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MAPATNCOPWAS: KPATKI OB30P

= [lapamcopuas Tak)ke HOCHT Ha3BaHHe O/IsIIed-
HbIIT Taparicopuas (parapsorias en plaques).

= [laparcopuas Hab/I0aeTCst BO BCeM MHpe U I10-
paXkaeT B OCHOBHOM B3DOC/IBIX.

= PazjmyaioT KPymHOOAIIEYHbIH Iapancopuas
i KBIIIT (LPP — large-plaque parapsoriasis)
U MeJIKOO/ISIIIIeIHbI Tapancopuas win MBITIT
(SPP — small-plaque parapsoriasis).

= KpymHble 1 Me/Kue G/ISIIKY TIPEICTaBIAIOT CO-
60it cCKOpee IIOCKHE ISITHA, YeM MHQHIBTPHU-
POBAHHBIE OJIAIIKHL.

= Ovary yaiie XpoHUYECKUe U PaCIIONaraloTCs Ha
yJacTKaX KOKH, Ha KOTOpPbIe He TIOTIafiaeT CO-
HEYHBII CBET; KPYHMHOOJIAIICYHBI Maparco-
pHa3 MOKET ObITh MONKHIONEPMUIECKHM.

= Ha6mopmaercss MOBEPXHOCTHBIN, HMpEHMYIIle-
crBeHHO CD4* T-K/1eTOYHBII HHHUIBTPAT; JO-
MHHAHTHas1 KJIOHAJIbHOCTD 60Jiee XapaKTepHa
I KPYIHOO/IAIIEYHOTO ITapalicopuasa, yeM
IUISL METKOOJIAIIIEYHOTO.

=  KpymHOOIANIeYHBI Mapalcopuas CoCyIle-
CTBYeT C MATHUCTO-O/SIIIIEYHO CTaHeil TPH-
OOBHIHOTO MHMK03a U IPOTrPECCHPYET B BBIpa-
JKEHHBIII TPUOOBUIHBIN MHKO3 CO CKOPOCTBIO,
pu6/M3UTeIbHO paBHOI 10% B Teyenue 10 jer.

= Tlo ombITy GOMBIINHCTBA SKCIIEPTOB PUCK IIe-
pexoza B rprOOBUIHBIN MUKO3 MEJIKOOIAIIIEY-
HOTO T1aparicOpHasa MUHMMA/IbHBIIL.

= MerToppl JIeYeHNUs BKJIIOYAIOT MECTHBIE KOPTHU-
KOCTepPOHIBL; yIbTpaduoneT B, mcopaseH u yib-
tpaduoser A, a Tak)ke MECTHbIE IINTOTOKCUYE-
CKHe CpefiCTBa.

MAPATICOPWA3

NCTOPUA BONPOCA

Tepmun napancopuas 6sL1 Ipennoxen Brocq B 1902 romy.'
Kak BumHO M3 Tabmuipl 25-1 cOBpeMeHHas KJIacCH-
(buKanus mapancopuasa BKIIOYaeT KPYIHO- U METKOOIIS-
11e9HY0 (HOPMBI OJIAIIIETHOTO [ICOPHAsa, KOTOPBII 9acTo
Ha3bIBAIOT IPOCTO [IAPAIICOPUA3, a TAKXKE OCTPYIO M XPOHU-
4ecKyIo (hOpMbI IMXCHOUTHOTO [Iaparicopuasa, H3BeCTHbIE
CerofiHsl KaK Mmaparncopuas TUXUHOUIHBIN U OCIIEHHOBHU/I-
HBI1 OCTPBIIL WK pityriasis lichenoides et varioliformis acuta

(PLEVA) u mapamncopuas IMXeHOUIHBII XPOHNIeCKHUI HIN
pityriasis lichenoides chronica (PLC).? JInxeHOMIHBILI Tapa-
Ticopuas BIiepBble 6bU1 ormcad B 1894 r. Heiiccepom (Neis-
ser)’ u Slmacconom (Jadassohn).* B 1899 r. FOmuyc6epr (Ju-
liusberg) BeimenwT 910 3a60/IEBaHNe M Tal eMy Ha3BaHHUE
PLC® (pityriasis lichenoides chronica). Myxa (Mucha) mo-
BTOPHO onucan octpyio gopmy B 1916 1. 1 otaemut ee oT
xpoHnyeckoit.® B 1925 r. [abepman (Habermann) gan Hassa-
Hue octpoMy Bapuanty — PLEVA.” Bonesnr Myxa-TaGep-
mana (Mucha—-Habermann) — curonnm repmuna «PLEVA»
(pityriasis lichenoides et varioliformis acuta). Hekotopbre aB-
TOPBI PAacCMATPUBAIOT TUM(OMATOMIHBIN IIAIy/Ie3 Kak
BAPHMAHT JIMXCHOUJHOTO Iapalcopuasa, ONHAKO Apyrue
CYUTAIOT UX OTHeMbHbIME 3abomeBaHuAMU.>* ! Jlumdo-
MAaTOM/IHBII MaITy/ie3 [PefICTaB/IeH B [IaBe 145 Kak 4acTb
crextpa CD30* kokHbIX MponpondepaTnBHbIX 3260-
JIEBaHMI.

WaEMuonoruna

KpynHOO/Is11I1eIHbI Taparncopuas u MeIKOO/IIeTHbII Ta-
parcopuas ABJIAITCSA 3a00/IeBAHUAME CPEIHETO U TIOXKH-
JIOTO BO3PACTa C IIMKOM 3a00/IeBAEMOCTH B IIATOE [IECSTH-
JIeHHe XXUSHU. VIHOTIa 09ary BOSHUKAIOT B IETCTBE X MOTYT
aCCOLIMMPOBATHCS € TMXCHOMIHBIM TaparicopuasoM. Mert-
KOOJIAIIIeYHBI]I [Iapalicopua3 dallle BCTPEeYaeTcs y JIMII
MY>KCKOTo 1ona (B coorHoiennu 3:1). KpymHo6sired-
HBII [IAPATICOpPUA3 TAKKe GOJIbIIIe PACIIPOCTPAHEH ¥ MYK-
YHMH, OIHAKO PasHUIIA BEIPOKeHA He TaK CWIbHO, KaK IIPU
MenKoOsitredHoM maparncopuase. O6e ¢hopmbl BCcTpeda-
JOTCS Y BCEX PAC U B Pa3HBIX reorpaduyecKux pernoHax.

1S U NATOTEH

BeposTHO, MO/IHOE TOHMMaHMe TIaTOTeHe3a Maparcopuasa
CTaHeT BO3MOXKHBIM IIPU BBIACHEHHH IIaTOTeHe3a 000MX
XPOHMYECKHX IEPMAaTHTOB M I'PHOOBUIHOTO MUKO33, 110~
CKOJIbKY ITapalicopuas ABIAETCA CBA3YIOIIMM 3BEHOM Me-
YKy HUMU. T-KJIeTKH, KOTOPbIE OLOCPENYIOT OOIBIIINHCTBO
BOCHIA/IMTE/IBHBIX KOXKHBIX 3a00/IeBaHUI, MPHHAIEKAT
K aCCOIMMPOBAHHOI C KOKeil TMMbONIHOM TKaHU.!! DTr
T-K/IeTKH 9KCIIPeCCUPYIOT KOXKHbII TMMQOLUT-ACCOLIUUPO-
BaHHDII aHTUTEH U TTepeMEIITAIOTCs MEKLy Koxkeit U T-xie-
TOYHBIMH TOMeHaMHU Tepudepuieckux mmMmMdOysIoB 110
nuMbe ¥ KpOBOTOKY. BbTo mokasano (cM. riasy 145), 4o
rpUOOBUIHBIN MUKO3 SIBJII€TCS HEOIUIACTHYECKHM IIPO-
1[ecCOM JTMMQOHUTHOM TKaHU KOKH. AHAIN3 KJIOHAJIbHO-
CTH OIIYXO/IM Ha OCHOBE YyBCTBUTEIbHON ITOTMMEPA3HOMN
nennoit peakuuu (ITHP) moprBepaun NpHHANIEKHOCTh
OIyXO/IeBBIX K/IOHOB I'PUOOBHIHOTO MHUKO3a K aCCOIMU-
POBaHHOM C KOXKeW nHMt’pon;{Hoﬁ TKaHU, IIO0Ka3aB, 4YTO
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TABJTNLIA 25-1
Knaccudumkaums napancopuasa

1. Mapancopuas 6nsweYHbIn
A. KpynHob6nsLeyHbIi napancopuas
BapwuaHTbI: noiknnogepMmnyecKkunin, cetyatbii
B. MenkobnaLeyHbli napancopunas
BapwuaHT: gurntanbHbln fepmatos
2. [Mapancopwuas nMxeHOVAHbIN
A. Mapancopwas TMXeHOUAHbIN XpoHUYeckuin (Onuycbepra)
B. Mapancopuras nuxeHonAHbIN N OCNEHHOBUAHbIV OCTPbIN
(Myxa-TabepmaHa)

OHHU TIPOJIOJKAIOT TIePeMeIaThCA IMOCae HeoIUTacTHhde-
ckolt TpaHcOpMaIMU'? M MOTYT JlaXke Y4aCTBOBATb B pe-
AKIMAX THIEPIYBCTBUTETPHOCTH 3aMEIJICHHOTO THIIA Ha
KOHTaKTHBIE A/UIePTeHbL."> DTU TaHHbIE TOBOPSAT O TOM, YTO
IpUOOBU/THBII MUKO3 SIBISIETCSI HEKOXKHOT TMM(OMOiT per
Se, a CKopee )'II/IM(l)OMOI;I, ACCOLIMMPOBAHHON C KOXKEN JIMM-
(onaHOI TKAaHU, TO €CTh 3/I0KaYeCTBEHHOCTHIO T-K/IeTod-
HOTO KPyroo60poTa, a He KaKOi-TO OLHOI1 CIIeliduuecko
TKaHHU. [lepeMelrieHIe OyX0/IeBbIX KJIETOK IPUOOBHIHOTO
MHKO3a ObIIO OTMEYEHO NaKe Y MAIUEHTOB C OYeHb paH-
Hell cTajiuelt 3a60/1eBaHUsA, IPH KOTOPOIT OYaTH 110 KJIHHU-
YeCKHM IIPOSIBICHHUSM COBIIANAIM C KPYIHOOIAIIIEYHBIM
naparcopuasom.'>* TI0aToMy MOXXHO YTBEpPXKAaTh, 4TO 10
KpaiiHeil Mepe B HEKOTOPBIX CIy4astx KPYIHOO/IAIIYHBII
IHaparicopyas sBJseTCsl MOHOKIOHA/IbHOI ITpoyidepariuert
KJIeTOK IMM(OHUIHOI TKaHU KOXKH, KOTOPbIe 00/1aIaloT CII0-
COOHOCTBIO MePeMeIIaThC MEKLY KOXKell 1 BHEKOXKHBIMH
30HAMI.

B monb3y 3TOrO MHEHHSA TOBOPUT TaK)Ke HaaWdHe
CTPYKTYPHBIX U KOJMYECTBEHHBIX XPOMOCOMHBIX aHOMa-
JIMI B MOHOHYKJIEAPHBIX KJIETKaX MeprudeprIecKoii KpOBU
HAIMIEHTOB C KPYIHOO/IAIIEYHbIM Haparcopuasom.” Ilo-
atomy KBIIIT moxeT cuurarbcs 3aboneBaHMeM A06poO-
Ka4eCTBEHHOI 30HBI TPHOOBUIHOTO MMKO33, Ha IMPOTH-
BOIIOJIOXKHOH CTOPOHE KOTOPOrO I'PHOOBHUAHBIIL MHKO3
TpaHchOPMUPYETCS B 3KCTPEMAIBHO 3/10Ka4eCTBEHHBII
BAPUAHT — KPYIHOKIETOUHYIO uMpomy. OIHAKO yTBep-
XKJIEHHE O TOM, YTO 3THU 3a00JIeBaHUs IPUHAJIEKAT K Off-
HOMY U TOMY K€ TIaTOJIOTHYECKOMY CIIEKTPY, ellle He O3Ha-
YaeT, YTO OHU ABJIAIOTCA OHOTOTMYeCKH 9KBHBAICHTHBIMU.
CMeIIUBATh 3TH COCTOSHUS I10J] TEPMUHOM «I'PUOOBU/IHBII
MHKO3», 03Ha4a/I0 ObI HTHOPHPOBATD MX XapPaKTePHbIE K/TH-
HHKO-TIaTO/IOTMYECKUEe IPU3HAKH, KOTOPBIE, BEPOSITHO, 00-
YC/IOB/ICHBI TEHETUYECKUMU 1/ VI STTUTeHe THICCKIMHU Pas-
JIMYUAMH, TAKUMU KaK COMaTHYeCKHe MyTalluy reHa p53,
HaOJTIOffAtoNITIecs B HEKOTOPBIX C/Ty4asaX KPYITHOK/IeTOYHOI
Tparcopmarun rpuboBIIHOrO MHK03a. ¢ Hekotopsre
U3 TaKUX Pas/IHINIL, BEPOSTHO, 1 OTTPAHMIMBAIOT 3TH Xa-
paKTepHbIE C KIMHUKO-IATOJIOTUYECKOI TOUKY 3PEHHsI 3a-
6oseBaHuMs PyT OT Apyra. [IpOMCXOINT 9TO JUCKPETHO, T10
QHAJIOTHHU C MOC/IeIOBATEeIbHBIM HAKOIUICHHEM COMaTHYe-
CKUX MYTALIUiT IPH paKe 000[J0IHON KUIIKH, IT0 Mepe TOro
KaK KJIeTKH SMUTE/Hs TPAHCHOPMUPYIOTCS M3 HOPMAJIbHBIX
B THIIEPIUIACTHYECKHE, 3aTeM B CTAUU KapIUHOMBI i1l situ,
MHBA3MBHOI M METACTATHYECKO KapIIMHOMBL. >

O6bennHsIoNIeit YepTolt 1151 3a60/IeBAHMI IPYIIIIbI IT1a-
parcopuasa ABJIAeTCA TO, YTO BCE OHH MPEICTAB/IAIOT CO-
60it koxHble T-kiaerounsle numdonpomudepaTusHbie

B3anmocBA3b KNOHaNbHOro AepmaTuTa
c rpu6oBuAHbIM MUKosom (MF)

PucyHoK 25-1 B3anmocBA3b KJIOHaNbHOrO fepmatu-
Ta c rpmboBugHbIM Mukozom (MF — mycosis fungoides)
N PasnnMYHbIMM TUMAMW XPOHMYecKoro gepmatumTa. CooT-
HOLIeHMe KaXXJoW HO30/I0rMYeckon eAnHMLbI, KOoTopas
npeactaBnseT cobON KNOHanbHbIA AepmMaTuT, ¢ rpubo-
BUAHBIM MVKO30M PasfiIMYyHO NpU Kax<aoM 3aboneBaHuu.
FM =follicular mucinosis (ponanKynapHbIi MyunHO3);
LPP — large-plaque parapsoriasis (KpynHoGnsLeYHbIN
napancopuas); NCSD =non-specific chronic spongiotic
dermatitis (Hecneyndryecknii XPOHNYECKUIN CMOHTMOTHU-
yeckun gepmatuT); PE=primary erythroderma (nepsuyHas
sputpoaepmms).

paccrpoiicta. Bpio MOKasaHo, 9TO KPYHMHOOIAIIETHBIIT
napamncopuas,'>?'* mMenko6IAIIeYHbII Taparncopuas,**?
JIMXEHOUHBI mapancopnas®® = u muMbomaTonaHbII
namysie3”>° Bo MHOI'MX C/Iyd4asx sBJIAIOTCS MOHOKJIO-
Ha/IbHBIMU HapylleHUsAMU.® Takue B3aUMOCBS3H IIPENIIO-
J1araiot, uto mporpeccuposanue KBIIIT yepes pasmnaHbie
CTaiuy rPUOOBHIHOTO MUKO3a COITPOBOXK/IAETCS TOBbIIIIE-
HHeM IPaiieHTa IJIOTHOCTH IOMUHAHTHOTO T-K/IeTOYHOTO
K/IOHA B Pe3y/IbTaTe MYTALHIL, KOTOPbIE CIIOCOOCTBYIOT aB-
TOHOMHOMY POCTY KJIOHa HeOIUIACTHYecKHX T-KIeTok.”’
HNuTepecHOo, 4T0 KIeTKU T-K/IeTOYHBIX KIOHOB 9acTO 06-
HapY’)KUBAIOTCS Y TIAIIMEHTOB C KPYIHOO/IAIIEIHBIM T1apa-
[ICOPHA30M/PaHHUMH CTAUIMU IPUOOBHAHOTO MUK0O3a*
1 MeTKOO/ISIIEYHBIM [Tapancopuasom,’*® aro omsaTe-Taku
HOATBEPKAAET CUCTEMHYIO IIPUPOLY, TO €CTh IIPOHCXOXK]Ie-
HHE U3 aCCOLMMPOBAHHOMN C KOXKeil TMMGOUTHON TKaHU
9THX «IIEPBUYHO» KOXKHBIX 3a00/IeBAHMUIL.

Hanudane TOMHHAHTHOJN KIOHA/IBHOCTH, KOTOPAs Ha-
GmrofaeTcst mpy 3a00/IEBAHUAX TIPYIIIBI MAparcopuasa,
(O/MKY/IIPHOM MYLHHO3e, IEKEeTOUJHOM PETHKY-
Jlese ¥ HeKOTOPBIX IPYTUX 3a60/I€BAHMSAX HE TOXXIECTBEH-
HBIX KJIMHIYIECKOH 370KadecTBeHHOCTH. Ha camom mere,
y OOJIBIINHCTBA MAIIMEHTOB 9TU 3a00/ICBAHUS IIPOTEKAIOT
106POKAYECTBEHHO M B HEKOTOPBIX CIYYasiX MOTHOCTHIO
pasperatorcsi. Kpome Toro, apyrue THIBI XpOHHYECKUX



KOXXHBIX T-K/IeTOUHBIX MHUIBTPATOB HHOT/IA IEMOHCTPHU-
PYIOT JTOMHHAHTHYIO KJIOHA/JIbHOCTD, B TOM YHC/Ie epPBUY-
Hast (MOMOTIAaTHYECKas!) dPUTPOEPMUS U Hecmerudude-
CKHI XpPOHUYECKUI CIOHTMOTUYECKUH JepMaTuT. Bee aTo
[QJI0 TIOBOJ K BOSHUKHOBEHHIO KOHICIIINH KJIOHA/IBHOTO
mepmatuta,'** KOTOpBIl BHAYa/Ie OMUCHIBAIN KaK HecIe-
UUIECKUTT XPOHUIECKUIT CIIOHTHOTHYIECKHIl JepMa-
THT, HO TIO3Ke 9TO MOHATHE OBUIO PACIIMPEHO U Telepb
OHO BKJIIOYAET TAK)Ke Apyrue HenM(OMaTo3HbIe KOKHBIE
T-kmeTouHbIe HHWIBTPATHI, KOTOPBIE COEPIKAT CKPBITHIE
MOHOK/IOHa/IbHbIE T-K/IeTOYHbIe TTOMY/IAIHH. BhUIO HieH-
THQUINPOBAHO HECKOIBKO CTyYaeB KIOHAIBHOTO JiepMa-
THUTA, IPHYEM HEKOTOPBIE M3 HUX PasBIINCh B TPUOOBU]-
HBII MKK03.'#?"* MpI mpepmonaraem, 4To ISl KaXKI0TO
3a00/TeBaHNA C MTOTEHIINAIOM IIPOTPECCHPOBAHUSA B TPHU-
OOBHIHBII MUKO3, OCHOBHOI PUCK IIPEACTABIISET OO0 Ta
MIOATPYIIIA, B KOTOPOIT HAOIIONAETCS KIOHA/IBHBIN JepMa-
THT, IIOCKOJIbKY HMEHHO 37IeCh y>Ke HauaJI0Ch HapYyIIeHHe
HOPMAJIbHOM PEeTyIHPOBKU.

[TpenmomaraemMas B3aMMOCBA3b MEXIY TPUOOBUIHBIM
MHKO30M, KJTOHAaTbHBIM JIPMaTHTOM U OTIeNTbHBIMU BHU-
JOaMM XPOHMYECKOTO iepMaTHUTa IOKa3aHa Ha puc. 25-1.
Ka)xnast 13 ITOKasaHHbBIX Ha PHCYHKE HO30JIOTHIECKHX e~
HHUIL COIEPXKUT B cebe PUCK PasBUTUS IPUOOBUIHOTO MU-
K03a 4epe3 MPOMEXYTOYHYIO CTYHEeHb KJIOHATBHOTO Jiep-
MaruTa. B 3T0it Mosienu rp6OBUIHBIN MUKO3 CTAHOBUTCH
061IIMM UTOTOM K/IOHA/IBHOJ 9BOJTIOLIMN HEOIUIACTUYECKIX
T-K/1eTOK, BOSHUKAOIINX U3 TIOJTMK/IOHA/IbHBIX ITOITY/ISIIIAI
B CBSI3AHHOI C KOXKei TMMQOMIHOI TKAHH, ¥ KOTOPbIE NMe-
I0TCs1 IIPH KQXKJIOM U3 9TUX Pas3/IMYHBIX 3a00/IeBaHMII-TIPe]-
IIIeCTBEHHUKOB.

BrICKa3bIBaINCh NPENIONOKEHUS O POIU PA3INd-
HBIX BUPYCOB B IIaTOreHe3e IpHOOBHAHOTO MukKo3a. Ho
HU OITHO M3 HHX /IO HACTOSIIEr0 BPEMEHN He ITOATBEPAH-
n0ock. BI'Y-8 — mocnennuil KaHAMOAT HA POIb 3TUOIOTH-
4ecKoro (pakTopa Kak Maparcopuasa, Tak 1 rpuOOBUIHOTO
MHKO33a; OJHAKO MMeIOIIHecs COOOIIeHNs TPOTUBOPeYaT
LPYT IPYTY, TAK 9TO BOIIPOC OCTAETCSI OTKPHITHIM. 0+

KOXXHbIE OYAT KPYMHOBIMALLEYHOIO MAPA-
MCOPUASBA. Ouaru KBIIIT npencrapisior co60it 0Bab-
HbIe WIH HETPABIWIBHOMN POPMBI ISITHA, THOO OYeHb TOHKIE
OISIIIK Y, 6ECCHMITTOMHBIE WIH COIIPOBOXKAAIOIIIAECS JIET-
KuM 3yoM. OHH 06BIYHO YeTKO OYEPUeHBI, HO MOTYT He-
3aMETHO IIePEXOIUTD B OKPYXKAIOIIYI0 KOXy. Pasmep BbI-
CBIMIAHUIA PA3/IMIEH, XOTS 0OBIYHO GOJIBIIIMHCTBO OY4roB
KpyIHee 5 €M, a 9aCTO UX JuaMeTp npesbitaeT 10 cm. Pas-
Mep OYaroB CTAOMIbHBII, M UX KOMMIECTBO MOXKET IIOCTe-
[IeHHO Bo3pacTaTh. O6BIYHO BBICHIIAHNS OOHAPYKUBAIOTCS
Ha HIDKHEH 9aCTH TYJIOBHUINA U CTHOATE/IbHBIX OBEPXHO-
crsax (puc. 25-2). KonedHOCTH 1 BepXHss 4acThb TYIOBHUIIA,
0COOEHHO MOJIOYHbIE JKe/Ie3bl, TAK)KE MOTYT ITOPAKATHCS.
BhICBITIaHYSI CBETIOTO KPACHO-KOPUYHEBOTO OTTEHKA, WIIH
JKe OHH JIOCOCEBO-PO30BBIE U TOKPHITH METKMMH PEIKIMHU
verryitkamu. [I0BepXHOCTD 09aroB BBIT/LIUT CJIETKa MOP-
LIIMHICTO, HAITOMHHAs HAITHPOCHYIO 6ymary. B Taknx ova-
rax HaOmoIaeTcs: pasIuyHas CTerneHb arpoduu anumep-
muca. Korpa arpodust craHoBUTCsE 0COGEHHO BHIPaXKEHHOT
(puc. 25-3), HabTIONAIOTCS TAKIKE TeIeAHTHAKTA3US 1 KPall-

PucyHok 25-2 KpynHob6nsweyHbIn napancopuas. Heuetko
OoYepyeHHble MATHUCTbIE BALIKKN Pa3fIMyHbIX Pa3MepPOB Ha
pyKe y 16-neTHel AeByLUKN.

yaras NUrMeHTanus. Takas TpUaza, COCTOALIASA U3 aTpo-
(bum, KpamvyaTtoil MUrMEHTAUK U TeleaHTHIKTA3UH, U3-
BECTHA II0]] TEPMUHOM NOUKUI00ePMUS UNIU NOTKUTI00ePMUS
ampoguueckas 6ackyASPHAS K MOXKET HaOMONATHCS U IIPH
npyrux 3aboeBanusx (6710k 25-1).

