHTo30M (CHHApOMK! Geae-CteBeHCOHa,
Kpy3ona). OHHM H3 THArHOCTHYECKHX MPH3HAKOB KaMmmno-
MeIHYECKOH KapTHKOBOCTH ABJIAIOTCA MHOXKECTBEHHRKIE KOX-
HbI€ MEPETAKKH YKOPOUEHHBIX BEPXHHX H HHIKHHX KOHEYHO-
cre [8).

[Moarpynna AHCIUTA3HA KOXHM € YyYacTHEM AMCILIA-
CTHYECKONO MOPAXEHHA COCAHHHTENLHOW TKAHH BKJIIOYA-
€T 3KTONepMAasILHBIE AHCILTA3HH: AHTHAPOTHYECKAsA IKTOAEP-
MajibHas aucniasHa (cuuapom Kpucra-Cumenca, CHHIpoM
M'ndopaa-Tenmnoy), rHapoTHUECKaA IKTOAEPMATLHAS AHC-
nnasus (cuHapom Knaycrona), dokanbHas nepMaibHad rHno-
nnasus Tonstua-Fopauna, MHoropopmHuIH kepaTo3 CHMeR-
ca (cHHapoM CHMeHca), BpOXIeHHAA MAXHOHHXHA (CHHAPOM
Slnaccona-Jlesangonckoro), CHHAPOMBI BaH AeH bowa, Bep-
nuHa, Buanepa, Xeasser-JlapceHa-JltoaBHrceHa, JmmHca-
saH Kpeseneaa, san Borapra-Oae, Llledepa, Yiuel, Jlanrepa-
uanona, Mnanona (TpuxopuHodanarrosuit 1 THna), Icrep-
paiixepa, Hoxancona-Bau3iapaa, IMCILIa3us cemertHas MaH-
IHGynoakpanbHas, AHCTNA3HA CIH3HCTO-IMHTENHANbHAA H
ap. [45,46]. Y GOAbHBIX aHTHAPOTHYECKOH 3KTOAEPMANbHOM
AUCTNa3HeR Hapaay C JHUEBBIMH H 3yOGHBLIMH aHOMATHAMH
HabnionaloTcA peaxHe, CyxHe, TOMKHE BONOCH!, THMOTPHXO3
BOJIOCHCTOH YaCTH ronoBhl H HCTOHYEHHAs KOXa C NMEPHOp~
OHTAIBHOH MOPIUHHHCTOCTBIO [8].

Pa3sutHe 310# GonbLoH rpynnbl 3a601eBaHHI € OUEHD
Pa3’HONHKOH H MHOMOOGPa3HOi CHITTOMATHKOH CBA3AHO C Ta-
KHMH $aKTOpaMH naToreHesa, kak JeHCTBHE Pa3THYHLIX MY-
TaHTHBIX MeHOB, UIEROTPONHOE JEACTBHE N'CHOB (BIHAHHE HX
Ha pa3Hble MPH3HAKH), PalIHYHaA IKCNPECCHBHOCTD, BAHA-
HHE JOMONHHTENBHEIX JK3IONeHHBIX (AaKTOPOB (IKONOTHYE-
CKHX, mpodeccHOHaNbHLIX BpeaHOcTeH, HHEKUHH H np.),
BpEMA H MECTO NIEHCTBHA rena # T.A. [lo-Buanmomy, Moryt
MMETh MECTO M CNy4aiiHble HapyLICHHA Pa3BHTHA NIOAA, HE
3aKpenAIoLIHeCK MeHETHYECKH [3,45].