TepmuH ceTaaTslit WIK permudopmHbLii napancopuas oT-
HocuTcs K peakomy BapuanTy KBIIII, koTopslit mpossis-
eTCsl OOUIMPHBIMH, TOXOKMMHU Ha CETKY HJ/IU IIOIOCHI BbI-
CBIIIAHMSIMU B BUJIE LIIE/TYIIALIMXCS MTEH ¥ [aIyJT, THOT/A
MpUOOPETAIONINX BUL IIOMKWIONEPMHUH (puc. 25-4).

MenKoO/IsIIIIeYHbIIT TTapaicopuas, Kak MpaBuiIo, pas-
BHBAETCSl B BHJE OKPYIVIBIX WIM OBJIbHBIX PaspO3HEH-
HBIX TIATEH WIK OYeHb TOHKUX OJISAIIEK, [IABHBIM 00pa-
30M, Ha Tynosuille (puc. 25-5). Ouaru JuaMeTpoM MeHee
5 cM, B GOJIBILIMHCTBE CIy4aeB 6€CCUMITOMHBI M TOKPBITHI
MEJIKMMH, YMEPEHHO IUIOTHbIMH dertyiikamu. Ob1iee co-
CTOSIHHE TallMeHTa OOBIYHO He M3MEHEHO. XapaKTepPHBIM
BAPHAHTOM SIBJISIETCS OUeUMANbHYIL Oepmamo3® ¢ odaramu
B (hopMe majIbIIeB SKeITOBATOTO MIIH SKE/ITOBATO-KOPHYHE-
BOTO OTTeHKa (puc. 25-6).

BbIchImanus pacronoXeHbl BIOIb KOKHBIX IMHMUIT, @ HX
BHEIIHMII BUJ] HAIOMMHAET OTIIEYATKH IIaJIbIIEB, OCTAB-
IIMecs Ha KOXKe [0C/Ie CHIBHOTO HafiaBiuBaHus. JiuHa
[IPOJIO/IBHOI OCH 3THX 0YaroB HEpPeaKO MPEBBIIIACT 5 CM.
TepMUH XpOHUYECKUIT TOBEPXHOCTHBII JIEPMATUT SBJIS-
ercsa cunonuMoM MBIIIT.* TTanbrieBUgHbIE O9arH JKEATO-
BAaTOIO OTTEHKA paHee HAa3bIBAIM NePCUcupyroujeil Kcam-
moapumpodepmueii.”

NABOPATOPHbIE UCC

MMCTOMATONOIMA. B panunx ouarax KBIIIT nabo-
maeTcs C1abbIil AKAHTO3 M HE3HAYMUTE/TbHBIN TUIIEpKepa-
TO3 SIIUJEPMUCA C yJaCTKaMU [TapakepaTosa. JlepMabHBbIi
suMbonnTapHbIi HHPUIBTPAT 0OBIYHO EPUBACKY/IPHBII
n puddysusiit (puc. 25-7). B mporpeccupyroiiux odarax
MIPUCYTCTBYeT MHMIBTPAT AEPMO-3IHAEPMAIBHOTO CO-
eIMHEHUS C BBIPKEHHBIM SIIUIePMOTPONU3MOM. [IHBa-
3upyromiye TUMQOIUTH MOTYT PACIIONAraThCsi IPYIIaMu
WIU TIOOIMHOYKE, MHOT/IA B aCCOLUAIIMH C JIETKUM CIIOHTUO-
3oM. Kpome Toro, 111 MOMKIWIONEPMUIECKUX 09aroB Xapak-
TepHBI aTPOoHs AMUAEPMIUCA, PACIIMPEHHBIE KPOBEHOCHbIE
cocynsl 1 MenaHodaru (puc. 25-8). IMMyHOrucTomorude-
ckoe uccienosanue mpu KBIIIT u npu rpu6oBugHOM MU-
KO3€ BBIAB/IAET CXOHYIO KapTHHY, KOTOpas BBIpaXKaeTcsl
B npeobaganuu T-KIeToIHOI nomyasauun CD4%, yactom
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BJIOK 25-1 ANOOEPEHLMATIbHAA
OAVNATHOCTUKA NOVKMNOOEPMIM

= KpynHobnAweuHbIi napancopuas

= [lepmatomnosnt

= KpacHas BofnyaHKa

= XpPOHNYECKNI pagnaLMOHHBIN fepMaTuT
= CvHppom bnyma

= CvHpgpom PotmyHaa—TomcoHa

= BpoxpeHHbIN guckepaTos

= [lUrmeHTHaA Kcepogepma

. J

nepunnre anturena CD7 u o6LUIMPHOI SMUAEPMaTbHOM
akcnpeccun HLA xmacca IT (HLA-DR) 222445748

ITpu MenkoOIAIIEYHOM Napancopuase HabIoNnaeTCs
CITIOTHHOTUYECKHI IEPMATHUT C yYaCTKAMHU 0YaroBOTO TH-
HepKepaTo3a, MapakepaTos, YeIIyiKo-KOPKH U 9K301IUTO3,
B JiepMe — C/1a0blil ITOBEPXHOCTHBIN TUM(OTHCTHOLIUTAP-
HbIIl TH(WIBTPAT U IepMajIbHbIi oTeK (puc. 25-9). Iucro-
JIOTWYecKHe TTPU3HAKK CO BPeMeHeM He MPOTPecCHpPYIOT.
VIMMyHOTHCTONOTHYECKOe MCCIeIOBAHNUE BBIAB/ACT IIpe-
MMYIIeCTBeHHO T-K/IeTOYHbI MHDUIBTPAT HOMY/ISIINH
CD4* ¢ HecrieruIeCKMMU IPU3HAKAMHE, KOTOPBIE BCTPe-
YAIOTCsI [P Pa3/THIHBIX THIIAX IEPMATHTOB. "

NVATHO3 N INDDEPE

NINATHOCTUKA

KpymnHOoO/sIIIeYHBbLT Tapacopuas OTINIAeTCs OT MeJIKO-
O/AIIeYHOr0 OONBIIMMY pa3MepPaMH BBICBIIIAHHIA, ACCU-
METPUYHBIM pPacIpeie/ieHHeM U HelpPaBIIbHON (HOpMOil
04YaroB, KOTOpPbIE He CTO/Ib Pa3pO3HEHBI M YaCTO XapaKTe-
pusytorca norikutonepmuett. KbIII no kmMHMYecKuM U ru-
CTOMATOIOTHYECKHUM ITPU3HAKaM MOJKET He OTIMYAThCA OT
rpuOOBHUIHOTO MHUKO3a B CTaauH msiTHa. Ho Kak KpymHOO/IS-
LII€YHBII, TAK ¥ MEIKOO/ISIIIICTHBIIT [TAPATICOPUa3 HETPYIHO
nuddepeniuposars ¢ 601ee MO3THUMU HHDWIBTPUPO-
BaHHBIMU OJIANIKAMHU TPUOOBUTHOTO MHUKO3a, IIOCKOJIbKY
OYary Iaparcopuasa, Mo onpee/cHNIO, He TOMIIe MATEH
WINA e MPEICTaB/IAI0T COO0I KpailHe TOHKUE OJAIIKH.
Jleno B ToM, 4TO (paHIY3CKOMY TePMHHY «plaque», KO-
TOPBIi1 B Ha3BAHUH [Iaparicopuasa MepeBOJUTC KaK «O7isi-
ule4HblTi», TOJDKHO COOTBETCTBOBATD C/IOBO, 0003HAYAIOIIee
IUIOCKUIT, JIMIIICHHBII YIVIOTHEHUS WIH Ta/IbIINPYIOIIeHCs
undunprpanun ovar*® (B aHIIOA3BIYHON JIHTEpaType
9KBHBAJIEHTOM 3TOTO TEPMUHA SIBJSICTCS CIOBO «patchy,
KOTOpoe U 0603HaYaeT Takoe MATHO-0/AIIKY). Hecroco6-
HOCTb YCTAHOBUTD 3TO Ba)KHOE OTINYME U IIPUBEJIA K 3Ha-
YUTEIbHOM IIyTAHUIE U HENPABUILHOMY YIIOTpPe6/IeHHIO
TEPMHUHOB KPyNHOONSULeUHbITI U MeNKOOA e HDL napa-
ncopuas. bonee paBWIbHBIM 0003HaYeHHeM ObIIO ObI
KPYIMHOIIATHUCTBIN U MeTKOIIATHHUCTBIN ITapaIiCoOpHas WK
NAMHUCMO-ONTUIeUHDLT KPYRHBLTL T NSMHUCTO-ONSTUe Y HbL i
MenKutl napancopuas.

Crenens pasrpanudenus KBIIII u panneit craguu rpu-
6OBUTHOTO MUKO3a 3aBHCHUT B IIEPBYIO 04epelb OT THCTO-
MAaTOJIOTMYECKUX KPUTEPUEB, KOTOPBIE HCIIONb3YIOTCS I

PucyHok 25-3 KpynHob6nAweuHbii napancopuas. Monkn-
nofepMUYECKnIi BapuaHT.

PucyHok25-4 KpynHobndAweyHbIi napancopuas. CetuaTbin
BapuaHT.

YCTaHOBJIEHHs IMarHO3a IPHOOBUIHOrO MHK03a. K coxa-
JIEHUIO, YHUBEPCA/IbHO IIPU3HAHHBIX MUHUMA/IbHBIX KPU-
TepHeB IMATHOCTUKU I'PHOOBUIHOTO MUKO3a HET, OHAKO



PucyHok 25-5 MenkobnaweyHbiin napancopuas. He6osb-
LiVe pa3pO3HEHHbIE NATHUCTbIE ONALIKM AUAaMETPOM MeHee
5cm.

PucyHOK 25-6 MenkobnslueyHblil napancopuas. BapuaHt
AVTUTaNbHOro Aepmatosa. XapaKkTepHble, HanoMuHaloLwmne
oTnevyaTKy nanbLeB NATHUCTbIE GALWKN Ha GOKOBbIX yYacT-
Kax Tynosuwa. CnegyeT NOMHUTb, YTO AJIMHA NX YacTo npe-
BblLIAeT 5 CM.

B Tab/mIe 25-2 mpefcTaBieH HAbOp KpUTepPHeB, IPeIO-
JKEHHBIX MeXIyHApOJHBIM OOIIEeCTBOM H3YYECHHs KOX-
Hoit uMdombL.> TIpuBeIeHHbII aITOPUTM OCHOBAH HA
KOMIUIEKCHOM ydeTe KIMHUYECKUX M TMCTOIATONOTHYE-
CKUX [IPU3HAKOB, & TAK)Ke JAHHBIX 0 KJIOHaIbHOCTH. OH Cy-

PucyHoK 25-7 KpynHobnALeyHbli napancopras. HeaHauw-
TeNbHbIN MMNepKepaTos 1 oyary napakepaTosa B nvaepmu-
Ce C yMepeHHO MIOTHbIM MOBEPXHOCTHLIM NepuBaCcKyAp-
HbIM HUNbTPaTOM. JTuMdounaHble KNeTkn B 60NbLINHCTBE
Hebonbluve, TMMGOLMTLI B HOPME, OTMEYAIoTCA oYary Mo-
HOKJIETOYHOTO 3nuAaepmoTponu3ma (c paspeweHuna Helmut
Kerl).

PucyHok 25-8 KpynHobnaALeyHbli napancopuas. ATpodu-
yeckunit BapuaHT. CKyAHbI MOBEPXHOCTHbIN NMMGOUIHbIN
NHGUNBTPAT €O cNabo BbIpaXKeHHbIM SNULEPMOTPOMM3MOM
1 3NaepMasbHoON aTpoduei.

IIeCTBEHHO OT/INYAETCS OT MHOTOUHMC/IEHHBIX ITPEIBIAYIIINX
IOIIXOMIOB, TIOCKOJIBbKY HCXOHUT He TOIbKO U3 THCTOIATO/IO-
THYeCKHX XapaKTepHCTHK.” VICX0msa M3 IpeIIonoxeHus,
YTO TUCTONATOJIOTHYECKOE MCCIEOBAaHUE He BBIABIACT
IIPU3HAKOB, KOTOPBIE MOTYT OBIT IMATHOCTHYECKHMH IS
HEKOTOPBIX APYTUX NE€PMATO30B, ITU KPUTEPUU ITO3BOIAIOT
160 K1accuUIMPOBaTh OYark KaK rPUOOBUIHBII MUKO3
B CTa[MH IATHA, MO0 YCTAHOBUTD OTCYTCTBHE IPUOOBU]-
HOTO MHUK03a B 9THX 04arax. B MpaKTH4eCKHUX Lie/IAX KIHHH-
4eCKOTO BeJleHHA GO/IBbHBIX, IMarHO3 ITPHOOBUHBII MUKO3
CYMTAETCHA YCTAHOBJICHHBIM Y TeX IaI[HeHTOB, Y KOTOPBIX
KIMHUYEeCKHe IPUSHAKY IISTeH/O/IsIIIeK OlleHUBAIOTCS B 4
6as1a u Bbine. O4eBUHO, YTO YeM Gosiee TMbepaTbHBIMU
ABJIAIOTCA KPUTEPUH, TeM OOJIbILIe CTyYaeB MOKHO CUUTATh
CJly4asMU rpHOOBUAHOr0 MUK03a. OIHAKO BCer/a HAMLy TCs
CJIy4au, He yJJOB/IeTBOPSIONIHe HH OHOMY U3 crierudude-
CKMX HaOOPOB KPHUTEPUEB, U TOIJd TEPMUH «KPYIHOOISI-
LIIeYHBII [ApaIicopHas» OyleT yLOOHBIM, IOCKOIbKY 9TO
HOMOJKET OIIPENIe/IUTh TAKTHKY JIeYeHUS U IIOCTeNYIOINIL
KOHTPOJIb C IIOHUMAHUEM, YTO PUCK CMEPTH OT TUM(POMBI
B JJAHHOM CJIy4ae BecbMa HeBeIHK.
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PucyHoK 25-9 Menkob6nAweyHblii napancopuas. lNoeepx-
HOCTHbI NepuBaCKyNAPHbIA NUMPOUAHBIA UHPUNBTPAT,
He3HauuTesbHbIN CMOHIO3, NapakepaTo3 U yyacTKu ue-
LUIYNKOKOPOK.

Kimmangeckuit n/wm rucromaronorudeckuit gudde-
PeHIMA/IbHbII AMarHO3 KPYIHOOJIAILIEYHOTO I[aparco-
pHasa BKJIIOYAET TAK)Ke COCYAUCThIE KOJUTATEHO3bI U IeHO-
1epMAaTO3bI C IPU3HAKAMH TTOMKHMIOEPMHUH, TNXEHOUTHbIE
MeMKaMeHTO3HbIe PeaKIINK, BTOPUIHBIN CH(UIIC, XPO-
HUYECKHIT PafiHoIepMaTHT ¥ MHOTIJA HEKOTOpPbIE Ipyrue
3a00/1eBaHuUsI, [IepedrcieHHble B Ooke 25-2. OOBIYHO UX
MOXHO [uddepeHINpOBaTh, UCXOAA U3 IMPHUCYLUX MM
KIMHUYECKHUX TIPU3HAKOB. [McTomaromorudeckuit nudde-
PeHIMa/IbHBII IMArHO3 9THX 3a00/IeBaHMIT paccMaTpUBa-
eTCsl B AUCKYCCHH 110 [IOBOMY TICeBIOKAPTHHBI TPHOOBH]-
HOTO MUKO3a B IJIaBe 146.

Cpenu npyrux ¢popM Haparcoprasa BbIAE/AETCS MEJIKO-
OIIAIIIETHBII TICOPHA3, KOT/Ia OH IIPEICTAB/ICH XapaKTePHOI
KapPTHHOJ TUTUTAIBHOTO JEPMATO3a C 04araMu, Pacroso-
YKEHHBIMH Ha TY/IOBHILIE U HIYILIMMH TaPA/UTeNIBHO KOKHBIM

TABJINLIA 25-2

muuuAM. OtgenbHble odyard MBIIIT MoryT uMeTbh HEKOTO-
poe IOBEPXHOCTHOE CXONCTBO C TMXEHOUIHBIM XPOHHYE-
ckuM napancopuasom. MBITIT ormyaercs ot ncopuasa oT-
CyTCTBHEM Ipu3HaKa Aycrmia (cM. r1aBy 18), CIIOISHBIX
YEIIYyeK, TOYE€IHbIX yT}IyG}IeHI/Iﬁ Ha HOTTEBBIX IUIACTHHKAX
U TUIIMYHBIX ICOPHATUYECKHUX 09aroB Ha BOJIOCUCTOM YaCTU
KOYKU F'OJIOBBL, JIOKTSIX U KOJIeHAX. [McTomorndecku ot auxe-
HOUJIHOTO XPOHUYECKOT'0 [TapaIicopuasa, Icopuasa 1 HeKo-
TOPBIX JPYTHX, IePEIUCIEHHBIX B O/10Ke 25-2 3a60/IeBaHMIA,
€r0 OTIMYAET JIETKUI CIIOHTMOTHYECKHUI JEPMATUT U OT-
CYTCTBHE OCTA/IbHBIX XapaKTEPHbBIX ITPU3HAKOB. Knmnnanye-
CKHe NIPU3HAKY TAKKe BaXKHBI, B YACTHOCTH, MaTEPUHCKAs
61A111Ka TIPY PO30BOM JIHIIIAe ¥ MAIy/T0BE3UKY/Ie3HbIE MO-
HETOBHUJIHbIE IIATHA HA HIDKHUX KOHEUHOCTAX IIPU HYMY-
JISIPHOM (MOHETOBHIHOM) JIePMAaTHUTE.

MHorma mpy 0cMOTpe HAallUeHTOB ¢ TPUOOBUIHBIM MHU-
KO30M 0OHapY>KMBAIOT HeOOJbIIINE 110 padMepaM OJIAIIKH,
OIHAKO 3TH OYard MOTYT MMeTb TUIIMYHbIe I'MCTOIATO-
JIOTUYeCKHe IPU3HAKU, KaK MUHHMMYM, COOTBETCTBYIO-
111e rpUOOBUIHOMY MUKO3Y, IIPH 9TOM OHH OOBIYHO acco-
LUNPYIOTCs ¢ 60jIee KPYIMHBIMU K/IACCHYeCKUMU O4araMu
rpUOOBHUIHOTO MUKO3a Ha PYTUX YYacTKax Tead. B Takmx
oJarax MOTYT TaK>Xe Ha6}IIOHaTI)CH IIpU3HAKN TOUKUIO-
IepMHUH, He XapaKTepHbIe JUI MEIKOOIAIICYHOro Iapa-
ncopuasa. bosee Toro, HaJ4Me IOTHOCTBIO PA3BUBILIUXCS
HeOO/IBIINX, HO YMEPEHHO-TOJICTBIX H/IM TOJICTBIX OJISAIIIEK
Y HEKOTOPBIX MAI[MEHTOB ¢ IPUOOBUIHBIM MHKO30M HeCO-
BMECTHMO C IHAarHO30M MEJIKOO/IAIIEIHOTO IICOPHasa, M0-
CKOJIBKY 151 IIOC/IEIHEr0 3a00/1eBaHMsI XaPaKTEPHBI TOIBKO
O4Yary He TOJIII[E IIATHA WIK OYeHb TOHKHE O/IAIIKY. BaxkHo
TAaK)Ke 3HATh, YTO YACTHYHO H3JICYCHHBIC OYard rpubo-
BU/IHOTO MUKO3a WM UX PaHHHME PELUIUBBI MOTYT UMETh
TOJIPKO Hecrelidnieckue IMpUsHaKky, KOTOPbIE He CIeyeT
IIPUHKUMATD 33 CBUJIETEILCTBO IIATOT€HETUYECKOM CBA3U Ta-
KHX 0YaroB ¢ Me/TKOO/IAIIeYHBIM T1aparicopHasoM MU Ka-
KUM-/IMOO IPYTHM JIEPMATO30M.

ANropuTM UarHOCTUKMN MNATHUCTO-6MsLLIEYHON CTaguN rpnboBNAHOro MUKO3a (BOMKHO 6bITb 4 6anna)

MapameTtpbl

KnuHnueckne:
Mepcuctupyiolme, NporpeccupyoLme NATHa 1 6AAWKN +
PacnonoxeHune B MecTax, 3aKpbITbiX OT COSTHEYUHbIX Syyeit
Bapuauwnu B paamepe 1 oyepTaHMAX 04aros
Monkmnnogepmuns

lmcTtonatonornyeckme:
MoBEPXHOCTHbIN AepMasbHbIN T-KNeTOYHbIN UHGUNBTPAT
SnuaepmoTponmn3m
ATunnyHble Aapa

MmmyHonaTonoruyeckume:
CD2, CD3, nnn CD5 <50%
CD7 <10%
dnuaepmasnbHO-AepMalbHasA AUCKOPAAHTHOCTb

MonekynsapHo-6ronoruyeckue
[loMrHaHTHaA T-KneToyHaa KNoHanbHOCTb

2 6anna 16ann

[Ba nobbix NpusHaka  OfuH Noboin NpusHak

O6a Wnwu/vunn

OTcyTcTBYeT OpViH 13 MpU3HaKoB

OtcyTcTBYyeT NmeeTca

MprmeyaHme: SNAEePMOTPONI3M NpeanonaraeT OTCYyTCTBUE BbIPaXXeHHOrO CMOHI1o3a (BHyTpUanuaepmManbHble IMMPOVHbIE KNeTKY,
ACCOLMMPOBAHHbIE CO CMOHIMMO30M, 0603HAYaOTCA TEPMUHOM «3K30LMTO3», @ HE «3MUAEPMOTPONMU3MY). IUCKOPAAHTHOCTL O3HAaYaeT
pasHuLY B SKCMPeCcUn aHTUreHa B SNuaepMimce 1 B lepMe B MPOTHBOMONIOXKHOCTb O6LLe SKCNPeCccum B LeNoCcTHOM obpasLie buoncuu.
M3 Pimpinelli N et al: Defining early mycosis fungoides. J Am Acad Dermatol 53:1053, 2005 (c pa3peLueHus).



BJIOK 25-2 ANOOEPEHLUMANIBHAA
ANATHOCTUKA KPYMHOBNIALLEYHOIO
(KeMm) U MENKOBMALLEYHOTO
MAPATNCOPUA3A (MBIN)

Hau6onee seposmHvbie 3a60n1eeaHus
= KbMn
= [lepmaToduUTHA rMagKomn Koxm
= brnaweyHaa ¢opma ncopuasa
= KOHTaKTHbIN fepmaTtut
= [lofocTpas KoXHaa KpacHaa BOMYaHKa
= MBMMN
= HymynapHbIn gepmatut (HymynapHasa sK3ema)
= Po30BbIV NnLWwan
= BnAweyHbIn 1 KanneBuAHbIN Ncopras
= [rmeHTHblE Nypnypo3Hble fepMaTo3bl (BacKy-
NNTbI)
= XPOHNYECKMI IMXEHOUAHbIN Napancopras

Bo3mosHble 3a6o/1eeaHusA
= KBMM
= Kcepotuueckuin pepmatunT (Cyxaa acteatoTmye-
CKas 3K3ema)
= ATONUYecKnn gepmatut
= [lepmatommnosnt
= Tokcrpaepmua meariKkaMeHTO3Has
= dpuTema ANCXpPoMMYecKasn NnepcrucTmpyioLas
= [lrmeHTHblE Nyprnypo3Hble iepMaTo3bl
= OrpaHunyeHHas cknepopepmua (HavanbHasA BOC-
nanuTenbHaa CTagna)
= Atpodopepmua MasnHu-MbeprHmn
= dpuTema KonbLieBMAHAsA LeHTpobexXHas
= KpacHbln BONOCAHOW NnLuan
= [eHOoZepMaTO3bl C NOVKUIOAEPMUEN
= XpOHUYECKNin pagnaLMoHHbIA AepmaTuT
= MBI
= PasHouBeTHbIV (OTPy6eBUAHbIN) NMLLal
= CebopeliHblil fepmaTuT
= ToKkcmpgepmMusa MeanKamMeHTO3Hasa

Bce20a cnedyem uckmo4amo
= KB

= [P1OOBUAHBIV MKO3
= MBI

= [P1OOBUAHBIV MKO3

= BTOpunyHbIN cudumnmc

KpynHOO/sIIIeYHbI apancopuas MOXeET COYeTaThCs
¢ npyrumu GopMaMu Maparcopuasa U MaHH(eCTHBIMH
KOXXHBIMH JTHM(}OMAaMH, KaK y>Ke YKasbIBaJOCh B APY-
TUX pasfie/iax 9Toi IIaBbl. [Ipy KPYIHOOIAIIIEYHOM ¥ IPU
MeIKOO/ISIIIIEYHOM [TapaIicopyuase B MECTax PacIecoB MOTYT
PasBUTHCS YIaCTKH BTOPHIHOM UMITETUTHU3AIMN.

NMPOrHO3 U KNNHWUYE

Kak KpynmHOO/IAIIeYHbIi, TAK ¥ MEIKOO/ISIICYHBII Tapa-
IICOPHMA3 MOTYT JUIUTBCS OT HECKOJIbKUX JIET JI0 JeCsTIIe-
THI1 C He3HAYUTETbHBIMU M3MEHEHUSAMHU B KJIMHUYIECKOI
U TUCTONaTonoruyeckoi kaprune. ITpumepno 10-30%
C/Iy4aeB KPYIMHOO/SIIIEYHOTO TTApaIicoprasa pasBUBAIOTCS
B MaHU(ECTHBII TPHOOBUIHBIIH MUKO3.>*>>* B aTOM CMBICTE
KPYIHOOJIAIICYHBI T1apaIicopyas MpeNCcTaB/sieT co6oi
3aboJeBaHMe KIMHUYECKH JOOPOKaYeCTBEHHOIO yYacTKa
CIEKTpa IPUOOBUIHOTO MUK03a, KOTOPOe TpaHCchOpMUPY-
€TCsl B KPYITHOK/IETOYHYIO TMM(OMY Ha IIPOTHBOIIONOKHOM
y9acTKe CIeKTpa. PeKuit ceT4aThlil BAPUAHT KPYITHOO/IS-
IIeYHOTO TTaparcoprasa MOYTH BO BCeX CTydasx Mporpec-
cupyet B MaHU(eCTHBII TPHOOBUIHBII MUKO3.?

B omriune 0T KpyIHOO/IAIIIEYHOTO aparicopuasa ¢ ero
HOTEHL[UAIOM 3/I0KaUYeCTBEHHOCTH, MEJIKOOIAIIEeYHBII
Haparcopuas, 1o OIbITY OOJIBIINHCTBA IKCIEPTOB, Mpel-
crasysieT co60il T06pOKaueCTBEHHBII HpoIiecc. Y Manu-
€HTOB C 9TUM 3a60/IeBaHIeM IIOYTH BCEr/ia Pa3BUBAIOTCA
BBIpa)KeHHbIe KIMHWIECKHE MIPOSIBICHUSI TPUOOBUIHOTO
Mmuko3a.!"*%3% HecmoTpst Ha 9TOT (pakT U Ha Hecrenndu-
YecKye, 10 MHEHHIO GOJIBLIMHCTBA MCC/IeIoBaTeel, T1-
CTOMATOJIOTHYEeCKHE XapaKTePUCTHKHU, HEKOTOPbIE aBTOPBI
BCe-TaKM MPEeANIOYNTAIOT MIPUYUCIATh METKOOIAIIICYHBIH
[Iaparcopuas K CleKTpy rpUOOBHUIHOTO MUKO3a B KadecTBe
OYeHb PaHHETO0, He IPOTPECCHPYIOIEro BapuanTa.”™” 1o
BOIIPOC SABJISIETCS IIPEAMETOM MOCTOAHHBIX JUCKyccuit.” "

B HEKOTOPBIX MCC/IEOBAHUAX COOOIIAETCA O TIPOrpec-
cupoBanuu u repexone MBI B rpr60BUIHBII MUKO3 C Ya-
cToTOoit 0K0JI0 10%, XOTSI aBTOPBI ATHX PabOT, BULUMO, HC-
TI0/Tb30Ba/IN HHBIE, HeXKe/TN MPeNICTaBIeHHbIC B HACTOAIIIEH
/1aBe, JMarHOCTHYECKHe KPUTePUH.> >

[TanneHTOB ¢ MEIKOO/SIIEYHBIM NTAPATICOPUAZOM CIIELYeT
YCIIOKOHTbD, 1 OHM MOTYT OTKa3aThCsl OT Tepanui. [ jte-
YEHHUsI MO>)KHO Ha3HAYUTh IMOJICHTBI, MECTHBIE IPeIapaThl
IerTsi, MeCTHbIE KOPTHKOCTEPOHIBI 1/ POTOTEPAIIHIO Y3-
KOIO/IOCHBIM ysrpaduoneroM b (6110k 25-3).” OtBeT Ha Te-
Ppartiio MoXkeT ObITh Pas/IMIHBIM. BHawa/Ie [TalieHToB ClefyeT
06c1e0BaTh KaXkiple 3—6 MeCsILIeB, a 3aTeM, JULS TOTO, YTO0bI
y6enuThCs B CTaOMIBHOM XapaKTepe IIPOoIecca, KayXKIbIil rOft.

ITpu KpynHOO/IAIIIETHOM ITaparcopuase Tpebyercs 60-
JTlee MHTEHCUBHAS TEPAIHs CHIbHOACHCTBYIOIIMMHU MeCT-
HBIMH KOPTHKOCTEPOHaMH € GOTOTEpAIIHEIl, B YaCTHOCTH,
IINPOKOIIONOCHBIM yibrpaduoneToM B, y3komomocHbM
ynsrpaduoseToM b win ncopaneHoM U ynsTpaduoIeToM
A (ITYBA). Llens Tepanuu — monaBuTh 3ab0jIeBaHME U IO~
MeIIIaTh er0 BO3MOKHOI TpaHC(OpMALNK B MaHU(ECTHBII
rpUOOBUAHBIN MUKO3. [IpUMEHSINCh HHBIE METOMBI JIede-
HMSI, B YACTHOCTH MECTHO a30THUCTBII HIIPUT IPH ITONKHIIO-
nepMudecKoM BapuanTe. OrpaHUYeHHbIE BBICHIITAHHS MOTYT
OTBEYaTh Ha TEPAIMIO SKCUMEPHBIM /azepoM (308 Hm).*Oo!
Jl/1s1 paHHETO BBISIB/ICHHSI IPOTPECCHPOBAHYIS 3a00/ICBaHUS
HaIeHTa He0OXOMUMO 00C/IeOBaTh KaXKIble TPU MeCsIIa,
3aTeM Ka)K[IbIe IIIeCTh MeCsILIeB U Ka Kbl rofl. CIenyeT BbI-
IOJTHATD TOBTOPHbIE OHOIICHH MTOJ03PUTETbHbBIX 0YAroB.
B ciydasx, KOTOpble COOTBETCTBYIOT KPUTEPHSIM PaHHETO
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BJTOK 25-3 JIEYEHUE
KPYMHOBJTALWWEYHOIO
N MEJIKOBJIALWEYHOIO
MAPATNCOPUA3A

MPEMAPATbI MEPBOIO BblIBOPA

= DMOJEHTbI

= MecTHble KOpTMKOCTepoubl

= MecTHble npenapaTtbl gerta

= ConHeYHble BaHHbl

= Ynbrpaduoner-B LUNPOKONONOCHLIN
= Ynbrpaduoner-B y3KononocHbIn

MPEMAPATbI BTOPOIO BbiIBOPA

(Tonbko AnA cnyyaeB KpynHOOAALIEYHOrO Napanco-

puasa, KoTopble COOTBETCTBYIOT HauanbHOW CTagun

rpM60OBUAHOrO MMKO3a)

= MecTHO— 6eKcapoTeH

= MeCcTHO — UMUWKBMMOL,

= [NcopaneH n ynbtpaduonet-A gmuanasoHa (MYBA-Te-
panus)

= MecTHO — mexJiopeTaMuH

= MectHo — KamycTuH (BCNU)

DKCMMepHbI nasep (308 HM)

S J

IPUOOBUIHOTO MUKO32, PEKOMEH/TYeTCS IPUMEHSATD IIHPO-
komosnocHelt YOD, yskononocHsit YOb, ITYBA-Tepanuio,
MeCTHBIe IIpeIapaThl a30THCTOTO UITPHUTA, Te/ib GeKCapoTeHa,
MeCTHO UMUKBUMOZ Wwint KapmycTtul (BCNU).? ITpu 6oree
TSDKEBIX, HHOUWIBTPUPOBAHHBIX OYarax rpHOOBHUIHOTO MU~
K032 MPUOETAIOT K 37eKTPOHHO-Ty4eBOI TePaIUH.

NMPOGUNAKTUKA

KpyIHOO/IsAIIIeYHBIIT 1 METKOO/ISIIIIEIHBII TAPATICOPHA3 SIB-
JITIOTCS PEKUMU 3a00/1eBaHHSMH, OPAXKAIOIIMMH HEMHO-
FOYHC/ICHHBIX NTAIIMEHTOB, II09TOMY Mepbl IIPOQIIAKTUKH
[OKa He pa3pabOoTaHbI.

MAPAMNCOPWA3 NUXEHOWHBIN

JnNnAEMuonorunsa

JIMXeHOM/IHBIIT TAPATICOPHA3 BCTPEYAETCsT y BCeX Pac M 9THH-
YeCKHUX TPYIII U BO Bcex reorpadudecknx pernoHax. Yare
60JIeIOT [IeTH U MOJIOZIbIe B3POC/IbIe, HO 3ab0/IeBaHIe MO-
JKeT pasBUTHCA B 060M Bodpacte. OTMedeHO mpeobiama-
HHe cpefiy 60/IbHBIX LT MYYKCKOTO I0JIa B (COOTHOLIICHHE OT
1,5:1 mo 3:1). PLC BcTpeuaetcs B 3-6 pas vaiiie, ueM PLEVA.

Orvs N NATOrE

ITHOIOTHS TUXEHOUITHOTO ITaparncopuasa HeusBecTHa. He-
KOTOpBIE C/IyJaH aCCOIMUPOBAINCH ¢ HHPEKITHOHHBIMH T1a-
TOTeHaMH, TakuMu Kak Toxoplasma gondii,®*¢' Bupyc dn-

MAPAMCOPA3 NTUXEHOUTHBIINA:
KPATKIIN OB30P

= [laparcopuas TUXeHOUTHBIN U Bapuoandopm-
Hb1it ocTpsbiit (PLEVA — pityriasis lichenoides et
varioloformis acuta) u maparncopuas IuxeHoOus-
Hb1it xporndeckuit (PLC— pityriasis lichenoides
chronica) mpepcrassitor coboit Ba IPOTHBO-
IOJIOXKHBIX CIIeKTpa 3a0omeBanuss; 06e popmbl,
BKJIIOYAs IPOMEXYTOYHbIE BAPUAHTBI, MOTYT
COCYILIECTBOBATb.

= O6e hopMBI XapaKTepHU3YIOTCS CIIOHTAHHO Pas-
pe]]laIOH_lI/IMI/ICH nu BpeMeHaMI/I HaC/IaBaAIOIII M-
MUCSI IpYT Ha JIpyra Mamy/l1e3HbIMU BBICHIIA-
HUSIMH.

= PLEVA (mapamcopunas TMXeHOUIHBII U BapHO-
JMGOPMHBII OCTPBIII) MPOLODKAETCS Hefe-
JIIMHM, B XOfie 3a00/IeBaHUSI MOTYT HOSIBJIATbCA
BE3UKYJIBL, ITyCTY/IbI, KOPKU U A3BOYKH.

= PLC (mapamcopuas JMXeHOMIHBIN XPOHHIE-
CKHIT) TIPCUCTUPYET B TeIeHHE HECKOTBKHUX Me-
CsALIeB C Pa3BUTHEM IIIeTyILICHUS.

= IIpu Bcex popMax B 30HE [epMO-3IHIEPMaIIb-
HOTO COeIMHEHHs BBIAB/IACTCI HHPHIBTPAT U3
T-K/IeTOK U paspylIeHHe SIHIEPMHCA.

= [Ipu PLEVA npeo61amator KIeTKH HOIY/ISIHN
CD8*.

= [Ipu PLC mpeo6magatoT KIeTKH MOMY/IALINIL
CD8" mwm CD4*.

= IIpu Bcex popmax MOXKeT OBITh BIAB/IEHA [0-
MHHaHTHas T-K/IeTOuHas KIOHAIbHOCTB, 6oIee
BoIpakeHHas pu PLEVA, yem nipu PLC.

= JledyeHHe 3aBMCUT OT TSKECTH 3a00meBaHUsA
U CIIEKTP TepPaIliU BAPbUPYET OT IPHMEHEHUsI
MECTHBIX CTE€POUIIOB, CUCTEMHBIX aHTUOMOTHU-
KOB, y/IbTpadronieTa, IICopaieHa U yasrpaduo-
nera A (ITYBA) 10 HasHaueHUsI CUCTEMHBIX MM-

MYHOCYIIPECCOPOB.

70,71 70,71

mrefina-bapp,””! nuromeranosupyc,
707273 1 BUPYC NUMMYHOAe(DHIUTA YeT0OBeKa.

Kak MUHMMYM B OTHOM C/Ty4ae Hab/II0a/Iach HEOTHO-
KpaTHasi CBSI3b C 3CTPOTEH-IIPOr€CTEPOHOBOI TepaIued
U ellle B OHOM — C IipenapaTamu xumuorepanuu.”* 78 TToka
HESICHO, Y4aCTBYIOT JIX JJAHHbIE areHTbI B ITaTOTeHe3e JIH-
XEeHOUIHOTO IApancoprasa akTUBHO WX JKe OHH IIPOCTO
CJIy9aifHO COIYTCTBYIOT 3a00/IeBaHUIO, OIHAKO HECKOIBKO
CJTy4aeB, aCCOLIUMPOBAHHBIX C TOKCOILIA3MO30M, TOBO/ILHO
OBICTPO PaspeLIINCh TTOCe Crielu(UIecKoit Tepanuu.®’

B snmpepmuce neTelt ¢ MMXEeHOUIHBIM ITAPATICOPUA30M
OBbIIO BBISIBJICHO JECATHKPATHOE YBEeTHIEHNE IHC/IA MaTe-
PUHCKHX KEPATHHOIIUTOB 110 CPAaBHEHHUIO C KOHTPOJILHOM
rpymmnoit.”

HMMMyHOTHCTONOTHYECKHE MCCIE0OBAaHUA TOKa3alin
yMenblienre CD1*-aHTUI€HIIpe3eHTUPYIOIIUX [eHIPUT-
HBIX KIeTOK (JlaHrepraHca) B IleHTpe SIUIEPMECA 0YaroB

napsoBupyc B19,

74,75



JIMXEHOUIHOTO maparcopuasa.’’ KepatuHouuTst u sHmoTE-
JIMajIbHbIe KIeTKN HpHHamiexar K ¢penornry HLA-DR+,
YTO IIPEIIOJIaraeT X AKTUBALUIO T-K/IeTOYHBIMHU ITUTOKH -
Hamu.* ITpu PLEVA npeo6manaror T-KIeTKH TOMy/ISIIUK
CB8'*, a mpu PLC — T-xetku CD8" mmn CD4".%-%2 Muo-
IHe U3 3TUX KJIETOK IKCIPECCUPYIOT MPOTEHMHbI MaMITH
(CD45R0) u tmronurndeckue npotenns! (TLA-1 u rpan-
3uM-B).”>” [lomuHanTHas T-K1eTOYHAs KJIOHATBHOCTH 00-
Hapy)KeHa IPUMepPHO B rtooBrHe cryyaes PLEVA 11 B MeHb-
mmHcTBe cnydaeB PLC.*2#% B coBokymHOCTH 9TH JTaHHbBIE
YKasbIBAIOT Ha BO3SMOXKHOCTD TOTO, YTO TMXHHOU/HBIH M-
parcopuas sBjsgeTcs TuMdonpoardepaTHBHBIM OTBETOM
LUTOMUTHYECKUX T-KIeTOK MaMATH BapHabenbHO# KO-
Ha/IbHOCTH Ha OJMH WK 60JIee 1y KUX aHTUreHOB. OT/I0Ke-
Hust MMyHOTIOOyHa M, C3 1 bubprHa B KPOBEHOCHBIX
COCyZiax M BOKPYT HHX, a TAaK)Xe BIO/Ib JePMO-3IIU/IEPMaIb-
HOTO COeIMHEHNS B PAHHUX aKTUBHBIX 0Yarax, Ipeosa-
raeT BO3MOXKHBII COITY TCTBYIOIINIT I'yMOPA/IbHBII HIMMYH-
HBII OTBET, XOTS 9TO MOXKET OBITh BTOPUIHBIM SIBJIEHUEM.
CBs13b JIMXEHOUIHOTO IAparcopuasa ¢ IuMdomMaro-
HJIHBIM TIAITY/Ie30M OCTAeTCS IIPEAMETOM AUCKyccHit >
(cm. Taxoke T1aBbl 145 u 146). K 06uiuM depramM OTHOCSTCS
IDOMHHaHTHasl T-KJIeTOYHas KJIOHaJIbHOCTb U CIIOHTAHHOE
paspellieHNe MaIy/Ie3HbIX, IPEUMYIIECTBEHHO TUMQOU-
HBIX 04aroB. bojee TOro, MHAMBUAYaTbHbIE OYArH C K/IU-
HUKO-TIaTOJIOTHYeCKHMHU XapaKTePUCTHKaMH KaK JTHXeHO-
HJTHOTO MapaIicopuasa, Tak v IMM(GOMATOHIHOTO TIaITyie3a
MOTYT IIPUCYTCTBOBATH y OJHOTO U TOTO JKe MaIleHTa 00
OJTHOBPEMEHHO, /60 moodepenHo. OCTaeTcst ONpenenTh,
MOXKHO JIH 9TO OOBSICHUTD CIyYaifHBIM B3sTHEM 00pasIioB
M3 04aroB JMMQOMATOMIHOrO IaIy/Ie3a Ha pasHbIX CTa-
IMAX UX 9BOMIONNH. Hamyre KpymHbIX aTHITHYHBIX M-
dboupnbix k1etok CD30* siB/steTcst XapaKTepHBIM [IPU3HA-
KOM THM(}OMATON/THOTO TaITy/Iesa (110 KpaitHeil Mepe THIIOB
A u C).* Bosee TOro, 3T¥ KIETKHU ABAAIOTCI TUIINYHBIMU
xretkamu CD4", Ipu 9TOM y HEX OTCY TCTBYET OUH MW 60-
Jiee 3peblX T-KJIeTOYHBIX aHTHIeHa, TakuX Kak CD2, CD3
n CD5. Ot npusHaKy cy»xar 1 jud depeHinariy 1um-
(hoMaTOMIHOTO IMalryesa ¥ IMXeHOMIHOTO ITaparncopHasa.
Xorst otenpable kiaeTkn CD30" HabmOAa0TCS IpH K-
POKOM CIIeKTpe IepMaTO30B, HAUIMIUE UX 3HATUTETLHOTO
KOJIMYeCTBA JIO/DKHO CBUJIETE/IbCTBOBATD B I1OJIb3Y JIUM-
dbonpHoro marmysnesa, a He TUXEHOMIHOTO Maparcopuasa.
Bosmoxkno crektpsl 3aboneBanuit «PLEVA-PLC» u «mmm-
dbomarounsbii mamyntes — CD30" aHamiacTuaeckas Kpyr-
HOKJIETOYHAsl TMMQOMa» IIPOCTO MEPECceKatoTCsl, a He Ja-
CTHYHO COBIIAJIAIOT, TO €CTh XOTS INXEHOMHBIH IIaparicopuas
SIBJISIETCSI CAMOCTOATENbHBIM KOYKHBIM T-K/1e TOUHBIM 3260-
JIeBaHMEM, BO3MOYKHO, OH MHOTTIA MOYKET CIIY>KUTD IIOZO-
POIHOI ITOYBOII 1A pa3BuTHA T-K1eToyHoro k1oHa CD30%,
XapaKTepPHOTO It TMM(OMATOUIHOTO MAIIyesa.

KOXXHbIE BbICBINMAHWA. PLEVA u PLC — st0 3BeHbst
HETIPEPBIBHOTO KIMHUKO-ITATOMOP(OIOTHIECKOTO Mpo-
iecca.>”! IToaToMy HHAMBHYaTbHAS KAPTHHA 3a00/IeBaHUS
MOXKET [TPEACTABIATH COO0IT COYeTAHUE OCTPBIX U XPOHUYe-
CKHX 0YaroB, CYLIECTBYIOLINX OTHOBPEMEHHO WM TTOCTIe-
noBarenbHbIX. Kpome TOro, B 11060€ BpeMst MOTYT HPHCYT-
CTBOBATb 0YarH, KOTOPbIE SB/SIIOTCS KIMHUIECKUMHU I

THUCTONATO/MOTMYECKUMHU [TPOMEKYTOUYHBIMHU CTYIIEHAMH
MEX/y 9TUMH [IBYMsI 3a00/IeBaHUAMN.

Otwarn 06bIYHO 6eCCHMITOMHBIE, HO MOT'Y T OLIYIIAThCS
3y/I WIK >K)KeHHe, 0C00eHHO B 60rtee oCcTpbIx crydasix. PLC
O6I)I'IHO BBIpA)KAeTCA pENUINBUPYIOIIIUMU BbICBITIAHUAMU
B )opMe 9pUTEeMaTO3HbIX IIIe/TYIIAIUXCS AT, KOTOPbIe
CIIOHTAaHHO PETPECcCUPYIOT B TeYeHHE HeleIb WIM Mecs-
ues (puc. 25-10). PLEVA nposiBisiercst B popme penuu-
BHPYIOLIUX 9PUTEMATO3HBIX IIAILYIL, [IOC/IE KOTOPBIX pas-
BHUBAIOTCS KOPKH, BE3UKYJIbL, TYCTY/IbI M 9PO3UH, IIPEXKIE
4yeM 3a00J/IeBaHNe CIIOHTAHHO PErPecCUpyeT B TeUeHUe He-
nenmb (puc. 25-11). Bonee TsKenmplit BAPUAHT C SI3BEHHBIM
MOpaYKeHHeM M3BECTeH KaK JUXeHOUOHbI nUumupuas ¢ si3-
BEHHO-HEKPOMUUECKUMU USMEHEHUAMU U 2unepmepmueil
(PLUH) win s13BEeHHO-HEKPOTHYECKHIT BapUAHT OO0JIe3HN
Myxu-Tabepmana (FUMHD — febrile ulceronecrotic Mu-
cha-Habermann disease; ¢peOpnibHas S3BeHHO-HEKPOTH-
veckas 6omesHb Myxu-Tabepmana).¥ Ona mpossisercs
Iy PITy PO3HBIMH IAITY/IO-Y3/IaMH C SI3BOII B LIEHTpE HaMe-
TPOM JI0 HECKOJIBKUX CAHTUMETPOB (puc. 25-12). Hekoro-
pble aBTOPBI CYMTAIOT, YTO ITOT TSKE/IBII BAPHAHT (PaKTH-
YeCKH sB/IsIeTCsl MaHnecTHOM T-K1eTouHoi tuMp oMot
Oyary IMXeHOUJHOTO apancopuasa 00bIYHO KOHIIEHTPU-
PYIOTCS Ha TY/IOBHUIIE U KOHEYHOCTAX, OTHAKO, MOXET MO0-
PaXaThCst MOOOM YIACTOK KOXXH M CITM3UCTBIX 000I0UEK.
BbUIM OIMCaHbI XapaKTepHble IPU3HAKH PEIKHUX JIOKa/lb-
HBIX'™® WM cerMeHTapHBIX BapHaHTOB 04aroB.” Xors
OOBIYHO OJHOBPEMEHHO IIPUCYTCTBYeT MHOTO 0Yaros,
MHOTA KOJINYECTBO KOHKYPEHTHBIX O9aroB MOXET 6])IT])

PucyHOK 25-10 [lapancopuas nmxeHonaHbIN XPOHUYECKIN.
MonumopdHble BbiCbiNaHWA BapbypyOT OT MepBOHaYabHbIX
3pUTEMATO3HbIX Nanys A0 WesnyLaLnXCa KOPUYHEBO-Kpac-
HbIX BbICbINAHWI U HEGOMbLUVIX CBETIIO-KOPUYHEBbIX MIOCKMX
nanyn v NATeH.
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PucyHok 25-12 [lapancopuas nMxeHOoUAHbIN, A3BEHHO-He-
KPpOTUYeCKII. BbiparkeHHbIN OCTPbIN BapraHT. PacnpocTpa-
HEHHbIl HEKPOTNYECKII CTPYM C 000KOM 3pUTEMbI BOKPYT
pasBuca y nMxopagsLlero naumeHTa ¢ npeawecTByoLwmm
NINXEHOUAHBIM 1 OCTPbIM BapUOMPOPMHbBIM NCOPKA3OM.