Bonee cra cHHApomOB H Gone3Hel N3 BHILIEHA3BAHHBIX
aubdeperunpopanHbix JCT ABnAKOTCR HIBECTHRIMH M ak-
THBHO M3Y4YaKTCR AEPMATONOraMH H OT o0lLuero 4ucaa Ha-
CMeACTBEHHLIX HapyLieHHH (AHCNIA3HH) COEIHHHTEILHOR
TKaHH C MOpaXK€HHEM KOXH COCTARIALOT A0/IH NPOLEHTA (KaK
H CPEAH BCEX HAcNeACTBEHHBIX KO/IANEHONATHI), BTOpas xe
HO30/0rHYecKas pymnna ABNSeTCA CHHAPOMHOH M XapaKTe-
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PHIYETCA MO3aHUHBIM HaBOPOM KIHHHYECKHX H beHoTHNH-
4EeCKHX NPH3HAKOB (110 06pa3HOMY BbIPAKEHHIO M.J. Glesby,
R.E. Pyeritz, 1989 . — «pa3MbiThIii» (EHOTHN), H BKAIOYa-
€T BCTPEYAeMOCTh Y NOABAAKOLIETO HHCAA NALHEHTOB Cpe-
au Beex JCT. Hcnonbdys HMEOMHECH QHATHOCTHYCCKHE
kputepuu BomokHo onpenenenne HACT ¢ nopaxennem
KOKH W NPHBIEUCHHE BHHMAHHA K ITOH HO30/I0THH AepMa-
TONMOTOB C Le/IbI0 KOPPEKLIMH DTHX HAPYUICHH, @ TAKKE yiH-
TeiBaA nporpeaHeHTHoe Teuenne cuuapoma HACT, mox-
HO NMpeanonaraTb 0COGEHHOCTH CTApPEHHA M Pa3BHTHA 1¢p-
MATONOrHYECKHX 3a60/1eBaHiiT y NALIMEHTOB JaHHOM TPy NIkl
{5.20,41.60.61].

HakonieHbl MHOMOYHCIEHHBIC (EHOTHNMHYECCKHE NPH-
3nakn HACT ¢ nopakeHHEM KOKH: KOXa Y MALUHEHTOB C
JCT o6bluHo HexkHas, 6apxaTucTas [6.8]; nosbiweHHan pac-
TAKHMOCTb KOKH BHIABIAETCA NO JaHHLIM Pa3HBIX aBTOPOB
B 12-31% cayuaes [62-65]; KOka Kak «TOHKan», «MPOCBEYH-
patowas» [6.8,17-19,66) B 35% [62]: Banas, peixaan («aps-
6:1a9») TekcTypa kKoxku [6,8.11,17-19] B 13% [62]; ocobsiit
THI 33KHBJICHHSA KOKH, NPEACTARIAIOUIHH OGO WoB B BHAE
«NanHpPOCHOi BymMaru» (CHMIOTOM «NanHpocHoi Gymaru»)
onpegenserca B 26% [62] M CBHAETENLCTBYET O HEMOHO-
UEHHOCTH KonnareHa koxkH [17-19,42,66,67], octaeTca Ha
MECTaxX CCajIHH, PaH M0cCle NEPEHCCEHHOR CTPENTOAEPMHH,
BETPAHON OCNBI B BHIE Y4acTKoB GaecTAuIeH, aTpodHposaH-
Ho# koxkH [8]; xapakTepHsl keaouansie py6ust npu HACT
[18.67] nocne TpasM, ONEpPaTHBHLIX BMELIATENLCTB, BAKLH-
HauM#i, NepeHeceHHbIX HHbEKUHOHHBIX Jabonepannii [6,8]:
HEpENKO ONpeIe/AETCA IErKO PAHHMaA KOXKa WK NMOBBILEH-
Has TOMKOCTb KanHAIspoB — reMOpparH4eckue NposBIeHHSA
(7%) [62] B BHAE KPOBOMOATEKOB, IKXHMO30B, NIETEXHH B Me-
CTe MHBEKUMA, NMPH HE3HAYMTENBHBIX YIapax, CBHIETENb-
CTBYIOUIHE O HEMOJHOUECHHOCTH JMaCTHHA H KOJJareHa co-
CAHHHUTENBHOH TKaHH MENKHX cocyaos [6,8,17-19,66,67).
KoxHble ctpun onucansl npu HACT [6,8,18,20,66,68] c
RCTpedaeMocThio 18% [62]; y poxaBIUHX XKEHILHH, KaK npa-
BHJIO, OTCYTCTBYIOT CTPHH OGEPEMEHHOCTH TIpH dJepcorno-
no6uom denorune npu HACT [8); M.J. Glesby et al. orme-
THAH Y 31% NAaLHEHTOB C NPONANCOM MHTPAIBHOIO KIanaHa
(xak Mapkep HIICT) ctpuu Genoro useta npeMMyLIeCTBEHHO

B 0GNAacTH CIIMHBI, ATONHL, HapyXHOH nosepxHocTn Genep,
He cBA3aHHblE ¢ pe3kHMH koneGanuamu seca {20]. V avu ¢
HACT ormeyaeTcs CKIOHHOCTb K (OPMHPOBAHHIO MOJKOK-
HBIX NCEBOONyXONeBbIX obpaloBannit [6,8] mnm kucTonoO-
06HBIX YICIKOB; MOMHMO JToro, H3secTHn paborer JLH.
Bo4KOBOR M COABT., 0GHAPYKHBUIKX B3AHMOCBA3b Mpoanca
MHTPaNBHONO K/1anaHa (kak 3HaYHMOro ¢ena HACT) 1 non-
KOXHbIX Y3E/IKOB Ha TONICHH H B 06/1aCTH JIOKTEBBIX CyCTaBOB
[69]. Takske onKcaHbl NPEUMYLIECTBEHHO B NEAHATPHIECKHX
pabotax cieaytouHe MpoABIEHHA HACT: 6nenHocTh KOXH;
KOKa, KaK 3aMLia; BRIPAXKEHHAA BEHO3HOCTb KOXH; MOPLIH-
HHCTOCTH KOXH; NHFMEHTHbIE NATHA; NONepeYHasn HeuepyeH-
HOCTB: HanuuHe pybuukoB Ha koxe [70-73). [IpakTHueckui
onuit T.H. Kanypuuoit u B.H. Fop6yHosoit (2000,2009) cau-
JeTeNbCTBYET O A0CTATOUHO 6/1aronpHATHOM TEYEHHH CKIIe-
poaepmun Ha doue HACT ¢ anepcononobHbiM $peHOTHIIOM.
ABTOpbl HCOJHOKpAaTHO Habmofany MeAneHHOE nporpec-
cHpoBanHe 3a60N€BaHHA H 1aXKe «PA3MAMYEHHE» YHaCTKOB
cknepogepmuH [8].

Taxum 06pa3oM, B HacTOALLEE BpeMsA HAKOMICHO 10CTa-
TOYHO KIHHMYECKHX HabmioneHHH, NOATBEPKAANOIHX B3a-
HMOCBS3b MEKIY Hac/NeACTBEHHLIMH HApyWEHHAMH COEIH-
HHTENLHON TKAaHH i ONpeaeNeHHBIMH BHIAMH KOXKHOH narto-
noruu. BepoaTho, 3agauamu GaHxkaitero Gyayiero aomk-
Hbl cTaTh Gonee yrnybneHuoe HiyueHHe MOPGOTOTHUECKHX
M NaTOQH3HONOrHYECKHX MEXaHH3MOB Pa3BHTHA NMOPAKECHHA
KOXKH, @ Takke MOHCK MOJEKYTSPHO-TeHCTHYECKHX OCHOB
NaToNorHK ¢ paciuHpoBKOH MEeXaHH3MOB JHCTHCTHONCHE3a.
[poseaenue nogobHOro pona GpyHAaMEHTaNbHLIX MCC€a0-
BaHHii MO3BOIUT NPEOJONETH HEOMPEAENEHHOCTh H HECOINa-
cosaHHoCTs noaxoaoB k AuarHoctHke JICT u B To ke BpeMa
3aM10KHT OCHOBY 11 pa3paboTKi HOBBIX JOKA3ATENbHBIX ME-
TOA0B fleueHHs H peabuIHTaUHH NalHeHTOB. B
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