PucyHok 25-11 [lapancopua3s nnMxeHOUAHbIA U Bapuo-
nMdOPMHbIN ocTpbIN. A.TTOAPOCTOK C MHOMXECTBEHHBIMU
3pUTEMATO3HbIMU ManyflamMn U KPYCTO3HbIMI oYyaramm Ha
pasHbix cTaguax ssontoumu. b. bonee kpynHble nanyno-sesun-
KyfnesHble 1 remopparmyeckme KpycTo3Hble ovaru y B3poc-
noro. B. Ha aputemaTo3Hom, nHAYpaTMBHOM OCHOBaHUN —
NyCTybl, KOPOUKM, Nanysibl C HEKPO3OM B LieHTpe.

n HebombIINM. Bee hOpMBI THXEHOMHOTO Mmaparcoprasa
MOTYT IIPUBOIUTD K TOCTBOCHA/IMTEIBHON THUIIO- WU THU-
neprurMeHTanuu.* XpoHndecKkne Oqari HHOT/IA paspera-
0TCSI C IOCTBOCIIA/TUTE/TbHOI TUITOIIMT MEHTAI[Hel, KOTOpast
MOXKET BBIIJIAZIETh KaK MIeOMATHYECKHIT KaIUIeBU/IHBLIT -
HOMe/IaHO03. XPOHUYECKHE OYark PeaKo MPUBONAT K Pyo-
[[eBAHUIO, & OCTPbIE OYar, HA0OOPOT, BBISBIBAIOT ITyH0-
KYIO TPaBMY KOXKH H, C/IELOBATE/IBHO, YACTO PA3peLIaroTcs,
ocTaBIsis Hocse cebst BapuonpopMHbIe (OCIIeHHOBHIHBIE)
pyO6upl. Hanudne o4aros Ha pasjaMdHBIX 9Tanax PasBUTHS
co3faeT KapTHHY MOMMMOPHH3Ma, TUITUIHYIO IS INXEHO-
HJIHOTO [apancopuasa.

NABOPATOPHBIE TECTbI

Habmopatorest pasmindsble Hecrenuduieckre OTKIOHEHHS]
B IIOKa3aTe/sIX KPOBH, OHAKO X MPAKTHYECKOE 3HAYCHIE
HeBenuKo. OTMedaeTcs JIEMKOIUTO3 U CHIDKEHUE COOTHO-
menus CD4/CDS.

TICTOITIATOJIOT M. Kak 1 MOpdoorHst KIIMHUIeCKNX
04aroB, ’HCTOIOTHYeCKas KapTHHA TMXEHOMIHOTO MTaparico-
pHasa JeMOHCTPHPYeT LI CIIeKTP MPU3HAKOB, BKITIO-
YAIOI[UI OCTPBIN, XPOHUYIECKUIA U IIPOMEXKY TOYHBII TUCTO-
[IaTOJIOTMYeCKHe BAPUAHTHI 04aroB (puc. 25-13 u 25-14). Bo
BCEX CJIy4asiX JTMXCHOMIHOIO Maparcopuasa HabIomaeTcs
[IEPMATHT HOTPAHMIHO IePMO-3MHIePMATbHOI 30HBI (MH-
TepdeiiCHBLI IePMATHT ), IPHIEM B CIydae OCTPBIX OYaroB



PucyHok 25-13 [apancopuvas nuxeHouaHbIi 1 BapnonmdopMHbI ocTpbi. A. A3BeHHble nanysbl ¢ SNuaepManbHbIM
HeKpO30M, reMopparismMmn, MOBEPXHOCTHBIM U FyOOKMM NepuBackynspHbIM, TuMmbounTapHbiM MHGUAbTpaTom. OKpacka
remMaToKCUIIMH-3031HOM. B. [apakepaTos 1 KOpKU C BblpaXKeHHbIM CMIOHMMO30M 1 3NAEPMalbHbIM HeKpo3oMm. Jlnmdoun-
TapHbI 3K30UMTO3 U BaKyosibHaA fereHepaums B 6asanbHom crioe. OKpacka reMaToKCUIIMH-303MHOM.

PucyHok 25-14 [lNapancopua3s nMxeHOoULHbIN XpoHnYecKunin. A. KomnakTHbI napakepaTos, TMMQOLUTapHbI SK30LMTO3.
OTgenbHble 303MHOGUIIbHbIE HEKPOTUYECKNE KepaTUHOUMTbI, OTeK 1 ANdY3HbIN TMMPOoLMTapHbIA NHOUNBLTPAT, NOKa-
JIM30BaHHbIN B AepMO-3nuaepmanbHOM COeIHEHNM Y BOKPYT COCYA0B AepMbl. OKpacKa reMaToKCUnnH-303nHoM. b. Ma-
pakepaTo3, CMOHI103, NPenMyLLeCTBEHHO MOHOHYKNEAPHbIN KNeTOUHbIN MHOGUNBLTPAT B SNMAepMrce U fiepMe C OTEKOM
CocoykoBoro cnos. OKpacka reMaToKCUINH-303UHOM.

OH 6o0JIee IUIOTHBIN 1 UMeeT 6oJiee KIMHOBUAHYIO GOpMY.
WHUIbTpaT COCTOUT IIaBHBIM 06pasoM 13 TMM(OLUTOB
C IPUMECHI0 HEATPO(DUIOB U IHCTHOLIMTOB B Bapuabesb-
HOM COOTHOLIEHNH. OTMEYaIOTCsl 9K30LIUTO3, [TAPAKEPATO3
1 9KCTpaBasalust 9puTpounTos. IToBpexaeHne amnumep-
MICa BaPbHPYeT OT BHY TPUKJIETOYHOTO M MEKKJIETOYHOTO
OTeKa B MeHee TSDKEJIBIX CIYYasix 10 OOIIHPHOTO HEKPO3a
KEePaTHHOILIMTOB, BE3UKYII ITyCTY/T U 5I3B. B OCTpBhIX BapraH-
TaX MOXKeT HaOIIOATHCs1 MM OLIUTaPHbII BaCKY/IHUT ¢ hu-
GPUHOUIHOI IeTeHepaIlyeil CTEHOK KPOBEHOCHBIX COCYIOB.

Bo MHOrHX KOXXHBIX TUMQOUIHBIX HH(MWIBTpATax B Ka-
YecTBe HeCIelU(UIecKoro sBIeHHUs MOTYT HAOIIONAThCS
otmenbHble TuM@onaibie Kietku CD30" u oTnenbHbIE aTH-
maHble IMOoduIHbIe KieTKi. Hamare 3Ha9UTe b HBIX KO-
JINYECTB THX KJIETOK HE COOTBETCTBYET K/IaCCHYECKOIT Kap-
THHE HU OHOTO M3 BAPUAHTOB IMXEHOMIHOTO [Taparicopuasa
1 IO/DKHO BBI3BATh IOJJ03PEHNE HA HA/IMYUe 3a00/IeBAHUs
U3 CIeKTpa «IMM()OMATON/IHBII ITyCTY/Ie3 — aHAIUTACTHYe-
cKasi KpymHokaeTouHast tuMpoma CB30%».* [Ipyrue nmmy-
HOTHCTOXMMHYECKHE 1 KIOHAIbHbIE 0COOEHHOCTH JINXEHO-
MJIHOTO TTapaTicopHasa IPHUBEIEHBI B pasie/iaX «THOIOTHSI
1 IaToreHes» U «/IMXeHOMIHBII [Tapancopuas.

ANOOEPEHLINATIBHAA ANATHOCTH

IuddepenunanbHas TUarHOCTHKA JTUXEHOMIHOTO Tapa-
[ICOpHMasa BKIIOYaeT B ceOs1 MHOXKeCTBO MaITy/Ie3HbIX BBIChI-
manuit (6710 25-4). Te U3 HUX, KOTOPBIE COITPOBOXKIAOTCS
pasBUTHEM KOPOK, BeSUKYJL, ITyCTY/I WIH 3B, fupdepeHiu-
pytorcsi ¢ PLEVA (maparncopnasoM TMXeHOUIHBIM U BapUO-
JbOPMHBIM OCTPBIM), @ HOPMBI C IIpeobIaiaHueM IIeny-
IIAIUXCS Ty otrpanuduBaior oT PLC (mapancopuasa
JIMXEHOUJHOTO XPOHUYECKOro). MHOrMe M3 HHX MOYKHO
HCK/IIOYUTh HA OCHOBAHHM MCTOPUH 3a00/IeBaHUSA U TH-
MTUYHBIX KIMHUKO-IIATOTOTHYECKUX IIpH3HaKoB. Hekoro-
pble ApyrHe, TaKye Kak BTOPUYHbII CH(UINC ¥ BUPYC-ac-
COLIMMPOBAHHbIE BBICHITAHUS, MOTYT OBITh HCKIIOYEHB! Ha
OCHOBAHMH CEPOJIOTMYECKUX TeCTOB. TpynHee Bcero nud-
(bepeHIMPOBATH JTUXEHOUIHBII Iaparncopuas ¢ mmMdo-
MaTOU/HBIM IAIy/Ie30M M IATHUCTBIM WIM IAITy/Ie3HBIM
BapHaHTOM rpubosupHOro mMuko3a.* ! jlumdomarounn-
HBIII MaITy/Ie3 OT JTIMXEHOMIHOTO MapaIlcopuasa, Kak ObUIo
OPOOHO OIMCAHO BBIIE, OTIHYAET PACIpPOCTPAHEH-
HHUe aTUMUYHBIX TUMOUAHbIX KaeToK (dame CD30%).%

Gz egel|

0 sendoduede||

WIGHTNOHIXNL N NIGHhDIMBLI!

325




7 uaifeeq

HOLaLM-| oi9100HaunLyead alqHHegsI9g B/HedaUOQeE al9HquaLMLreldog

326

BJIOK 25-4 JUOOEPEHLMANIbBHAA
ANATHOCTUKA NMAPATNICOPUA3A JIN-
XEHOWAHOTO, BAPNOJIMOOPMHOIO
OCTPOTO (PLEVA) N NMXEHOWAHOTO
XPOHWUYECKOTIO (PLC)

Hau6onee seposmHeie 3a60/1eeanus
= PLEVA
= YKyCbl HACEKOMbIX
= JleMKoLNTOKNACTUYECKNIA BaCKYINT
= BupycHas s3K3aHTema (Hanpumep, ornosAcbiBato-
LM NLWAIA, NPOCTON NnLLIAIA)
= PLC
= Po30oBbI Nnwan
= ToKCMaepMua MeguKaMeHTO3Has
= KannesugHbin ncopuras

Bo3moxHble 3aboneeaHus
= PLEVA
= Qonnukynurt
= PukkeTcnos
= dputema mHoropopmHasa sKcCcyaaT1BHan
= [epneTndopmHbI AepmaTnuT
= PLC
= CMOHrMOTUYECKN AepMaTuT, Nanyse3Hbin
BapuvaHT
= MenkobnsaLeyHblin Nnapancopras
= [nocknii nuwan (KpacHbI NAOCKUA NLLAA)
= CuHgpom [xxaHoTTn-KpocTn

Bcez0a cnedyem uckno4ame
= PLEVA
= JlumdpomaTongHbIv nanynes
= BropuyuHbin cudunmc
= PLC
= JlumdpomaTongHbIv nanynes
= [prbOBMAHBIN MUKO3 (Nanyne3Hbl BAPWAHT)

= BropuyuHbin cudunmc

[TATHUCTBI WIM TAIYIe3HBI BaPHAHTHI IPHOOBHIHOTO
MHKO3a BCTPEYaroTcs penko. OHM MMEIOT KIacCHYeCKHe
[PHU3HAKU TPUOOBUIHOTO MUKO34, BK/IIOYAS MaJIble aTHIINY-
HbIe STTHIEPMOTPOITHbIE TUMQOHIHbIE KIETKU CO CKPYUeH-
HBIMU SA[PAMU U TI0/I0COBHHBII TOBEPXHOCTHBII IepMaTb-
HbIIT UM OUIHBIN HHMWIBTPAT.”

Bropuunas nudekiys — Hanbomee THIMIHOE OCTOKHe-
HUe TUXeHOUHOTOo maparncopuasa. PLEVA (mapamncopuas
JIMXEHOMIHBII U BapUOMH(POPMHBIIT OCTPBIIT) MOXKET ac-
COLMMPOBATHCA ¢ HUSKOTEMIIEPATYPHOM JTMXOPAJKOM, He-
IOMOTaHHEM, TOJIOBHON 00JIbIO, apTpa/Irneil. Y MalueHTOB
C IMXEHOUIHBIM SI3BEHHO-HEKPOTUIECKUM BAPUAHTOM I1a-
pancopuasa ¥ TUIIEpTEpMUEN MOTYT Pa3BUBAaThCA BHICOKAs
TeMIIepaTypa, HeIOMOTaHUe, MUAJITUsl, apTPaITUs, CUM-

HITOMBI TIOPAYKEHU KeTyI0YHO-KHUIIIEYHOTO TPAKTa U I[eH-
TpPaJIbHOIN HEPBHOI cucTeMbL [1pu KpaitHeM ocnabreHHUH
U HCTOIIEHHUH MOXKeT HACTYIUTh JIeTaIbHBIN ucxop.*%
Y pmereit XpoHMYECKUIT TMXEHOUIHBIN Tapalicopuas B He-
THITMIHBIX CTydassx MOKET aCCOLMUPOBATHCS C KPYITHOO/IS-
LIIeYHBIM ITaparicopuasom.* HecMoTpst Ha OPO#t JOMHHAHT-
HyI0 T-KJIeTOYHYIO KIOHAJIBHYIO IIPUPONY, XPOHUIECKUIT
JIMXCHOU/THBII ITaparicopHas U Iaparicopyuas TMXeHOUTHbII
Bapuo(OPMHBII OCTPBIIL SIB/SIOTCS KTHHUIECKH J06PO-
Ka4eCTBEHHBIMH 3a00/IeBaHMSMHE 0€3 3HAINMO¥ [IPEpacIo-
JIOXKEHHOCTH K TMMGOMaM WIH APYTUM OIIyXO/ISM.

NMPOrHO3 U KIMHWYE

JIMXeHOUAHBII TAapaIlcoOpra3 NMeeT BapruabeIbHOe KIHHY-
JecKoe TeUeHHe, XaPAKTEPHU3YIOLIeeCs PeLHANBUPYIOIIIMU
0YaraMu, KOTOpbIe CIOHTAHHO perpeccupyroT. bomesus Mo-
JKET CIIOHTAHHO Pa3pelNTHCs B TeIeHHE HECKOTBKHIX MeCs-
1IEB, PEeKe IIePCHCTHPYeT HEeCKOMbKO JjieT. [laparcopuas m-
XEHOM/IHBIN ¥ BapHOTU(POPMHBII OCTPbIIT 0OBIYHO JUIATCS
KOpod4e, 4yeM I1aparcopuas JUXEHOUIHbIA XPOHUYECKUI.
B onHOM U3 HCCIeNOBaHMIT COOGINAIOCH, YTO IPOLO/IKH-
TeIbHOCTD JIMXCHOUIHOTO MapaIcopuasa y geTeil IydIie
KOPPeITMpOBaIa C KTMHUIECKUM PacIpefieleHueM, 4eM C KO-
JINYECTBOM OCTPBIX M XPOHHYECKUX 04aroBs (KOTOpBIe Ya-
CTO COCYIIECTBOBAIN ), OIHAKO 9TO 3aK/II0OUEHUE He ObUIO
MIO/ITBEPXK/IEHO IaTbHEHIIMMHU HccrenoBaHusamMu.” Ilpu
aHaIM3e CIydaeB 3a00/ME€BAHUII OT CAaMOTO JIUTEILHOTO
K CaMOMY KPaTKOBPEMEHHOMY PacIpelie/ieHIe 04aroB COOT-
BETCTBEHHO MEHSUIOCH OT HepHdepreckoro (IucTaabHble
KOHEYHOCTH) K LIeHTPabHOMY (Ty/I0BHIIIe) U AU dy3HOMY.

CoBpeMeHHasl TPAJUIIMOHHAS TePAIIHs OCHOBAHA HA KOM-
OMHAINY MECTHBIX KOPTUKOCTEPOUIOB M (OTOTEpANnH
(60x 25-5). CucTeMHbBIE aHTHOMOTHKH TeTPALMKIHHO-
BOTO ¥ 9PUTPOMHUIIHOBOTO Psifia UCIIOIb3YIOTCsI BHAYAJIE
KaK IperapaTsl IPOTUBOBOCIAUTEILHOTO ICHCTBIS, @ He
KaK CpeficTBa ¢ aHTHOMOTHKOBBIM a(pdexrom. 113 HOBBIX
penaparoB IpuMeHsieTcs asuTpoMuiuH.” Crydau 3abore-
BaHHsI C yMEPEHHO BBIPQKEHHOI aKTUBHOCTBHIO He TPeOYIOT
CIIeNUAIBHOTO JIedeHus1. [IpH IMXeHOUIHOM XPOHHYECKOM
naparicopuase (pityriasis lichenoides chronica— PLC) ¢ ycme-
XOM IIpHMeHsUIach poTonnHaMudeckas tepanus.” Yem ocr-
pee KIMHUYeCKOoe TedeHHe 3a060/IeBaHNUs 1 4eM Ooriee TsKe-
JIBIMH SIBJISIIOTCS TIPH 9TOM MH/IMBU/ya/IbHbIE 0Yard, TeM
6o71bl1Ie OKA3aHMIL IS CHCTEMHOIT TePaIuu.
MeroTtpexcar 4acTo appeKTHBeH B CPaBHUTEIBHO He-
BBICOKUX 1031poBKax. Takxe 3¢ (HeKTUBHBI HHIHOUTOPBI
KaJIbIIMHeBPHHA U peTHHOHABL. Tsoxensie crydan PLEVA (ma-
parcopuasa TMXeHOUTHOTO U BAPHOTUPOPMHOTO OCTPOTO)
U TTaparicoprasa TUXeHOUTHOTO S3BEHHO-HEKPOTHIECKOTO
C THIIEpTepMUei TPeOYIOT IPUMEHEHHs CHCTEMHBIX KOPTH-
KOCT@POUJIOB HIIH ITOfJOOHBIX CPEICTB 1151 KOHTPOJIS Haxt 00-
LIMMH CHMITTOMaM¥ 3a60/1eBaHus1. [|ist iedeHnst BTOPHYIHOM
MHEKIMU OCTOKHEHHBIX 13BEHHBIX 0YaroB Ha KOXKE MOTY T
[IPUMEHSTHCSI MECTHBIE U CHCTEMHbIE aHTHOMOTHKY. DTH
[perapaThl YacTo BBIOMPAIOT BHAYAIE UL BO3IEHCTBIS Ha
TPaMIIOJIOKUTE/IbHbIE BO3OYINTENH, A 15l IIAHHPOBAHUS



MaBa 47 :: KoXa KakK opraH 3awjuTbl

s Ehrhardt Proksch, Jens-Michael Jensen

KOXXHbI1 BAPbEP: KPATKWIA 0B30P

= Baxuerimieit d)yHKuI/IeI?I KOXKU AIBJISIeTCs 00ectie-
JeHHe 6apbepa MEX/Y OPTaHM3MOM M BHEIITHET
Cpemoit.

= KoxHBIIT 6apbep MPEmATCTBYeT KaK H3/IHIIIHEl
HoTepe XUAKOCTH (BHYTPeHHe-BHELIHHIT 6a-
pbep), TaK U IIONAfIAHMIO BPEIHBIX BEIIECTB U3
BHEIIHEH CPefibl B OPraHnsM (Hapy KHO-BHY-
TpeHHUI1 6apbep).

= Qusnueckuit 6apbep MpefCTaBIeH IPEUMYIIe-
CTBEHHO POTOBBIM CJIOEM.

u Bapbep POroBOro Cj10gd COCTOUT U3 KOPHEOIU-
TOB U BHYTPHUKJICTOYHbBIX JTUIUIOB — XOJIECTE-
puHa, CBOéOILHbIX JKUPHBIX KUCJIOT U IEPAMHUIOB.

u KepaTI/IHLI u 6enKu pOroBoro KOHBEpTa UI'paroT
Ba)KHYIO PO/Ib B IOAAEP)KaHUN MEeXaHUYeCKOU
CTaOMIBHOCTU KOPHEOLUTOB.

= Beok poroBoro KOHBepTa HHBOTIOKPHH KOBa-
JICHTHO CBA3BIBAET LiePaMUJIbI, 00pasys KapKac
IS TIOCTIETYIOMIETO IIPUCOEINHEHUS CBOOO-
HBIX IIePaMHUIOB.

Baxxuerimas QyHKIUS KOKXH — CIy>KUTh 3P HEKTHBHBIM
6apbepoM MeX[y BHYTPEHHEI Cpefjoil OpraHu3Ma U OKpy-
JKalollleil BHEIHEH cpenoil. YenoBeKky U >KMBOTHBIM, Cpe-
IOi1 OOMTaHUSA KOTOPBIX ABJIACTCA CyIIIA, HEOOXOMUM TaK
Ha3bIBAEMBIIl BHYMpeHHe-HAPYHCHOITI Oapbep, TTO3BOJIS-
IOIINI PETYIHPOBATh IIOTEPI0 XHIKOCTH, MPETIATCTBYA
06e3BOXXKMBAHMIO OpraHnama. Takke Koxka obecrednBaeTr
U HAPYHHO-6HYMpPeHHUTl Gapvep, 3alUINAs OPTaHU3M OT
BHEITHUX MEXaHUYECKUX ¥ XUMUYECKHUX BO3JEHCTBUIL U OT
IIPOHUKHOBEHUSI MUKP060B (puc. 47-1)." OcyiecTsieHme
KOXKeil HOT06HBIX (PYHKIIHIT CTAHOBUTCS BO3MOYKHBIM OJ1a-
roflaps KepaTHHUSAIMHN SIHIePMICca — IIPOIIeCCy, TIPH KO-
TOPOM KJIETKH STUJIEPMUCA HOCTEIIEHHO PAa3BUBAIOTCS OT
0asa/IbHBIX KJIETOK ¢ IpOIH(epaTHBHBIM IOTEHIHAIOM
10 6e3)KM3HEHHbIX YIUIOLIEHHBIX YeIIyeK POTOBOIO C/I0S
(puc. 47-2). Kak poroBoii cj10it, Tak u 601ee rrybokue cion
SMHUJIEPMHUCa 3AIININAIOT KOKHBI ITOKPOB OT yIbTpaduo-
JIETOBOTO 06/IyIeHNsI, MeXaHH4eCKUX BO3[EHCTBUIT, HUSKHX
1 BBICOKUX TeMmirepaTyp. COOTBETCTBEHHO B KOXe CYIIe-
CTBYIOT Oapbepbl HECKOTBKUX TUIIOB. Pusndecknit 6apbrep
COCTOHUT B OCHOBHOM M3 POTOBOTO C/I0s, OfHAKO U JIPyrHe
CJIOM SIIUJIEPMHUCA TAK)Ke AB/IAIOTCA BaYKHBIM KOMIIOHEHTOM
¢usuueckoro 6apbepa, B 9aCTHOCTH — 3a CYET IUIOTHBIX
MEKK/IETOYHbIX KOHTAKTOB. XMMHKO-O1OIOTHYeCKHil (aH-
THUMHKPOOHBIIT) 6apbep BK/IIOYAET JIMIIH/IBL, KUCIOTBI, /-
30COMBI M aHTUMHUKPOOHBIE MenTHIbl. CHCTeMBI TyMOPaJib-
HOTO U KJIETOYHOTO MMMYHHUTETA CO3[aI0T Gapbep IPOTUB
nu@ekyu (cM. 1/1aBy 10), OIHAKO THIIEPAKTHBHOCTD HMMY-
HHUTETa MOYKET SIBUTHCSI IPUINHON ajutepruu (Tab. 47-1).

= Hmkaue cou anmpepmuca, 61aronapsi wior-
HBIM MEXKJIETOYHBIM KOHTAKTaM U J1eCMOCO-
MaM, TaKKe CIOCOOCTBYIOT OCYIIeCTB/ICHUIO
6apbepHOIt HyHKIUH.

= IIpu 9KCIepUMEHTaJTbHOM HApYIIEHNH KOX-
HOTO 6apbepa BO3pacTaeT KOJIMIeCTBO SIUIeP-
MaJIbHBIX JIMITUIOB U IPOMCXOMAT U3MEHEHUS
B nuddepeHINPOBKe IHAEPMHUCA.

= CHraasamMu K BOCCTaHOB/IEHUIO 6apbepa CIy’Xar
UWUTOKWHBI ¥ TPATUEHT NOHOB Ka/IbITUA.

= B psane 3aboneBaHuil HapyleHue OapbepHOIL
(YHKIIME KOXXH, TI0 BCEH BEPOATHOCTH, UMEET
TeHEeTUYEeCKU-3alIpOrPaMMUPOBAaHHbIN XapaK-
Tep. AHOMaIHH 6apbepHOI (PYHKIMH YIaCTBYIOT
B PasBUTHHU TAKNX KOXKHBIX 3a060JIeBaHMIL, KaK
KOHTAaKTHBIN JePMATUT, aTOIIMYECKHIA IEPMATHUT,
pasnuuHble POPMBI UXTHO3a U TICOPHA3.

= JlunupHBle WIM JIMIHIONONOOHBIE KPeMBI
M MasH CIOCOOCTBYIOT BOCCTAHOB/ICHUIO Hapy-
LIIEHHOI 6apbepHON (PYHKIIUN KOXKH.

OyHKUMM 3NUAEPManbHOI0 «<BHYTPEHHe-HapY»KHOro»
1 <HapY»KHO-BHYTpeHHero» 6apbepa

MexaHvueckas yrposa (pasapaxeHue,
Y®-065yyeHwe, TENNOBOW U XONIOA0BOM LLOK)

Muikpo6Has yrposa
(6aKTepun, rpubbl, BUPYCHI)

Xvmunyeckasn yrposa
(paspparkntenu, annepreHb)

Ouanyecknin=———— —— —————— Porosoi

6apbep KOXM

Snuaepmnc

i it

MpepoTBpalLeHe U3NMLLIHEN NOTEPY XKNAKOCTN 1
06e3BOXMBaHUA. HapylueHrie 6apbepa NpMBoOaUT K
MOBbILIEHWIO TPAHC3NMAEPMANbHO NOTepU BOAbI

PucyHok 47-1 OyHKUMM 3NUaepMasibHOrO «BHYTPEHHE-Ha-
PY>KHOTO» 1 <HaPYKHO-BHYTpeHHero» 6apbepa. YO =ynbrpa-
dvoner.
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PucyHOK 47-2 fifpo B 3€pHUCTOM CJ10€ JOSIKHO ObITb CNIOCHYTO. B 6a3anbHblil cnoi KneTok fobaBbTe, NOXKanymncTa,
nonypecmocomy K 6asanbHoi membpaHe (cM. npeablayLwmnin rpaduk). MnactuHyaTblie Tena JOMKHbI ObiTb 3aLUTPYXOBaHbI
(B TOM uncne membpaHa, o6bearHsAWan B Gopme CyMKU MacTUHYaTble Tena).

TABJINLIA 47-1
Pa3nunyuHble 6apbepbl KOXM

Dusnyecknii bapbep

XuMnyecknin/6roxummyecknin (QHTUMUKPOGHbIN) 6apbep
(BPOXXAEHHbIN UMMYHUTET)

MMMyHHbIPI 6apbep CNCTEMDI T'YMOPanbHOro N KNeTo4YHoro
NMMYHUTETa

Koxa urpaeT BeaynIyio pomb B MeXaHM3MaXx, MPeraT-
CTBYIOIUX IIOTepPe XMAKOCTH y BHJIOB, OOMTAIOIINX Ha
CyIIIe; BOTHBIM KUBOTHBIM, OITHAKO, TAK)Ke TPeOyeTcs KOXK-
HbIiT Gapbep VIS 3aIUTHI OT BHICOKOI COJIEHOCTH BOTHOI
cpenpl. Kojka Ha3zeMHBIX MJIEKOTIUTAIOIINX, T€IO0 KOTOPBIX
ITOKPBITO TYCTBIM MEXOM, HAMHOTO TOHBIIE KOYKH JKUBOT-
HbIX, He 00/IQ/IAI0IIHUX TONOOHBIM 3aIIUTHBIM IIOKPOBOM.
JlaHHBIT (aKT CBUIETENBCTBYET O TOM, YTO MeX TAKKe sB-
JIAeTCS BXXHBIM 6apbepoM. OTHOCUTEILHO OecIiepcTHas
KOXKa CBHHBU B TOPas3no OO/MbIIEH CTENeHH HAIIOMUHAET
KOXKHBIN ITOKPOB YeJI0BEKA U ITOTOMY MOYKET MCIOIb30-
BaThCA B Ka4eCTBE MOJEIN JII1 MCCIENOBAHUSA YeI0BEYe-
CKOM KOXKH.

3amuTHYI0 (PYHKIUIO BBIIOIHAIOT KaK POrOBOII CJIOM,
TaK U [Pyrue KOMIIOHEeHThI KoKu. Hanborree rry6oxas gacTsb
KOXXH 4eJI0BeKa — ITOIKOXKXHO->KHPOBOII C/1011 — obecredn-
BAET 3aIUTY KOKHM OT MEXaHMYECKUX YIapOB, IIPeNOXpa-
HsET OPraHU3M KaK OT 9KCTPEMaJbHO HU3KOM, TAK M OT 9KC-
TPEeMaIbHO BBICOKOM TEMIIEPATYPhI OKPYIKAIOIIEH CPENbI,
a TaK)Ke aKTUBHO yYacTBYeT B 061eM MeTaboIusMe U Ha-
KOIIEHMM 9Hepruu. JlepMa cOCTOUT U3 IyYKOB KOJUIareHa
1 9/IACTUYHBIX BOJIOKOH ¥ UTPAET YPE3BbIYANIHO 3HAYUMYIO

Porosow cnown, npoyre KOMNOHEHTbI annaepmMmmnca (p,eCMOCOMbI,
NAOTHbIE MEKKNETOUYHbIE KOHTaKTbl)

JInnnpapbl, opraHnyeckmne K1CcIoTbl, IM30COMbl, aHTVIMVIKpO6HbIe
nentunabl

JIumooumTbl, HENTPODUMbI, MOHOLINTBI, KNETKM JlaHrepraHca

po/b B MONJEP)KaHUM MEXaHUYECKOH HMPOYHOCTU KOXKU.
B 0cO6eHHOCTH BaXKeH UIS 3AIUTHI KOKU ATMUIEPMHIC —
CJI0i1, Hanbosiee OIM3KHIT K BHEIIIHEH TOBEPXHOCTHU 1 COCTO-
SIMI IPEUMYIIECTBEHHO U3 CTPATH(OUIIMPOBAHHBIX Kepa-
THHOLIMTOB U poroBoro cost. [Tonpo6Hee srumepmuc 6ymer
paccMoTpeH Hike. [ToToBbIe XKelesbl 1 KPOBEHOCHBIE CO-
CYZBI PETYIUPYIOT TeMIIepaTypy Tea. CalbHbIE Ke/le3bl BbI-
Ie/ISIOT JIMIIUBI KOKHOTO caJla, HeOOXOIUMBIE /IS 3aI[UThI
BOJIOC OT BO3JICHICTBUII OKPY>KAIOIIIeit Cpelibl (CM. I/IaBy 79).
Y >KMBOTHBIX IMIIMIBI KOXKHOTO Cajla IPUJAIOT MEXY BOJIO-
OTTAJIKUBAIOLI[IE CBOJCTBA, CIIOCOOCTBYS IUIABYYECTH Tejla
1 TeMIIEPATYPHOII PETY/IALINN, @ TAK)KE IPEISITCTBYIOT 00e-
3BOXMBAHUIO OPTaHU3Ma U BPEIOHOCHOMY BO3JEHCTBUIO
yIBTPadHOICTOBBIX JIydeil. 3HaYeHHE JTUIINUIOB KOXXHOTO
CcaJ1a [Is1 BBIIIOJTHEHHsI 6apbepHOIt (GYHKIINH POTOBOTO CIIOST
U [/ peryIMpPOBaHMs YPOBHA CYXOCTU KOXKM Ha JIAaHHBIN
MOMEHT OCTaeTCsI IIPEIMETOM HayIHbIX IUCKyccnit.>® Takoke
CaJIbHbIE JKeJIe3bl TPAHCHOPTUPYIOT ITULIEPO/T Ha MTOBEPX-
HOCTb KOXH, YTO BaYKHO JUISl THAPATALUH POTOBOTO C/I0sL.*
HepBHble BOJIOKHA 00/1a7al0T XeMOYYBCTBUTEIBHOCTBIO
U CITy>KaT CUCTEMOI IPefyIpeXXIeHUs B CIydae BOSHUKHO-
BEHHsI OITACHOCTH BHEIIHeH TpaBMbI (cM. 1aBy 102).



TABJINLIA 47-2
3awumTHble GYHKLUN POroBOro cios

OyHKUMN BasoBble CTPYKTYpbl

Bapbep npoHuLaemocTu JNamennspHbie 6ucnon

MexaHunueckana PoroBow koHBepT,
LieSIOCTHOCTB/MACTUYHOCTL — GUIAMEHTbI LUTO30/IM

Tmppatauma JlamennspHble 6UCNON, LUTO30JbHbIN
MaTPUKC KOpHeouurTa
Koresusi/npeckBamaums KopHeopgecmocombl

AHTUMMKPOOHaA 3awumTa
MaTPUKC
3awwTa ot YO LinTo3onb KOpHeouuTa

AHTUOKCMAAHTHaA 3awWwmnTa

BopootTanknsaHue/ JNamennspHble 6ucnon
BOOHENPOHNLAEMOCTb

LintTokuHosas Lintoszonb kopHeouuTa
CUrHanusayms

KceHobunoTnyeckas 3awmnTa )'Iamennﬂprle 6ucnon

VN =wunTtepneiikun; YO =ynbTpaduonetooe obyyeHme.

BAPBEP ®U3NYECKON
NMPOHNLIAEMOCTI: CTPYKTYPA
POroBoro ¢nog

Tab1. 47-2.

Hccneposannsa 40-50-x romos XX Beka 1oKasaiu, 4TO
co6cTBeHHO (hH3nYecKuil 6apbep KOXXM HpeCcTaBIeH po-
rOBBIM c/ioeM.>® CTPyKTypa pOroBOTro CJIOs, OLIpefe/IsoIIast
ero GapbepHyI0 (PYHKIIMIO, TOPA3[0 3aMeTHee IIPH BU3Ya-
JIM3AIMH C TIOMOIIIBIO 3MEKTPOHHOI MUKPOCKOIINH U (HUK-
CallUM C IOMOILBIO YeTHIPEXOKUCU pyTeHus (puc. 47-3),
HEXKeJIU NPU PYTUHHOM THCTOTOTHYECKOM UCCIENOBAHNUN
Cpes30B TKaHeil, GUKCHPOBAHHBIX (OPMaTHHOM, Ha KOTO-
PBIX POTOBOJA C/IOM BBIIVIAAUT B BUJE TUITMYHON «IJIETEHOM
KOP3MHKM». bloKaga MpoHUI1aeMoCTH poroBOro CI0s JUIs
BOJIBI He SIB/LIETCSI IIOJTHOM. B HOpMe Hab/IomaeTcst IBIKe-
HHe BOJIbI U3 POTOBOTO C/I0SI B aTMOC(hEpPY — TPAHCIIIHIEP-
MasnbHast moteps Boxsl (TOIIB), koTopas panee Ha3bIBaIACh
«HEOLYTUMOI TIOTepel BOAbI». POroBOIl C/10#1 CIY>KUT OC-
HOBHBIM 6apbepOM, 3AIIUIIAIOIINM OT YPECKOXKHOTO HPO-
HHUKHOBEHHSI XUMUYECKHX BEIIECTB U MUKPOOOB.!

Porosoii cioit, To/MIMHA KOTOPOTO BapbUpyeT B [Malia-
3oHe oT 10 10 20 MKM, COCTaB/IAET HENPEPLIBHYIO CTPYK-
Typy 6orarbix Genxamu Kiaetok. Kierku porosoro cios
OpPraHM30BaHbl B BHUME IUIACTUHYATHIX JTUIUIHBIX CI0E€B
1 TIOTPY>KEHBI B 00OTAIIeHHBII HETIOJIAPHBIMU JTUINIAMHI
MEKK/IETOYHBII MaTpuKC. JKHU3HECTIOCOOHBI IIHIEPMIC
TPENCTABIISET c0060if MHOTOC/TOMHBIN TUIOCKOK/IETOYHBII
STIUTE/INIL, COCTOSIIIHI 13 6a3a/IbHOTO, IIIUITOBATOTO U 3ep-
HHCTOTO KJIETOYHBIX C/10eB. [Tokuas 6asaibHBbIIl C/IOM, Ke-
PATHHOLMTHI HAYMHAOT AN depeHIPOBATHCS 1, B XOJIe
BE€PTHKA/JIbHOM MUIPAllMU B IIMIIOBATBHI M 3€PHUCTHIN

JlamennapHble 61CNON, BHEKNETOUHDIN

KOpHeOLlI/ITbI, BHEKJ1IETOUHbII MaTpUKC

Buoxumunyeckne mexaHusmbl

Tnapodo6Hbie nunuAb

lMepeKpecTHO cLienneHHble nenTuabl (Hanpumep,
VIHBOSIOKPUH, TOPUKPWH), KePaTVHOBbIE GpUNaMeHTbI

[MrLepon canbHbIX XKenes, aMVHOKUCIOTbI Nocsie pacnaaa
dunarrprHa, nprvpoaHble yBnaxHawowme dakropbl (MYD),
XOPHepUH

Cepl/lHOBbIe npoTeasbl

CBobOHbIE XWPHble KNCJOThl, aHTVIMI/IKp06HbIe nenTnabl

CTpyKTypHble 6e/Ku, TpaHC-ypOKaHOBas KMUCIoTa

KepaTI/IHbI, BUTaMUH E 13 canbHbIX xenes n Apyrune
AHTUNOKCMAAHTbI

KepaTI/IHOLl,I/ITbI N nnnabl KOXXHOTO Cana

HakonneHwe v BbicBoboXAeHUe Npo-UJ1-a, ceprHOBble
npoteasbl

PacTBOpUMOCTb NMNIAOB, CCTEMa LITOXPOMa P,
(Hapy»kHbIV clon anuaepmumca)

CJIOU, MOABEPTAIOTCS PALY M3MEHEHMUIL, 3aTParuBaloOIUX
KaK MX CTPOEHHE, TaK M UX cocTaB (cM. 1aBy 46). B npo-
Iecce Co3peBaHMA KePaTHHOIUTBI CHHTe3UPYIOT U 9KCITpec-
CHPYIOT pas/MyHble CTPYKTYpHbIE O€/IKM M JIUIH/BL. 3a-
BeplIaoiiye 3TaIsl AuddepeHIMPOBKY KePATHHOILIUTOB
CBSI3aHBI CO 3HAYUTE/TBHBIMU M3MEHEHUSIMH B UX CTPYK-
Type, IPUBOAAIIMMY K TpaHC(HOPMAINN KePATHHOIIUTOB
B IUIOCKMeE, IMIIICHHBIE A/Iep YelTyifdaThle KJIETKU POTOBOTO
C71051, B3aUMOJICHICTBYIOII[VE, B OCHOBHOM, C KEPaTHHOBBIMH
¢wramenTamu. KieTkn poroBoro ¢jiost OKpy>keHbl POrOBBIM
KOHBEPTOM, C(POPMHUPOBAHHBIM M3 IIEPEKPECTHO CBS3AH-
HBIX 0€/IKOB (6€/IKOB POrOBOTO KOHBEPTA), a TAKKE JIHITH-
HBIM KOHBEPTOM C KOBAJIEHTHOI CBsI3bI0 (puc. 47-2). Bue-
KJICTOYHBIE HETIOJIAPHBIE JTUIIU/IBL, OKPY)Kasd KOPHEOIUTHI,
06pasyior runpodo6HbIit MaTpuKc. [To MHeHHIO psiza Uc-
crlefioBareseit, 1 6e/IKH pOoroBoro KOHBEpPTa, M KOBAIEHTHO
CBSI3AHHBIIT JIMIIN/IHBII KOHBEPT UMEIOT 6OJIbIIIOE 3HAUCHME
UL XUMUYECKOM YCTOIYMBOCTH KOPHEOIUTOB (puc. 47-4).
JlecMOCOMBI, COeNUHSIOIINE COCETHUE KEePATHHOI[UTBHI
IPYT C IPYTOM, BaXKHBI JUIS KOTe3UH KJIETOK POTOBOTO C/IOS
1 YTPauMBaIOT CBOIO (DYHKIHIO BO BpeMsI IPOIIECCOB Jie-
CKBaMaIlMH B POTOBOM CJIoe. B BepXHUX IITUITOBATOM U 3ep-
HHCTOM C/IOSIX HAaXOMISATCS XapaKTepHbIe IUIACTHHYATHIE Be-
3UKY/IbI, HA3bIBAIOLIIUECS INUOEPMATLHOIMU IAMEITTPHOIMU
menvyamu (puc. 45-3 u 45-5). OHU 60TaThI MOTAPHBIMU
JIMIHUIAMH, [JIMKOCHUHTOTUITHIAMY, CBOOOIHBIMU CTe-
ponamu, pocdomnupamMu u KaTabonndeckuMu hepMeH-
TaMH, JOCTAB/LIIOIINMI JINIIN/bL, HeOOXOLUMBIe JUIS BHe-
KJIETOYHBIX C/IOEB POTOBOTO C/10s1. JlaMe/UIsIpHbIE Tesblia
TAaK)XXe MOTYT COfiepXKaTh Oe/IKH, B 4aCTHOCTH 6eTa-nedeH-
3UH YeioBeka 2.” B 0TBeT Ha ompenie/ieHHbIE CUTHABI (BO3-
MOXKHO, TAKMM CHTHAQJIOM CTyXHT BO3PacTaHHe KOHIICH-
TpalMY Ka/IbIUA BO BpeMs IIepexolia JaMe/UIAPHBIX TeJell
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PucyHoK 47-3 Snek-
TPOHHaA MUKPOCKONMA
nokasana, 4To Ha rpa-
HuLe 3epHucToro (SG)
n poroeoro (SC) cnoes
copepxrmoe namen-
nApHbix Teney (LB)
BbITECHAETCA B Norpa-
HUYHY10 30HY (A), dop-
MUpYyA Takum obpasom
HernpepbIBHbIE K-
nuaHble 6ucnon (LBL)
(B 3aTem B). B npouec-
ce OporoBeHus gec-
MOCOMbI CTaHOBATCA
kopHeocomamu (I).

13 3€pPHUCTOTO C/I0SI B POTOBOIL) JIAMe/UISIPHbIE Te/IbIIa Ha-
HPaB/ISIIOTCA K AIIMKA/IBHBIM IIOBEPXHOCTSIM BEPXHUX KJle-
TOK 3€PHUCTOTO CJI0f, COAUHSIOTCS C IUIa3MaIeMMOI
1 IIOCPECTBOM 9K30IIUT03a CEKPETHPYIOT CBOE COLEPKH-
MOe B MEXK/IETOYHOE IIPOCTPAHCTBO. JIUITHIBL, TPOU3BO-
IHbIE OT JIAME/ULIPHBIX TeJIell, BIIOCICACTBUN MOFUMHUIIH-
PYIOTCSL M PEOPIaHUBYIOTCSI B MEKK/IETOUHBIE ITACTUHKH,
PAacCIOIOKEHHbIE MPAKTUYECKU ITapa/UIe/IbHO KIETOYHOM
HOBEPXHOCTHU. B X0fie 9TOT0 Ipoliecca TUMUIHBIA KOHBEPT
C KOBAJICHTHOI CBAISBIO CIIYXKUT CBOCOOPASHBIM KapKaCOM.
ITocre BbITeCHEHNS TAME/ULIPHBIX TeJIell B 30Hy KOHTAKTa
3€PHUCTOTO ¥ POTOBOTO C/I0EB MO/IAPHbIE IUITUIBI ITOf 1eH-
crBreM (hepMeHTOB IPe06pPasyIOTCsi B HETIO/ISIPHbIE TIPO-
IyKTBL. B pesynbprare rupponnsa IIMKOCHUHIOTUIINIOB
00pasyoTcst mepaMussl, Ipu 3ToM Gochomunuas! mpe-
00pasyroTcsi B CBOOOIHBIE KHPHBIE KUCIOTHI. Takie nsme-
HeHHs B COCTaBe JIUIIUOB U CTPOCHUH K/IeTOK IPUBONAT
K 00pa30BaHMIO KPaiiHe IVIOTHOH CTPYKTY Pbl, YITAKOBAHHOH
B MHTEPCTUIIMU POroBoro ciost (tab. 45-2).8

NIMNNHbIIA COCTAB W POJIb JIUNK

POrosoro cof B HENPOHULIMEM
bAPbEPA

CkaHMPOBaHKE C MOMOLIBI0 KOH(POKAIBHOTO JIA3EPHOTO
MHKPOCKOTIA ¥ PEeHTTeHOBCKUI MHKpPOAHATU3 TTOKa3aH,
YTO OCHOBHOM IIyTh IIPOHUKHOBEHUA BEIIECTB CKBO3b
KOXY IIpeJCTaBIAeT CO00N M3BUWIMCTYIO TPAeKTOPHUIO
MEXIy KOPHEOIIUTaMH, YTO ITOATBEPKIACT He3aMEHUMYIO
POJIb MEXK/IETOUHBIX JIUITHIOB B PEryINpPOBKe GapbhepHOIt

BegHbIN nMNuaamMmn KopHeouuT

O60raLleHHbIA MMMUAAMA BHEKNETOYHBbII
MaTPUKC C INNUAHBIMU GrCioAMI

JiunnaHbIn KOHBEPT
KopHeouuTa

BenkoBblil KOHBEPT
KopHeouuTa

BeaHblin nunuaamu
KopHeounT

PucyHok 47-4 befHbl nUNugamy KOPHEOLUT HaXOaNTCA
B OKPYXE€HWMN BHYTPEeHHero 6enkoBoro 1 Hapy»Horo nu-
nuaHoro KoHesepToB. CneuunanbHble Lepamuabl KOBaneHT-
HO CBfA3aHbl C 6eNlKamy POroBOro KOHBEPTA, B YaCTHOCTYU
C VIHBOJMIOKPUHOM.

yrxunm.® K 0CHOBHBIM K/TaccaM JIMIIHIOB POrOBOTO CIOST
OTHOCSITCSI XO/IeCTePUH, CBOOOHBI YXHPHBIE KUC/IOTHI U I1e-
pamuzsL’ !

XONECTEPWIH. Xoecreput — BeposiTHO, HanboJIee pac-
HPOCTPAHEHHDIH JINITHI B OPTaHU3Me B [[eJIOM — SIBJISETCS
COCTABHOI YACTHIO IIa3Ma/IeMMBbI M MEXKK/IETOUHBIX THITHA-
HBIX [UIACTMHOK POTOBOTO C/10st. XOTs1 6asajibHble KIETKH
CIIOCOOHBI IOIIOIATh XOMECTEPHH U3 LUPKYIHPYIOLIeit
KPOBH, B OCHOBHOM XOJIECTEPUH CHHTE3UPYETCsI M3 arjeTara
in situ.'? dmumepMaIbHbIE KePATHHOLUTH — OCHOBHOM THII
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JinnngHobini cnon

KncnoTHas corHrommenvHasa
[B-rniokouepebpo3ngasa
docdonmnasza

cTepoungHas cynbdartasa

JNamennsapHoe Tenble (copepKuT
rMapoONNTAYECKe GepMEHTDI, @ TaKXKe
dochonununabl, Lepamngpbl,
rNIMKO3UA-LepaMubl 1 CTeporsibl)

PucyHok 47-5 B npouecce gudpdpepeHLMpPOBKM BepXHUI WNMNOBaTbIN cnoit (SP) 1 3epHucTbINn cnoi (SG) npor3BoaaT na-
MennsapHble TefbLia, KOTopble coaep)KaT paHee cGopPMUPOBaBLUNECA NUMUAHbIE CTPYKTYPbI U FUAPOAUTUYECKUE pepMeH-
Tbl. VIX copepKumoe BbITeCHARTCA B MOrPaHUYHYIO 30HY MeXay 3epHUCTbIM (SG) 1 porosbim (SC) cnoamu 1 nofBepraeTca

3HaunTeNnbHON TPaHchopMaLmm. SB =6a3anbHbili COWN.

KJIETOK SIHIEPMICA — aKTUBHO CHHTE3UPYIOT HECKOIBKO
JIMIIN0B, B TOM 4YHC/IEe XOIIeCTepI/IH )48 CBO6OIIHI)IC )KI/IPHI)IC
KUCIOTHL KaTanusaTopom cTajuu, OrpaHHIHBAIOLIei CKO-
POCTh GHOCHHTE3a XOJIeCTepPUHA, ABIAETCS THAPOKCHMeE-
THIITIOTAPHI-KOSH3UM A-penykTasa (puc. 47-6). Cunres
SMHUIEPMATEHOTO XOMECTEPHHA PETYIHPYETCS JAHHBIMU
dbepMeHTaMM, U €r0 CKOPOCTH MOBBIIIAETCS BO BPEMs BOC-
CTaHOBJIEHUs 6apbepa IPOHUIAEMOCTH.

CBOBOJOHbIE XXNPHbBIE KUCJ1OThbI. Koxa comep-
JKUT CBOOOJHBIE KHPHbIE KUCIOTBI, @ TAK)Ke SKUPHBIE KIC-
JIOTBI, CBSI3aHHBIE B TPUIIHIEPU/bL, POCHONUITHIBI, TIH-
KO3WILIEPaMU/IBI U LiepaMUBL. J/THHA IIEITOYKH CBOOOJHBIX
JKUPHBIX KMC/IOT B 9IIMIEPMUCE BapbupyeT oT 12 1o 24 aro-
MOB yrepopa. OrpaHnYMBaloLIye CKOPOCTh CHHTe3a (ep-
MeHTbI — ateTwI-CoA KapOOKCHIasa M CHHTa3a SKUPHOI
KHUCIOTHI — IPUCYTCTBYIOT B SIMJEPMHUCE B 3HAYUTE/Ib-
HOI Mepe aBTOHOMHO (puc. 47-6 u 47-7).'* HacpiuieHHbIe
¥ MOHOHEHACBIILIEHHbIE JKUPHBbIE KUCIOTEI, B OTINYHE OT
IVHEHACBIIIEHHBIX U IOJIMHEHACHIIIEHHBIX KUCIOT, CHH-
TE3UPYIOTCA B dnuaepmuce. HoMeHK/IaTypa >KUPHBIX KHUC-
JIOT OIPEMe/ISIeTCs MOIOXKeHHEM [ePBOIi (OTCYUTBIBASI OT
TEPMHHA/IbHOI METH/IOBO I'PYIIIIBI) IBOMHOI CBSI3H B MO-
JIeKy/e. DCCeHLIMANbHbIEe W-6-HeHAChIIIeHHbIe KHCIOTHI
TO/DKHBI IIOCTYTIATh B OPTaHMU3M C ITUILEH U 9epe3 KpOBOO-
OpaltieHye, OH1 MOTYT OBITh TAK)Ke BBEIEHBI ITPU MECTHO
tepanuu. HeacceHlnanbHas MOHOHEHACBIIEHHAS JKUPHAs
KHC/IOTa— OJISMHOBAs KHCI0Ta — IPeCTaBIIAeT co00it w-9
JKUPHYIO KHCIOTY. JIMHO/IeBast KHC/IOTa — HanboIee BayKHast

IBOVIHAS HEHACBIIIIEHHAS )KUPHAsl KHC/IOTa — SIB/ISIETCS -6
KUCTOTOM. BOJbITIOe 3HAUeHNe IMeeT TaK>Ke U O-TMHO/EeBasI
xucnota (w-3). ViaMeHeHMs KoX1, 00yC/I0B/IeHHbIE fiepuIn-
TOM (-3 >KUPHBIX KHCJIOT, Ha TAHHBIT MOMEHT He U3BeCTHBbI;
OJIHAKO ITPE/IIOIATAeTCsT, YTO W-3 KUPHBIE KMCTIOTHI HE06-
XOJIMIMBI TSI paspelie s BOCIaUTeIbHOTO IIPOoLecca. -3
JKMPHBIE KHCIOTBI COfICPKATCS B PbIOe, HCTOYHUKOM -6
JKMPHBIX KMCIOT SIBJIAIOTCA PacTHTEIbHbIe Macia.'>'® Jle-
buIUT dcCeHINANMBHBIX XUPHBIX KUCTOT, BOSHUKAIOIIUIT
BC/IE[ICTBHE U3MEHEHMUIT B PAIlHOHE TUTAHUS WK B PE3Y/ib-
TaTe MambabCcopOLIH, IPUBOAUT K CHHIPOMY fieHIHTA IC-
CeHIMA/IbHBIX )KUPHBIX KUC/IOT, JULS1 KOTOPOTO XaPaKTePHBI
3HAYHUTE/TbHbIE N3MEHEHUS B AIIUTE/INH, BK/IIOYAs AIHEP-
MIHC, 9TO OBIIO HOATBEPXKECHO B 9KCIIEPHMEHTAX Ha KPbI-
cax 1 Mbitax."” B momo6HOM COCTOSTHUY SMUIEPMIEC CTaHO-
BUTCSI [IIEPIIIABBIM, [IETYIIAIINMCS M THIIEPEMUPOBAHHBIM,
a MPOHUIIAEMOCTD Cephe3Ho Hapyiaercs. Kpome toro, mpu
meduIITe 3CCEHIIMATbHBIX KUPHBIX KHCIOT MOTYT HAOTIO-
IAThCs TsDKesasi GakTepuaabHast HHQEKINs, 3aMeUICHHO®
3)KHBJICHHE paH M ajorenus. JIMHOIeBask KUC/IOTa BXO-
IUT B cOCTaB (HpOCcHOIUIHUIOB, IIIOKO3UILIEPAMUTIOB, Iie-
pamupma 1, nepamuna 4 u nepamuna 9.'"* ITpenmonaraercs,
9TO METAOOMIUT TUHOIEBO KHCTOTHI — Y-THHOJIEBAs KHC-
JIOTa — UTPAET BAXXHYIO POJIb IIPU ATOIIMIECKOIT IK3eMe.

LIEPAMWIbBI. Ilepamun mpencrtasiser coboil coemu-
HEHHYI0 aMUJIHOI CBSA3BIO SKHUPHYIO KHUCIOTY, COIEpKa-
LIYIO JUIMHHOLETIOYEYHBIN aMHUHOCIMPT, KOTOPBIi Ha3bl-
BAETCS CUHe0UOHOTI 0CHO601L. JITHHBI KAPOOHOBBIX LIeTIeH,
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MexaH13M 1 OCHOBHbIe ¢epmeH'rb| CMHTE3a CBOGOAHDIX
KMNPHDbIX KUCIOT U XOoJNlecTepHa poroBoro cios

Auetun CoA

u HMG-CoA
CUHTa3a
Vv
Auetun CoA
Kap6oKcunasa HMG-CoA
HMG-CoA
penykTasa
Vv
\/ MeBanoHoBas
Kucnora
QapHesnn
nupodocdar
CUHTa3a
Vv
®DapHeson
CuHTasa
e CkBaneH
KUCOTbI o
CkBaneH

XonectepuH

CBobogHas
>KUpPHasA K1cnorta

PncyHoK47-6 MexaH3M 1 OCHOBHble GepMeHTbl CUHTe3a
CBOGOAHDBIX XUPHbIX KUC/OT 1 XONecTepuHa poroBoro CJ1os.
CoA=KosH3um A; HMG-CoA =Tungpokcumetunrnotapun
CoA.

COEIMHEHHBIX AMU/IHOI CBSI3bIO )KUPHBIX KUCIOT U ChuH-
TOUIHBIX OCHOB, B TKaHX OO/IbIIMHCTBA M/IEKOIIMTAIOIIIX
COCTaB/AIOT OT 16 10 26 1 or 18 m0 20 aToMOB yrepona
COOTBETCTBEHHO. XOTs COUHTONIUIINIBI, BKIFOUAst TIMKOC-
unronmHnUB U GocdoChUHTOMUIHBI, TPEICTABICHbI BO
BCeX TKaHIX M/IEKOITUTAIOITHX, TAK)KE OTTHUCAHO U CrIennu-
YecKoe pacrpene/ieHle 3TUX MOJIEKY/I B pa3/IMYHBIX TKaHAX.
OnuIepMHUC U cee3eHKa 6OTaThI IIIOKO3MIIIePaMUIOM. [a-
JIAKTO3WILIEPaMuUfl, OTCYTCTBYIOIIMI B KepaTHHOLUTAX,
IIPUCYTCTBYET B TOJIOBHOM MO3Te. B poroBoM ciioe 1epa-
MHU]I, SABJISIETCS OCHOBHBIM JIMITUIHBIM KOMITOHEHTOM, U €TI0
Bec 371ech MOXKeT ocTurath 30-40% ot Beca BCexX TUITH/IOB,

B TO BpeMs KaK B IPYTHX TKaHAX M/ICKOIMHUTAIONINX OH CO-
crasysier MeHee 10% ot Beca xojectepuna wim ¢ocdosm-
1m1710B. CTOJIb BBICOKOE COJIepyKaHHe LePaMHUIOB He Ha0/Iio-
[AeTCsI HU B 3€PHICTOM, HU B IIIMIIOBATOM, HH B 6a3a/IbHOM
Cr10s1X anuaepMuca. JJaHHbI aKT CBHIETEILCTBYET O TOM,
9YTO OCHOBHBIM YC/IOBHEM HAKOIUICHHsS LIEPAMUJIOB SIBJIS-
ercsi TepMuHaIbHas auddepennnposka. Porosoit croi
COZIEP’)KUT KaK MHHHMYM JI€BSITh PAs/IMIHbIX [IEPaMHIOB.
Kpome Toro, cyiiecTByoT ABa 6€IKOBO-CBSI3aHHBIX Liepa-
Mmua — nepamug A u nepamup B.® [laHHBIe 1lepaMuIbl Ko-
BAJICHTHO CBSI3aHBI C OJIKAMU POTOBOTO KOHBEPTA, I/IaB-
HBIM 00pa30M — C HHBOJIIOKPUHOM.

LlepaMuIBI CHHTE3UPYIOTCS CEPUH-TTAIBMHTOMI-TPAHC-
bepasoit — bepMeHTOM, TUMUTHPYIOILIUM CKOPOCTh,—
a TaK)Ke IHIPOIM30M IIOKO3WILepaMu/ia (IIOCPeICTBOM
B-ritoxoriepe6posnnasen)’’ u chuHromuennHa (mocpen-
CTBOM KHUC/TIOTHOH CUHTOMUeTNHA3bI) (prc. 47-7 m 47-8).2°
Ecmu cepun-nanMutomwi-Tpancdepassl U B-ImoKorepe6po-
3M/la3a OCYIIECTBIIAIOT CHHTE3 BCEX BUJOB LIEPAMUIOB, TO
u3 cUHrOMHETHHA3BI CHHTE3UPYIOTCS TOJIBKO LiePaMHuLI 2
U LIepaMHU]IL 5, TaK KaK CPUHIOMHETHH COIEPKUT HETUPOK-
CH/IBHBIE KHCTOTHL.*!

TPAHCNOPT NUNNAO

1t nonziepykaHus IIPOHHUIIAEMOCTH KOKHOTO Oapbepa Ke-
paTHHOILUTAM HeoOXOIUMO 6OJIbIIOE KOTUYECTBO XOJIe-
crepura. ABCA1 — MeMOpaHHBIil TPaHCIIOPTHBIA 6e/I0K,
OTBETCTBEHHBII KaK 3a IIPUTOK XO/IeCTePUHA, TaK U 32 pe-
Ty/IMpOBaHUe YPOBHA XOJeCTePHHA B KIeTKax. [ccienoa-
HUA N0Ka3aau, uTo ABCA1 skcIipeccpoBaH B KYIBTYpe
KepaTHHOIUTOB YelOBeKa M B SIHAEPMICe MBIIIH. JKC-
npeccuss ABCA1 B KybType KepaTHHOIIUTOB yCUIMBAETCS
3a CUeT aKTUBAIIMH HECKOJIbKHX PEIeNTOPOB: X-peLenTopa
IIeYeHH, PELeNITOPOB, aKTHBUPYIOLIMX NIPoIHdeparuio me-
poxcucom,— (PPAR)-a, PPAR-ss/d u perurounsoro X-pe-
nernrropa. TakuM 06pasoM, B PeryMpoBaHUM YPOBHS XO-
JleCTepUHA, HeOOXOAUMOTO I OCYIIeCTBIeHNs (PyHKIUN
[IPOHHI[AEMOCTH KOKHOTO Oapbepa, yuacTyilor ABCAI,
X-penenrop nedenu u peuentopsl PPAR.? Tpancnopr
U MeTabO0/IM3M JKHPHBIX KUCIOT B KJIETKE PeryIUpyrOTCs
6e/KaMu, CBA3aHHBIMU C YXMPHBIMU KHCIOTaMM. >

JlomonHuTeIbHBIE 3alIUTHBIE (PYHKIUM dMHIEPMHUCA
B 9TOJI I/IaBe He 0OCY)KIAI0TCS, ONHAKO HEePeYHC/ICHBI B Ta-
6mute 47-3.

CouHrommnenuH, rukosunuepamugabl n pochonunuabl Kak NpeKypcopbl

KucnotHaa C(I)VIHI'OMVIEJ'IVIHa3a

( CoduHromuennH

J

®ocdonunasa A,

( DQochonunugpbl J

> Llepamugpbi

CBo6opHble
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3HAYEHWE MNMPOJIN®EPALINIA
1 TNODEPEHLINPOBKIA 3NMNLEPMIUCA
ANA BAPBEPHOU ®YHKLUWIN KOXKI

OynKuust GUNIECKOro Gapbepa OCYIeCTBIISIETCS POTOBBIM
CJI0eM KaK 3a CYeT MeKK/IeTOYHBIX IMITUIOB, TAK B HE MEHb-
1IIeit Mepe 1 33 CYeT KOPHeOLUTOB. > JMuepMuc noisepra-
eTCsl KepaTHHU3AL UK — IIPOLIECCY, B XOie KOTOPOTO SIHIep-
MaJIbHbIe KJIeTKH IIOCTeIIeHHO PasBUBAIOTCA OT 6a3aIbHBIX
KJIETOK C IO/ epaTHBHBIM OTEHIIUAJIOM JI0 6e3)KU3HEeH-
HBIX YIUIOIIEHHBIX YellyeK poroBoro ciost (puc. 47-2). Ke-
PaTHHOILIUTBI 3aPOKAIOTCS OT CTBOJIOBBIX KJIETOK 6a3aib-
HOTO CJIOS ¥ TPAaH3UTHBIX aMIUTUHUIUPYIOLIUXCS KIETOK
U 3aTeM TIPOXOMAT Yepe3 HeCKOMbKO 3TanoB auddepen-
LIUPOBKH, B UTOTE OABEPrasch geckBaMaruu.” Takum 06-
pas3oM, B HOPMa/JIbHOM SIHIEPMHCE CYLIECTBYeT GaIaHC
MEXK/y IpolieccaMy nponudeparuy 1 neckBaMalin, Ipu-
BOJIAILLHIA K TIOJTHOMY OOHOBJICHUIO SIIUIEPMHICA B TeICHHE
npuMepHo 28 nHeit. [Ipn HeKOTOPBIX PopMax UXTHO3a CKO-
POCTb IeCKBAMAIIUH MOKET OBITh IOHUKEHA, YTO BBI3BIBACT
3aJIeP>KKY OTTOP>KEHUSA SIHIEePMaIbHBIX KJIeTOK (peTeHIIN-
OHHBIIT ruItepKeparos) (cm. rrasy 49).% Tpu Bocmanureib-
HbBIX KOKHBIX 3a00/IEBAaHMSX, TAKMX KaK [ICOPUa3, IPOKC-
XO[MT YCHICHHE IPOUQepaliii, 4T0 BefeT K HapyIIeHUIO
nuddepeHINPOBKI U HOSBICHHIO ITAPAKePATOTHIECKUX de-
1ryek (runeprnpondepaTuBHbLI IHIepKeparos).”
OCHOBHBIMHU CTPYKTYPHBIMHU O€/IKaMH, CHHTE3UPYIOIIIH-
MHCs1 B KEPAaTHHOLUTAX, SIB/ISIOTCS KePAaTHHBI (CM. I71aBY 46).
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muueponunngbl

KepaTuHbI OpraHU30BaHbI B IIOX0XKHUE Ha Ay THHY CEeTH, CO-
CTOsIINE M3 MPOMEXYTOYHBIX (rmaMeHToB. [Tono0HbIe
CTPYKTYPbl, UMEIOIlIMe CBOMM Ha4yaJIOM OKOJIOsZepHOe
KOJIBIIO, TAHYTCS Yepe3 BCIO HUTOIUIA3MY U 3aKaHUMBAIOTCS
y TEPMHHA/IbHBIX IECMOCOM U HOIyecMocoM. Ha sakmoun-
Te/IbHBIX CTA/UAX HOPMa/IbHOI HU(PepeHINPOBKH Kepa-
THHBI [TOCPEICTBOM B3aNMOJICHICTBHSI C MATPUYHBIM O€IKOM
¢bumarrpuaoM GOPMUPYIOT BHICOKOYIIOPSLOYEHHbIE TJIOT-
HbIe Macchl. B crydae HapyILeHNs KePaTHHUSAIUH CeTh (PuU-
JIAMEHTOB BOKPYT fiipa paspyLIaeTcs, YTO MPeHATCTBYeT
HPHUKPEIUIEHHIO KOMIUIEKCOB (prlaMeHT-MaTpPUIHbII Oe-
JIOK K BHYTPE€HHel1 IOBepXHOCTH uemnyeK. Kak ciefcTaue,
MU3MEHSAETCA B3aUMOJIEHCTBIE MEX/LY COCETHUMH KJIETKaMU
1 HapyIaeTcst aeckBamaryst. QuarrpuH cobupaer KepaTu-
HOBbIe (PMIAMEHTBI B IVIOTHBIE IIYYKH, YTO CIOCOOCTBYET
YIUIOIIEHHIO KJIeTKU, XapaKTepHOMY I/Is1 KOPHEOIIUTa po-
rOBOTO C/1051. BMecTe KepaTuHs! 1 GHIAITPUH COCTABIISIOT
ot 80 10 90% Bceit 6eIKOBOIT MacChl AMHUAEPMICA MIICKO-
nuTaIux. >

CrpykTypHBbIe 6e/KH, TaKne KaK HHBOIOKPHUH, JIOPH-
KPHH, TPUXOTHAIMH M KJTACC MAJIBIX OOTaThIX IPOIHMHAMU
6e/IKOB TaK)ke CHHTe3UPYIOTCH B SNUCPMHUCE, A 3aTeM IIe-
PEKPECTHO CBA3BIBAIOTCA TPAHCIIIOTAMUHA3AMU [/ YKpe-
IIeHHs POTOBOTO KOHBEPTA HEIIOCPEICTBEHHO 10 IIa3MO-
JIeMMO11. be/Iki poroBoro KOHBEpTa COCTABIAIOT IIPUMEPHO
7-10% Mmaccel snunepmuca. KopHeonuTsI CIy>KaT OCHOBOM
UL MEXaHUYECKOM M XUMUYECKOM 3aI[UThI K BMECTE C MEXK-
K/IeTOYHBIM JIMIUIHBIM OKPY)KeHHEM O PaHUYHUBAIOT BOJO-
IIPOHUIIAEMOCTD. POroBoII KOHBEPT KJI€TKH IIPEICTaBIsAeT
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TABJINLIA 47-3

[JononHutenbHble 3alWunTHbIE d)yHKLWIVI
6e31>ﬂnepHoro anngepmunca

CDyHKu,vm Brnoxumunueckne KoppenAaTtbl

AHTI/IMl/IKpO6HbIe AHTVIMI/IKp06HbIe nenTunabl n nunuabl,

CUCTEMDI CBA3bIBalOLLME XKene3o, 6enky,
KOMMeMeHT

AHTUNOKCHAAHTI [MIOTaTNOH, OKCUAA3bl, KaTanasa,
LMTOXPOM Pm, BuTaMuHbl C 1 E

Mepwnatopbl MpocTarnaHfmnHbl, 311Ko3aHOU b,

BOCManeHns NEVKOTPUEHDI, TMCTAaMUH, LUTOKMHbI

Monekynbl, MenaHvH, TpaHCYypOKaHOBas KUC/OTa,

nornowatouyme YO BuTamuH D, meTabonutbl BUuTammnHa C,
MeTabonuTbl prnarrpuHa

DepmeHTbI, MexaHu3mbl FIoKYypOoHUAALMA,

mMeTabonusupyiowe - cynbbauum, rMgpoKCUasALMn
KCEHOBNOTUKN

YO =ynbTpadrionetoBoe obnyyeHue.

€060i1 IPOYHYIO G€TKOBO-TUITHIHYIO IIOTMMEPHYIO CTPYK-
TypY, KoTOpast pOpMUPYeTCsI HETOCPENCTBEHHO IO, IIUTO-
IUTa3MaTHYECKO MeMOPAHOI 1 3aTeM pacIoyiaraeTcsi Ha
BHEIIIHEl OBEPXHOCTH KOpHeouuToB (puc. 47-4). lan-
Has CTPYKTYypa ycroitunsa K 10% TUIPOOKUCH Kalus, YTO
BHUJIHO B IIperapaTax KoKHbIX cocko6os ¢ KOH. Porosoii
KOHBEPT COCTOMT M3 IBYX 4acTeil: 6€IKOBOIO KOHBEPTa
U JIMIHUIHOTO KOHBepTa. BelKoBbIN KOHBepT 0becriedn-
BaeT 6MOMeXaHHYeCKHe CBOICTBA POrOBOrO KOHBEPTaA 3a
CYeT IIePEKPECTHOrO CBS3BIBAHUS CHEINaTN3HPOBAHHBIX
CTPYKTYPHBIX 6€/IKOB POrOBOTO KOHBEPTA CY/Ib(UIHBIMU
CBA3SAMU M 00pasyeMbIMU TpaHCImoTaMuHasaMu N (g) —
(y-TIoTamMumI) THSMHOBBIMHU U30IICIITHAHBIMHU CBA3AMU. >
HMsomentunHble CBSI3H YCTOMYMBBI K Hanbo/Iee pacipocTpa-
HEHHBIM [TPOTEOIUTHIECKUM (pepMeHTaM. JIMMHIHBII KOH-
BePT KOPHEOLIUTOB IIPEACTABIISIET COO0IT CTPYKTYPY, HAIIO-
MHHAIOLIYIO IUIa3MOJIEMMY; OH 3aMellaeT IJIa3MOJIEMMY
Ha BHeIIIHell TIOBEPXHOCTH KOPHEOIUTOB MJIEKOIIHTAIO-
ux.”! VIHBOMIOKPUH, 9HBOIUIAKUH U HEPUIUIAKUH CTyXKaT
cybcTparamMu [UIsE KOBAJIGHTHOTO NTPUCOEMHEHHs [TOCpes-
CTBOM 9(DUPHOIT CBSI3H W-THAPOKCUIIEPAMUIOB K N-aliib-
HBIX XMUPHBIM KHCJIOTaM C OYeHb JUIMHHOI 1ernbio.”” ITo-
C/Ie[IHHUE He TOIbKO y4acCTBYIOT B (QOPMUPOBAHUN BHEIIIHET
0060/I0YKH KJIETKH, HO M TECHO CMBIKAIOTCS C MEXK/IETOU-
HBIMU JIMIIMIHBIMU IUIACTUHKaMU (Tab. 47-2).%

IKCMNEPUMEHTAJIBHOE HAPYLLEHWE
BAPbEPA N TEHHAA MOAND®UKALIA
ANOOEPEHLINPOBKI 3NOEPMICA

OKCIepUMeHTaIbHOE HApyIIIeHNE KOXKHOT0 6apbepa IPHUBO-
JIUT K M3MEHEHHSIM B KePATHHE STIU/ICPMHICA U B 9KCIIPECCUH
0€/IKOB 9IM/IEPMAIBHOTO POTOBOTO KOHBEPTA; B CBOIO OUe-
penb, N30BITOYHASI IKCIPECCHs U AepUIUT TAaHHBIX 6€/IKOB
Y MBILIH BeAYT K iedpeKTaM KO)KHOTo 6apbepa. P saboreBa-
HMIT, COPOBOXKIAIOIIMXCS HApyILIeHneM 6apbepHOit QyHK-
LIMH SITH/IEPMICA, SB/IIIOTCS PE3Y/IbTATOM FeHeTHIECKHX Jie-

Tpu ¢a3bl BoccTaHOBREHUA KOXKHOro 6apbepa

100%

50%

BoccraHoBneHue 6apbepa

I
A b B

PrcyHoK 47-9 Tpu da3bl BOCCTaHOBNIEHNA KOXKHOIO bapbe-
pa C XapakKTepHOW MeTaboIMyeckon akTMBHOCTbIO BCed-
CTBUe cepbe3Horo HapyweHua. A=CeKkpeuna npeasapu-
TenbHO cGOPMMPOBAHHOTIO Ny”na namennapHbIX Teney (ot 0
10 30 MuHyT). b =YBennueHune cuHTe3a nMNMAoB (CBOOOAHbIX
XKMPHbIX KUCNOT, LiepaMmia 1 xosiectepurHa) (ot 30 MrHyT o
5 yacoB); ycKopeHHOe 06pa3oBaHMe TaMeIsiPHbIX Tesel
n nx cekpeuus (0T 2 4o 6 yacoB). B=AKT1BM3aLusA roKo3mI-
uepamupa (0T 9 ao 24 yacoB), Bo3pacTtaHue nponundepaymn
n anddepeHUnpPoBKN KepaTUHOUUTOB (OT 16 f0 24 YacoB).

(bexTOB CHHTE3a KepaTHHA, Ge/IKOB POrOBOTO KOHBEPTA THO0
(bepMmeHTa, IIepeKPeCTHO CBA3YIOLIEro TPAHCIIIOTAMHUHASY- 1.

Nurubunms rugpokcuMetrirotapwt CoA-penyKTassl
IIPU MECTHOM IPHMEHEHUH JIOBACTaTHHA — IIPeIapara, mo-
HIDKAIOIIIETO YPOBEHb JIMITHIOB, — IPHBOMUT K HAPYILICHUIO
6apbepHOIT QYHKIMH ¥ TUIIePIIPOTUGepaINH STIHIEPMUCA.
ITO MOCTY>KHIO OCHOBOI JUISL U3Y4YeHNUs! crieludruaecko
CBAZH MEXK/y 6apbepHOil (PyHKIIMEH H CHHTE30M SIIUJEP-
manproi [JHK. B cirydasix octporo Hapylenus 6apbepHoIt
yHnxuuu (B pesy/abrate MECTHOTO CHCTBUSA al[eTOHA WIH
IIPU TTOMOLIY JIUIIKOM JIeHThI) (puc. 47-9), a Takxe B MO-
e XPOHUYeCKOoil GapbepHON muchyHKumu (meduuut
9CCEHIINA/IBHBIX )KUPHBIX KMC/IOT B IIUTAHUHU) OBIIO BBISIB-
neHo yBennuenue cuntesa [JHK, mpusopsinee x runeproia-
suu anuaepmuca.” Ysemndennto cunresa JHK u mununos
JACTHYHO IIPENATCTBOBAIA OKK/II03us. >3

OmnucanHOe OCTpOE WM XPOHUYECKOe HapylleHne 6a-
pbepHOIt QYHKINH KOXXU 00YCIOB/INBAET CrielnUIecKie
U3MEHEHNUSA B 3MHIePMaTbHOM KepaTHHE U B 3KCIIPECCUH
6e/1KOB POroBoro KoHBepra. OTMe4aeTCst OBbIIIICHHAs 9KC-
npeccust 6asanpHbIX KeparuHonutos K5 n K14 u ymensue-
Hue kepaTuHoB auddepennuposku K1 u K10. Kpome Toro,
HaOJTIONIAe TCST IKCITPECCHs aCCOLMMPOBAHHBIX € Tponude-
pauueit kepaTuHos K6 1 K16 u cBsi3aHHOTO C BOCIIasleHneM
kepatuHa K17.* 3Ha4MMOCTh KepaTWHOB Misi GapbepHOI
byHKIIME KOXH ObITA TOATBEPIK/ICHA HA ITPUMEPAX MbIIICH
¢ necpunurom keparusa K10. Y rereposurotHoro u romo-
3UTOTHOTO IIOTOMCTBA OTMEYa/INCh COOTBETCTBEHHO He-
3HAYMTE/IbHbBIE U TSDKe/Ible HapyIeHus: GyHKIuK 6apbepa
mponuaeMoctu. Heo6XoauMo oT™MeTUTb, YTO TOMO3HTOT-
Hble HOBOPOXKIEHHBIE MBIIIH ¢ AeduiuroM Keparina K10
MMeTU KpalHe XPYNKUI SIUIEPMUC M YMHUPAIK Yepes He-
CKOJIBKO YacOB TI0C/Ie POKIIeHNUs. B cBOIO 0uepenp y reTepo-
3UTOTHOT'O IOTOMCTBA ITPH POXKIEHHH KOyKa ObLIa HOpPMaJIb-
HOI1, OTHAKO MO Mepe POCTa Y KMBOTHBIX Pa3BUBAJICA BCe
6ostee BBIPOKEHHDII THIIEPKepaTo3.”® ¥ reTepO3UroTHHIX



mbliest ¢ gedunnrom K10 3aMeisioch BOCCTaHOBIIEHHE
Gapbepa M HapyIIasach ruapararms Koku.” Takke ormeda-
JINCh U3MEHEHMsI B COCTAaBE LIEPAMHIOB, YMEHbIIICHHE [/II0-
KO3WIIepaMuaa U COUHTOMHEINHA, a TAKXKe CHIDKEHHE
aKTUBHOCTH KHUC/IOTHOM COUHIOMHUETMHA3bI HAPSIY C YBe-
JIMIeHreM KOHIIEHTPAI[UN MHBOTIOKpHHA.”® Bce mepeync-
JleHHbIe (PaKThI CBU/IETEILCTBYIOT O TOM, YTO FeHETUIECKH
006yC/IOB/IEHHBIE U3MEHEHUSI B CTPYKTYPHbIX O€/IKax IIPUBO-
IAT K HApyIIeHHI0 (QYHKINK KOKHOTO Oapbepa U H3MeHe-
HISM B i pepeHnnpoBKe U cocTase MMIU0B. [logpo6Ho-
CTH IIPOTEKAaHMUsI JaHHBIX [POLECCOB MCCIENOBATE/ISIM €llie
IIPEACTOUT BBISCHUTE.

3aboseBauust, 00yC/IOB/IEHHbIE MOHOT€HE THYECKIMH JIe-
(bexTaMM KepaTHHOB, TAK)Ke OATBEPKAAIOT BXKHYIO POJIb
CTPYKTYPHBIX 6€/IKOB B OCYIIIeCTBIeHNH 6apbepHOIT PyHK-
1 KOKH. [Ipu mpoctom Oy/uie3sHOM anmjepMortuse Habio-
[AeTCst MyTalMs KepaTHHOB 6asanbHoro ctost K5 win K14
(mompo6Hee B r1aBe 62). [enernyeckue gedeKTsl cympabda-
3a/IBHBIX KEPATHHOB IIPUBOJIST K TUIIEPKEPATO3y U He3Ha-
YUTe/IbHOMY HapyleHHIo 6apbepHOit pyHKIMH (ITopobHee
B m1aBax 49 u 59). [Ipu sanugepMoInTHIeCKOM THIIepKepa-
tose (3I'K) umerorcst redextsr keparuaa K1 wm K10 B mn-
[IOBATOM CJIO€, TIPU SMHUAEPMOTHTHIECKOII 1aTOHHO-II0[0-
miBeHHoi Kepatopepmun (9JIIIK) nedextsr kepatuna K9
MPUCYTCTBYIOT B 3¢PHUCTOM CJI0€ (IIOCKO/IBKY 9TOT KEPaTHH
9KCIIPECCUPYETCS TOMBKO B KOXKE IaIOHel U IOJIOIIIB, 3a60-
JIeBaHHe OTPaHUIMBACTCS ATUMH 00/1aCTAMU ), IpH Oy/u1es-
HoM uxTnose Cumenca (MBC) nedeKTHBIM sIBIETCS Kepa-
tuH K2 (panee o6osnavascs kak K2e) sepuucroro cnos.”

OKCIepUMeHTaIbHOE HapyleHue 6apbepa IPOHHIA-
€MOCTH BbI3bIBAET IPEKIEBPEMEHHYIO KCIIPECCUIO MH-
BOJIIOKPHHA, OJHAKO 9KCIIPECCHs JTOPUKPUHA IIPH 3TOM
He Habmomaercs.” M36bpITouHast 9KCIpeccust Grarrpuaa
B cynpabasajqbHOM SIHAEPMUCE MBIIIEH 00yCIOBINBAET
3aJIeP>KKy BOCCTAHOBJIEHHUsI KOKHOTO 6Gapbepa.”’ Huskue
ypoBHHU npoduiarrputa U GUIArrpuHa IPUBOIAT K «de-
ryitgatoMy xBocty» (ft/ft) — ayrocomHo-peneccuBHOI
MYTallUX Y MbILIEN, AB/IAIOLIENCS IPUYUHOM CYyXOI IIe/Ty-
LIIAIENCs] KOKU M KOJIbILIEBHIHBIX COKPAIIEHHII XBOCTA
1 JIATIOK B HEOHATAJIbHBIII IepHof. LleneBoe ynaneHne rena
MHBOJIIOKPHHA Y MBIIIIEH HUKAK He CKasbIBAJIOCh Ha 6apbep-
HO (PYHKI[MM HOPMAJIbHOM KOXKH,*" OfHAKO eC/IM KOXKHBII
6apbep ObUT HOBPEXIEH, €r0 BOCCTAHOBJIEHHE 3aMEJISIOCh.
Kpome Toro, Ha MOZIE/IsIX KOKH YeI0BeKa 0OHAPYIKEHO, 4TO
HOKJIayH reHa (DWIAITPHHA BbI3bIBACT IHOBBILICHHE TyB-
CTBUTENBPHOCTH K YO-usnydernto.”! Y mpimieit ¢ neduu-
TOM JIOPUKPHHA He ObIIO HAPYLIeHHIT 6apbepHOiT HYHKIUH,
OJIHAKO MX KOXKa OKa3bIBa/lach Oojiee ysI3BUMOIL I MeXa-
HIYeCKUX BO3IEHCTBHUIT, YTO MOXKET KOCBEHHO BJIMATH U HA
BBITIO/IHeHHe GapbepHOiT pyHKImm. >+

Vsmenenus B mpommdepannu u nuddepeHinpoBke
IMMIepPMHUCA HAOTIONAIOTCS TAK)Ke TIPH BOCIIATUTETbHBIX
3a00/IeBaHUAX C HapyIIeHHeM 6apbepHOIl (PYHKIIUH KOXKI.
IToBsiteHHas Mposrdepays — OfHA U3 OCHOBHBIX XapaK-
TEPUCTHK TICOPHA3a; 3HAYNUTETbHOE BO3PACTaHKE dIUTIEP-
Ma/IbHO PO epalinit IPOUCXOIUT TAKKE U B 09arOBOI
KOXKe aToIMdeckoro nepmaruta. CiiejoBare/bHO, H3MeHe-
HUSI KEPATHHOB U 0€/IKOB POTOBOTO KOHBEPTA OTMEYAIOTCS
1 [IPU BOCIIA/IUTEIBHBIX 3200/ eBaHMsAX KOKH.** Takum 06-
pasoM, HECOMHEHHBIM SBJIACTCS HaMYUe CBSASH MEX[Y
snuIepMaIbHOI mponudepanueit, nuddepeHIMPOBKOI
1 6apbepHOT QyHKI[HEI KOXKH.

®OYHKLN CYBKOPHEAJIbHBIX CJTOEB
IMNMNAEPMUCA

HecmoTpst Ha TO YTO POrOBON C/ION CUUTAeTCsT Haubo-
JTlee BaKHBIM KOMITOHEHTOM (pusnueckoro 6apbepa, HIK-
HMe CJIOU SNUJIEPMUCA TAK)XKE UTPAIOT 3HAYMTETbHYIO POJIb
B GapbepHoit GyHkunu. [locte ynaaeHust poroBoro ciost
C MOMOIIBIO KJ/ICFKOI JIEHTBI HAO/TIONAETCST He3HAYUTEIb-
HOe WIN yMepeHHoe Bo3pactanue TIIIB, B To Bpems Kax
OTZe/IeHHe 1IeJIOCTHOTO ANUIEPMICA METOIOM BaKyyMHOI
aCIIMpaluK IPUBONUT K CEePbe3HOMY HapyIIeHHUIo Gapbep-
Hoi1 GyHKIHK. [ToTeps pOroBOroO U YaCTHYHO 3ePHUCTOTO
C/I0€B IPH CHHAPOME CTAahHIOKOKKOBOI 000XKEHHOM
KOXXM, KaK IIPaBIJIO, He TIPECTABIISIET YIPOS3bI 1151 )KUSHH.
B cBolo ouepenp 3ab6oeBaHus ¢ 06pa3oOBaHUEM ITy3bIpeit
B CyIpabasaibHOI 1 Cy0aIIHIepMaTbHOI 30HAX, TAKHE KaK
BY/IbrapHas ITy3bIPYATKA, TOKCUYECKUIT SIIHMIEPMaTbHbII
Hekpomus (cuHapoMm Jlaite/ia) U TSDKeIble 0KOTH, SIBIISI-
I0TCSL YTPOYKAIOIMMHE YKU3HU COCTOSHUSMM, €C/IH OHU CO-
IIPOBOKAAIOTCS TTOPaKeHHeM OOIIMPHBIX Y4aCTKOB IIO-
BEPXHOCTH KOXH. B TIOTOOHBIX CTydasix MAI[EHTHI MOTYT
yMepeTb BCIeACTBUE 00e3BOXKMBAHUS MIM CEIICHUCA, BbI-
3BAHHOTO BHEIIIHeN 6aKTepHaIbHON HH(DEKIIKEH, YTO He-
HOCPENICTBEHHO CBSA3AHO C HapyllIeHneM 6apbepHOil HyHK-
11K, SHAYUTETHHO OBBICUTH BEPOSITHOCTD BEKUBAEMOCTH
B TAKUX 00CTOSATE/IbCTBAX BO3MOXKHO ITyTeM CO3IAHMUS UC-
KYCCTBEHHOTO 6apbepa — HCIIO/Ib3Ys IIEHKY WIK XUPHYIO
Masb, BK/TIOYAION[YI0 aKTUBHbIE aHTUMHKPOOHBIE KOMIIO-
HeHTbL. [JaHHOe KIMHNYeCKoe Hab/IofieHne TTOTBeP)KIaeT
3HAYMMOCTD HIDKHHX C/I0€B SIMIEPMIUCA 1151 OCYIIeCTBIIe-
HMs1 IBHAIIPAB/IeHHOI 6apbepHOi QyHKINN — QYHKINH
I[IPeOTBPALLeHHS H30BITOYHOI IIOTEPU BOMIBI M 3AILIUTHI OT
TOTI/IAHNST BPEIHBIX BEIIECTB B KOXKY.*

NNOTHLIE MEXKIE

BTOPAS! JIUHNA 3NN
bAPbEPA

I110THBIE MEXK/IETOYHbIE KOHTAKTBI MPENCTAB/IAIOT CO-
60i1 y4aCTKH FrepMETHYECKOTO COeIMHEHHUs COCETHHX KiIe-
TOK, KOHTPOJIHMPYIOIIHE OKOJIOK/IETOYHOE IepeMelieH e
MOJIEKYI, OT/IE/IsIsl AMKA/IbHYIO YacTh KIETKH OT 0asosa-
tepanbHOI (GyHKIMs orpaknenust) (puc. 47-2). Haunboree
BOXHBIMU G€IKAMH TUIOTHBIX MEKK/IETOYHBIX KOHTAKTOB
B 3IIUJIEPMUCE YeJI0BEKa ABJIAIOTCA OKK/IYIUH, K/IayIUHbI
1 Ge/IKKM OKK/IIO3HOHHOI 30HBI (zonal occluding proteins,
OT Jat. zona occludens — TUIOTHBIE MEXK/IETOYHbIE KOH-
TaKThI). JIOKa/IM3a1Hs OKK/IOANHA OTPAHIIeHa 3ePHUCTBIM
croeM, 6e/I0K OKK/TIO3HOHHOI 30HBI-1 U K/IayiMH-4 HaXo-
IATCS B CyIIpabasaIbHBIX CJIOSX, a KJIAYIUHBI | 1 7 BCTpeda-
I0TCSL BO BCeX C/I0AX anuuepmuca. [1pu 3abo/eBaHusX ¢ Ha-
pylIeHneM 6apbepHOI (PyHKIIUE POTOBOTO C/IOST, TAKUX KaK
BY/IbIapHBIII [ICOPHAs, IVIOCKUIL JIUIIIAI, OCTPast 1 XPOHUUe-
CKasl 9K3eMa U BY/IbrAPHbII UXTHO3, O€/IKH [IOTHBIX MeX-
KJIETOYHBIX KOHTAKTOB, JIOKA/IM3Al[MsI KOTOPBIX B HOpMe
OrpaHMYeHa 3e€PHUCTBIM CI0EM M BEPXHEN YacThiO IIH-
[IOBATOTO C/10sI, 0OHAPYXMBAIKCh TaKXKe B Oojee rry6o-
KHX CJI05IX amujiepMuca. Mpliim ¢ neduifurom KiayauHa-1
YMHPAIOT BCIEACTBHE MACCHBHON [IOTEPH )KUIKOCTH B Tede-
HIe OTHOTO IHsI oc/e pokieHns. isMeHeHe 6apbepHOit
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(YHKIMU KOKH HAOMIONA/IOCh TAKXKe M Y MBIILIEH ¢ H30bI-
TOYHOI 9KCIIpeccreii KayinHa-6 B armgepmuce. 4

CTPYKTYPA MEXKNETOM

BENKWU JECMOCOM

Hapyuienne 6apbepHoit GyHKIINHE POTOBOTO C/I0SI OTMeda-
eTCs TAKOKE B Pe3y/ibTaTe H3MEHEHUS B Ge/IKaX 1eCMOCOM.
JlecMOIJIENHBI U I€CMOCOMHbIE KaTe[[PUHBI UIPAIOT Bey-
IIYIO POJIb B CTAGN/IN3ALNH MEXK/ICTOYHOI afiTe3NH B 5KH-
BBIX CJIOfAX anuziepMuca (puc. 47-2; cM. 1aBy 53). AyToaH-
THTeMa K TaHHBIM TPAaHCMeMOPaHHBIM IIMKOIPOTEHHAM
BBI3BIBAIOT Iy3bIPH NPU BY/IBIAPHOII ITy3bIpUaTKe BCIE]-
CTBHE OTCYTCTBUSI afresun KepaTHHOLUTOB. OcTpas 9K-
3eMa, ITPU KOTOPOIT HapyIIaeTcst GapbepHast PyHKIINS ITH-
IepMHCa, XapaKTepH3yeTCs yMeHbleHneM E-xagrepuma
B MeMOpaHe KepaTHHOIMTOB Ha Y4acTKaX CIOHrnosa.’””!
Y TpaHCreHHBIX MBIIIEH ¢ OMHAKOBBIM PaCIpeieeHreM
IecMOIJIEMHA 3 B 9IMEPMHECE U B CIIM3UCTOI 000IOUKe,
IPOHMCXOMIIO Pe3KOe YBe/IMueHne TPaHCMeMOPaHHOI T0-
TepPH BOJbI, 4TO IPHBOAWIO K CMEPTH OT 00e3BOKHBAHIA
B IIePBYIO Hefleio XKU3HU.>? Te MBIIIIN, B STIHIEPMICE KOTO-
PBIX OBUI Iie/IeHAIIPAaBICHHO HHAKTUBHPOBaH E-Kanrepus,
YMUPAJIN Cpasy HOC/Ie POXX/IEHHUsI BCTEACTBHE HECTOCOOHO-
CTH COXPAHUTb 6apbepHYI0 (DYHKIIHIO U IIPEIOTBPATUTB I10-
Tepio xuzpkoctu. OtcyTeTBre E-Kaarepuna sssieTcs npu-
YMHOM HENPABWIbHON JIOKAIU3ALUU BayKHENIIIUX 6e1KoB
TUVIOTHBIX MEKK/JIETOYHBIX KOHTAKTOB, YTO NE€IACT JAHHYIO
30HY a/iTe3HH IPOHHUI[AEMOIL, IPUBO/S K HAPYIIEHUIO 6a-
pbepHOIt GYHKIMHK dMHaepMIca.”>

KOHHEKCWHbI—BHYTPUK

OUNbTPbI

KOHHEKCHHBI SABJIAIOTCA TPaHCMeMOPAaHHBIMH OelTKaMH,
KOTOpbIe TOMMMEPHU3YIOTCS KaK TOMO- W/IN FeTepoMepbl Ha
I1asMoieMMe, popMupyst KoHHeKCOH. KoHHeKCOHbI cocef-
HHX KJIETOK OO'BeIUHSIOTCSI, 00pasys Iiie/ieBble KOHTAKTHI,
006ecrevnBaroIIye IPOXOXKIEHNE MEXIY KIeTKAMH KO-
HOB U MaJIbIX MO/IEKY/I. KOHHEKCHH-26 — OIMH U3 Haubo-
Jlee CHJIBHO 9KCIIPECCHPOBAHHBIX T€HOB B IICOPHATHIECKUX
Ostnkax. MucceHc-MyTaluu B TeHe KOHHEKCHHA-26 TIpH-
BOJSAT K Pa3BUTHIO ISITH XaPaKTEPHBIX HXTHO30II000HBIX
KOXKHBIX 3a00/IeBaHMIL. Y MBbIIIIeH ¢ U30BITOYHOI IKCIIpec-
CHelt KOHHEKCHHA-26 OTMEYaI0Ch COCTOSTHIE THIIEPIIPOJIH-
depanny, HHGUIBTPALYIT UMMYHHBIX K/IETOK U 3aMeJJTeH-
HOe BOCCTaHOBJICHUE SIHIePMaIbHOTO 6apbepa.”

NPOTEA3bI

ITporeass! BaxxHbI 11t UGB (EPEHIIUPOBKU STUACPMUCA.
[TpoyHOCTH POTOBOrO KOHBepTa 00YCIOBIEHAa 06paso-
BaHMEM OYeHb CTAOWIBHBIX M3OIICNTHIHBIX CBA3CH, Ka-
Ta/JIM3UPYEMbIX TpaHCIMIOTaMUHa3aMu-1, 3 u 5. Mpimun
¢ IepHIUTOM TPaHCITIOTAMUHA3bI-1 1eMOHCTPUPOBAIH
nedeKTbl pOroBOro CI0s, yMUpas BCKOpPe HOC/Ie POXKfe-
HysA.> [IpU [IACTHHYATOM MXTHO3€ BBISABJICHBI MyTallUH
B FeHe TPaHCIIIOTaMMHa3bI-1.”7 B 6nocuHTese TpaHCIIo-
TaMUHa3bl-1 IPUHUMAET yyacTHe Karelcud D. Y mblmieit

¢ pedunurom KarerncuHa D oTMedanuch HapyuieHne 6a-
poepHoit dyHKIuK 1 runeprpoudeparus.” Ectb ocHoBa-
HMS [10/1araTh, 4T0 nucTatu M/E u xarencun L apnsiorcs
HepBBIMH IIPOTea3aMU KaTelCHH-D-TpaHCITyTaMHuHas-
HOTO HYTH M YTO OHM COCYLIECTBOBYIOT B XKECTKO pery-
JIpyeMoM 6GajIaHce C 1e/Ibl0 MOAIePXKaHUs LeTOCTHOCTU
TKaHeil SIHIePMICa, BOTOCSIHBIX (OMKY/IOB ¥ SIIUTEHS
porosu1sL.> CyIeCTBYIOT TAK)Ke JAHHbIE, UTO PaspyILeHHe
nucraTii-M/E-KaTerncHHOBOTO My TH CIIOCOOCTBYET Hapy-
LIeHNIO0 PYHKIIMH KOXXHOTO 6apbepa, XapaKTePHOI ISt Ta-
KHX BOCITQ/JIUTE/TbHBIX I€PMATO30B, KaK IICOPHa3 U aTONH-
yeckuit gepMarTut.”

CunpmpoM HerepToHa — TSKeIBIiT @y TOCOMHO-periec-
CHBHBbIIT HAC/IEICTBEHHbII TeHOIEPMaTO3 — 0OYC/IOB/IEH My-
rarusiMu B SPINKS — rene, KopupyrorieM HHTHOUTOD ce-
puHOBbIX nporteas LEKTI (cm. rmasy 49). Ilpu curmpome
HerepToHa 4acTo Ha0/MOKAETCs HATOMUHAIOLI[ee ATOINYe-
CKYIO 9K3eMy KOXKHOe 3a60/IeBaHIe, KOTOPOE XapaKTepH3y-
eTCs HapyIIeHHeM 6apbepa IPOHUIIAeMOCTH. MBI C fe-
ururom SPINK 57~ BocpousBoisT OCHOBHBIE [TPU3HAKH
cunzpoma HeteproHa, BK/II0Yast H3MEHEHHsI IeCKBaMaIIUH,
HapylleHHe KepaTHHU3AINH, aHOMa/IMK BOJIOC U fedeKT
kokHOTO 6aprepa. Hexsarka LEKTI Benet k aHOMapHOMY
PACILEIVIEHHIO IECMOCOM B BePXHEM 3ePHUCTOM CJIO€, 4TO
00yC/IOB/ICHO PaclaoM eCMOI/IEMHA-1 BC/IeICTBHE TUIIe-
PaKTHBHOCTH XMMOTPHUIICHH-TIOTO6HOTO epMeHTa poro-
BOTO CJI0s1. TO IIPUBOMUT K HAPYLICHUIO a/Ir€3HU POTOBOTO
CJI0S1 M B TOTe — K MIOBPEXAECHHUIO OaphepHOi (DyHKINH
KOKH.662

LINTOKWHOBASI CUTHANU3
PErYNALNA TOMEOCTASA

W Er'0 BOCCTAHOBJIEHUE

LIMTOKMHBI UTPAIOT 3HAYUTEIBHYIO POJIb B IpoLiecce 3a-
JKUBJIEHVs paH, Ha 3aBePILAIOIIEM 9Tare KOTOPOTo MPOMC-
XO[AT peanurenusanus u nuddepeHunpoBKa, Heo6Xoau-
Mble 1151 POPMUPOBAHUS IIOTHOLIEHHOTO KOKHOTO 6apbepa
(cm. rraBy 248). [Togo6HO HMMYHHBIM K/IETKaM KEPAaTHHO-
LIUTHI CIIOCOOHBI IPOU3BOIUTH MHOXKECTBO Pa3HOOOPA3HBIX
IUTOKMHOB (puc. 47-10). Ocob0oe 3HaUeHIe UMEIOT TAK Ha-
3bIBaeMble [IePBUYHbIE IIMTOKNHBL: (PAKTOP HEKPO3a OITy-
xomu (OHO), unrepneitkun (U1) -1 u WI-6. LlurokuHb
WI-1, PHO u UJI-6 AB1AI0TCA CHIBHOLEHCTBYIOIIUMHU MH-
TOT€HAMHU U CTUMY/IATOPAMH JIMIIHIHOTO CHHTE3a B KOXKe
U BHEKOXXHBIX TKaHSX. B pesysibrate 0cTpOro HapyIeHus
6apbepa IIPOHUIIAEMOCTH IIPOUCXOIUT YBE/THICHHE SKCIIPEeC-
cn PHO, MJI-1 u NJI-6 na marpuynoit PHK u noseimre-
HHe yPOBHSI 9KCIIPECCHH Ge/KOB.2>*-% Y MbIIIIei, THIIIEHHBIX
OHO-penenropa 1 wim c goiHbIM HokayTOM WJI-1 peren-
topa 1/PHO-pererntopa 1,a Takke y MbIIIIeii ¢ 1e(PUIUTOM
WJI-6, obHapysxeHa 3anepXkka GOPMUPOBAHUS ITPOHHIIAE-
MOTO KOKHOT0 6apbepa.”** bojee TOro, skCIIepUMEHTBI 10-
Kasau, 4To MecTHoe puMmenenre PHO yckopsieT BoccTa-
HOBJIEHHe O6apbepa TPOHMIIAEMOCTH, a MECTHOE IPUMEHEHNE
WJI-6 y mbreii ¢ gedunnrom MJI-6 cioco6cTByeT HOpMa-
JIM3AIMU CKOPOCTH TIpoHHIaeMocTr (puc. 47-10). Y mbI-
wreit ¢ nepunurom perenropa-1 PHO samenisercst Bbipa-
60TKa IMIIHIOB, HEOOXOAUMBIX JUIS BOCCO3[IAHHS KOXKHOTO
6apbepa, 1 TOHIDKAETCS aKTHBHOCTD KMCIOTHON COHHIOMH-
€/TMHA3bI, IPOM3BOISAILEI IIepaMU/bI /TSI BOCCTAHOB/IEHUS




HapyuweHune 6apbepHoii GyHKLMN

( MoBpexaeHne 6apbepa )

( TpaBma anugepmuca J

( BbIcBOGOXAEHVIE MpeABapUTENBHO J
cdopmmposaHHoro nyna Wi-1a

XemoTakTnyeckune Mpoun3BoacTBo N
1 aKTUBVPYHOLME BbICBOGOX/jeH e <':
LIUTOKUHbI HoBbIx UJ1-1a,
(Hanp., U/1-8) OHO-0,GM-GSF, UJ1-6
2nuaepmnc
Hepma
Mwrpauusa n 3axsat
BOCMANUTENbHbIX KIIETOK
)

LIMToKnHbI Makpodaros

AkTnBauua
SHAoTeNUA

AkTMBauuA
bunbpobnactos

O6pasoBaHue Mponudepaums,
py6uoBoi CUHTE3
TKaHUN KonnareHa/GAG

Obpa3zoBaHue
Kanunnapos

PucyHok 47-10 OcTpoe BHellHee HapyLleHne bapbepHON
bYHKLMMN He TONbKO NPYBOANT K BbICBOGOXAEHWIO LIUTOKU-
HOB KJIETOYHOW CUTHaNM3aLum B SNAEPMICE, HO TakKe BNN-
AeT N Ha NPoLeCcCbl B fepMe, UTO MOXKET CTaTb NPUYNHOM
BOCManeHna 1 pasBuTUA pyobLIOBON TKaHW B CJlyyae paspy-
weHuna gepmbl. GAG = rmko3ammHornmkad; GM-GSF =kono-
HUeCTUMYNVPYIOLWMIA GaKTOP rpaHynoLnTOB-Makpodharos;
N =wnHTepneiiknH; ®HO = daKTop HeKpo3a onyxosnu.

6apbepHoit ¢ynkunn.” B pesynprate HapyuieHus 6apbep-
HOM1 (DYHKIIMH y MBI JUKOTO THIA Habmomaercs doc-
dbopmwmsanus TuposuHa STAT3, B TO BpeMst KaK y MbIIIEH
¢ peduirom MJI-6 9TOT IpOIiEcC HOCUT KpailHe OrpaHuU-
4yeHHbII XxapakTep. Peskoe Bospactanne PHO, MJI 1 u NJI-6,
IIPOMCXOJsALIIee BCIEACTBHE HAPYILIEHNS KOXXHOTO 6apbepa,
HMeeT pellalolliee 3HaYeHHe 1)1 BOCCTaHOBJIeHHs 6apbep-
Hoi1 GyHKIMM KoK, OIHAKO B C/Ty4ae ec/Ii HapyleHue 6a-
pbepa coxpaHAeTCcA B TeUeHHe JOITOTO BPEMEHH 1 IIPUBOJUT
K XpPOHHYeCKOMY BO3PaCTaHUIO IPOU3BOACTBA IIUTOKHHOB,
TIOBBIIIACTCA OITACHOCTh BOCIATICHHUA U YCHICHHSA TIPOTH-
deparyn srtnnepmuca. Hapyiirenue 6apbepa mpoHMIaeMo-
CTH, THIIepIIpOoIHepalyis SINAePMICa H BOCIIa/IeHHe YacTO
ABJIAIOTCA OC/IOKHEHNAMH TaKHUX 3a00/IeBaHUIA, KAK HPPU-
TAHTHBII U @JUIePIUYeCKHUIT KOHTAKTHBII IEPMATUT, aTOIIU-
YeCKHIT TepMaTHT U IICOpUas.

NOHHAA MOAYNALNA:
N KANnA B aNUAEPMUC

B ToM ciy4ae, ec/in MeCTO MOBPEXK/AEHUS KOXXH HOBEpra-
eTCs1 BO3/IEHICTBHUIO H30TOHUYECKOTO, TUIIeP- WIX THIOTO-
HHYECKOTO PaCcTBOPA, BOCCTAHOBJ/ICHHE HAPYIIIEHHOTO KOX-
HOTO Gapbepa IIPOUCXOMHT C 0OBIYHOI CKOpOCThI0. Ecimi sxe
PacTBOP CONEP)KUT ¥ KaJIHil, U KaJIbI[Hil, TO BOCCTAHOBJIE-
Hite 6apbepa 3ameisietcst. CyIecTBYeT rpaiHeHT KaIbIHst
B 9IH/IEPMICE: B 3€PHUCTOM CJI0€ KOHIIEHTPAIVS Ka/IbIIHsI
Haubosee BHICOKA, OTHOCUTEIbHO HU3KHIl YPOBEHD KaJlb-
LUs XapaKTepeH isi 6a3ajbHOrO C/IOS U elle Goee HU3-
KU1 — [UIst IuoBaroro ciost. Kpaiiie orpanudeHo comep-
JKaHMe KaJIbLHsI B POTOBOM CJI0€, TOCKO/IBKY OTHOCHTEIBHO
CYXOM pOTOBOJ CJIOM C BHEK/IETOYHBIMU JTUIIUIAMHU HE CII0-
cobeH pacTBOPSTH BHICOKOIOJISIPHBIE HOHBL. B pesysbrare
HapyIeHs 6apbepa MPOHUI[AEMOCTH IIPOUCXOIUT IIPUTOK
BOJIbI B POTOBOII CJIO¥T, UTO BEMIET K IIOTepe MOHHOTO Tpa-
nuenTa (puc. 47-11). [JaHHAs meIUIenyist KaJabIusl Pery/u-
pyeT 3K301MTO3 JTaMe/UIAPHBIX Teen.” % Kaprmit sBs-
€TCs1 B&)KHBIM PETY/IITOPOM CHHTe3a Ge/TKOB B AIIHIEPMHUCE,
B YaCTHOCTH OH KOHTPOJIHMPYET aKTUBHOCTD TPAHCIIIOTA-
munasbi-1.”° Kpome TOT0, HOHbI BHEKIETOYHOTO KaIbIIHS
UMeIOT OOJIbIIOe 3HAUYeHME /IS MEKKIeTOUHOM alre3uu
n quddepeHINPOBKH depMIca. YPOBeHb BHYTPUKIIE-
TOYHOTO Ka/IbIIMsI PETYINPYETCsl He OHUM MEXaHH3MOM,
0 YeM CBHIETEIbCTBYIOT [Ba TeHETHYECKUX 3a00/I€BaHS,
006Cy’KIaeMbIX HIDK.

Hapy1irenue peryasiun MeTabomIusMa KaJblus U yBe-
ymmaenue TOTIB” nabmonaercs mpu 6ome3nu lapbe, st KO-
TOPOIT XapaKTepHa yTpara aAre3ny MeKy K/IeTKaMH CyIIpa-
6a3a/IbHBIX CJI0EB AIUJEPMHCA B COYETAHUH C AHOMAJIMSAMHU
KePAaTHHUBAIUH, a TAKKe TIpH OomesHu Xerm—Xeiu, co-
HPOBOXKAIOLIIEHCS TIOTEPeit a/[Te3HN MK K/IeTKAMH 3ITH-
nepmuca (cM. r1aBy 51). Ten 60nesun Japbe (ATP2A2) xonu-
pyer afeHosuHTpHdOCchaTady CaKpOIHIOIUIAZMATHIECKOI
cetu (SERCA2) — dhepmeHT, 06€CIIeIMBAIOIIHIL TPAHCIIOPT
KaJIbL¥s; 7 B CBOIO o4epenp, red Xeim—Xeivm (ATP2CI)
komupyet cekpenuio AT®-asel B anmapare [ombmxu
(SPCA1)™— mMexaHM3M, OTBETCTBEHHBII 33 TPAHCIOPT Ka-
JIMS U MarHus.

HEAPOTPACMMUTTEPbI B
(ObLLIHOCTb NPONCXO

MO3TIA U KOXW)

Haxopstitiecs: B KepaTHHOIIUTAX HEFPOTPAHCMHUTTEPHI CIIO-
COOHBI perympoBaTh (GYHKIUIO 6apbepa MPOHUIIAEMOCTH.
PerienTopsI HEIPOTPAHCMUTTEPOB IIOAPA3IE/IAIOTCS Ha [IBE
rpymst: (1) HOHOTPOIIHBIE PelenTOPbI (MOHBI KaIbIHS I
xopuza) 1 (2) peuentopsl, conpspkeHHble ¢ G-6enkom.
MecTHOE TIpHMEHEHHE arOHUCTOB Ka/IbIIMEBBIX KaHAIOB
3aMelIAeT BOCCTAHOBJIEHNE KOYKHOTO 6apbepa, B TO BpeMs
KaK aHTarOHMUCThI ONTHMH3UPYIOT HOPMa/IM3AIHIO 6apbep-
HOM QYHKIMH.

Comnpsixentble ¢ G-0€/IKOM peLeNnTOpPbl PerynpyioT
BHYTPHUK/IETOYHBIN YPOBEHD LUKINIECKON aIeHOSUHMO-
Hodocdaraser (HAM®). [ToBbllIeHHe BHY TPHKIETOYHOTO
ypoBHA HAM® B smuaepManbHBIX KePaTHHOIMTAX 3a-
TOPMa)KHBaeT BOCCTAHOBJIeHHE 6apbepa; B CBOIO OUYepesb
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N3meHeHnA rpagueHTa Kanbuusa

HopmarnbHas koxa KoxHbI1 6apbep NoBpexaeH
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OueHb HU3KNIA . Bbicokui yposeHb
YPOBEHb KanbLusa Kanbuma

D Hu3kunin yposeHb OueHb BbICOKNI
KanbLua YPOBEeHb Kanbuma

PucyHok47-11 Vi3meHeHuA rpagveHTa KanbLus, Mponcxo-
ZAulve B pesynbTaTe HapyLLIEeHWA KOXHOro 6apbepa, perynu-
pYIOT cekpeLuto namennsapHbIX Tenew n gudpdepeHLnpoBKy
anuaepmumca.

aHTaroHUCTs! HAM® yCKOpSIOT HaHHBII Ipolecc. AKTHU-
BallMA JOIAMHH 2-TOJOOHBIX PELeNTOPOB, PEleNTOPOB
MeJIATOHMHA WIN perientopa ceporonuna (tuma 5HT 1)
noHmKaeT ypoBeHb UAM® B KJIeTKe U, TAKHUM 00pasoM,
CII0COOCTBYET BOCCTAHOB/IEHHUIO Oapbepa; aK THBAIINS afipe-
HEPTUYeCKHX [3,- PEleNTOpOB HOBBIIIAET BHYTPHK/IETOY-
HBIH ypoBeHb TAM®, TeM caMbIM 3aMeIAsA BOCCO3aHNe
HapyIIeHHOTro 6apbepa. MHOTHE U3 arOHUCTOB WIN aHTaro-
HICTOB TPAHCMHTTEPHBIX PEI[eNTOPOB TPUMEHAIOTCSA B JIe-
YEeHWU HEPBHBIX PACCTPOICTB; HEKOTOPBIE U3 HUX TaKXKe
MOTyT 6bITh 9 (PEeKTHBHBI IIPH KOXKHBIX 3a00/I€BAHISX.”

MATO®KN3NO0J0T A KOXXHOIO BAPBEPA
NP OEPMATO3AX

HesHauurenpHOE MOBPEXIEHNE KOKHOTO 6apbepa HabIo-
laeTCsl IIPU MOHOTE€HHHBIX 3a00/IeBaHMAX, /I KOTOPBIX
XapaKTepHO HapyIeHue 11 QepeHIIIPOBKH AMUAEPMUCA
WIM €ro JIMIUIHOIO COCTaBa IPU OTCYTCTBUHU BOCIAje-
Hus1. K oo6HbIM 3a00/1eBaHUSIM OTHOCSITCSL BY/IbIapHBIIL
UXTHO3, X-CLEIUICHHbII PeriecCHBHBII nxtHo3.”! B cBoro
odepefib, TaKMe BOCIAJIUTE/IbHbIE 3a00/IeBaHUA KaK Hp-
PUTAHTHBIA M a/UIEPTUYECKMI KOHTAKTHBIN [E€PMAaTHUT,
ATOIMYECKUIT IePMAaTHUT, CeOOPEIHbII TePMAaTHUT, IICOPUa3
u T-knerouynas muMdoMa XapakTepusyoTcs 60jee BbIpa-
JKEHHBIM HapyIlIeHHEeM KOXKHOTO 6apbepa. BombIIMHCTBO

TABJINLIA 47-4

MNMoTeHuUManbHasa ponb KOXHOro 6apbepa
B MaTo$13NO0NOrny KOXKHbIX 3a60neBaHuni

AHOManun KoXHoro bapbepa ABAATCA MO0 NEPBUYHBIM

dakTopom 3aboneBaHusA, MO0 NpuUcyLLen emy

XapaKTePUCTUKON:

= /IppUTaHTHBIN KOHTAKTHbIV fepMaTuT

= Annepruyeckmin KOHTaKTHbIV AepMaTnT

= Oxoru

= A3Bbl (MWEeMUYecKasn, cocyaucTas, frmabeTnyeckasn)

= bBynnesHble 3a6oneBaHVis BCeLCTBME TPEHUA U aHOMA-
NN KepaTUHOB

= Koka HefJoHOLEeHHOro MiafeHLa

= VIxTnos, 6onesHb lowe (Il), 6onesHb HumaHa-MNuka (1)

MepBuYyHasa aHomanua KoxxHoro 6apbepa nposoLupyeT
MMMYHOJIOrMYecKme peakuum. B cBoto ouepesb nepBryHble
MMMYHOJIOrMYecKme peakLyiu MOryT MPUBOAUTD K HapyLLEeHUIo
KOXXHOro H6apbepa B eLle He 13yUYeHHbIX MoArpymnnax
cnepyowyx 3abonesaHuii:

= ATOnuueckunn gepmatut

= [lcopunas

MMMyHoornyeckme HapylueHys, MpUBOAsLLMEe K HapyLIEeHWIo
KOXHOro 6apbepa:

= T-knetoyHasa nuMdoma (rprbOBMAHDIN MUKO3)

= AyTOMMMYHHbIe bynnie3Hble 3aboneBaHus

= [Inockunm nuwan

= Cyxas Koxa npv BUY

Iy3bIPHBIX 3a00/IeBAaHUIT TAK)Ke CBA3AHBI C BOCIIA/IICHUEM
U compoBOKHaoTcs yBenmndennem TOIIB, ocobenuo mo-
CJle BCKPBITHS KPBIIIKH My3bIPeii 1 00pasoBaHUs IPO3HUiL
(tabm. 47-4). Ilockonbky BUY-nnduiupoBanHble marm-
eHTbI 00HAPY)KUBAIOT KCEPOTHIECKUI (PEHOTHIL, TO Hpef-
CTaBJ/IAETCS BEPOSTHBIM, YTO IIPOHUKHOBEHHE aJUIepreHa
Jyepe3 HAPYILIEHHBIN KOXKHBII 6apbep 3amyckaet Th2-myTs
U, C/IEIOBATE/IBHO, YCYTYOISIET YyKe UMEIOLIMeCs] HapyILIeH s
KOKHOTO 6apbepa (Tab. 47-4).7°

Ouary KO)XHOTO BOCIA/IeHHsI, KaK IIPABUJIO, TOKPBITHI
CYXUMHM YellyHKaMU WIM YelIyHKaMu/KOPOYKaMHU, 4TO
00bsACHseTCS HapylleHneM AudQepeHINPOBKY dNuUep-
MHCa U HECHOCOOHOCTBIO POTOBOTO CJIOS YIEP)KUBATH
Bojy. BocnasmrebHble KOKHbIE 3a00/IeBaHNS HHIYIHPY-
I0TCS KaK 9K30T€HHBIMH, TaK ¥ 9HIOTeHHBIMH (PaKTOPAMHL.
ITpy KOHTAaKTHOM JiepMaTHUTE B IIEPBYIO OYepeb IIPOUCXO-
IUT TIOBPeXieHHe Oapbepa M0J BO3/IEIICTBHEM pasfipaka-
IOLIMX BEIIeCTB U a/UIEPIeHOB, 3aTeM Pa3BUBAIOTCA CEHCU-
OunMsanus M BOCIaJIeHUe, yCUIMBAeTCA Hpomudepalys
amuepMuca U usMensiercst ero nuddepeniuposka. [Ipu
T-xnerounost mmdome (rpuOOBUIHBI MUKO3) HapyIie-
Hie 0apbepHOl QYHKINHM HMeeT SHOTEHHYIO PUYHHY:
37leChb U3MeHeHHs B Ipomdepanny 1 nudepeHnnposKe
SNUJEPMHUCA IPOUCXOIAT U3-3a AKCIAHCHU KJIOHAIBHBIX
3/I0Ka4eCTBeHHBIX T-KeTok momymsinuu CD4".”7 Otnens-
HyIO IIPO0/IeMY MTPeICTAB/ISIIOT COO0I ATOMMYeCKUIT iepMa-
THT U [ICOPHUa3, TAK KaK CPEH YIEHBIX HET MHOTO MHEHHsI
0 TOM, CJIILyeT JIU B JAHHOM CJIy4ae BOCIIaIeHHe 32 Hapy-
IIeHHeM Gapbepa IIPOHHUI[AEMOCTH HIN, HALIPOTUB, CAMO
BOCIIA/ICHHE BBI3bIBAET U3MEHEHUS B SIUJEPMUCE, B TOM
qucte ¥ 6apbepHy0 AuchYHKIMIO. VccmenoBaHus maTo-
reHe3a aTOIIMYECKOTO JepPMaTHTa U ICOpHasa B MOJABII-
fo111eM GOJIBIINHCTBE POKYCUPYIOTCS Ha TIEPBUYHON POTIH



aHOMaJINIT IMMYHHOIT cicTeMbL.”® TeM He MeHee psJI aBTO-
POB IIpeyIaraeT pacCMaTPUBATh aTOIMMYECKUI NePMaTUT
U JIpyrHe BOCIQIUTEIbHBIE 1epMaTO3bl C gedekramu 6a-
pbepHOIT (PYHKIMHK B MOJEIH «BHEIIHEe BO3JECHCTBHIE —
BHYTpPEHHHUE U3MEeHeHUs», ¥ 4T0 ABJIAeTCs aIbTepHATHB-
HOM TOYKOM 3PEHUS I10 OTHOIUEHHUIO K NOMWHHUPYIOLIEN
B COBPEMEHHON IepMAaTOJIOTUH MapajiirMe «BHYTpPEHHHE
M3MeHEHNS — BHEIIHHE [TPOSIBIeHHsI». %

ATOMWYECKWIA OEPMA
XPOHWYECKOI0 HAPY

bAPbEPA

CMm. Takxe r1aBy 14.

CormacHo 06merHHHTOﬁ TOYKE 3PEHU S, aTONINIECKUI
IepPMaTHUT COIIPOBOXKACTCS HAPYIIIEHNEM ITPOHUIIAEMOCTH.
TeneTvyecKne aHOMAIMH KOKHOTO 6apbepa pu TAHHOM 3a-
60/IeBaHNH TPOCTIEKUBAIOTCS YyKe B HEOUaroBOM KOXKe, Of-
HAKO HauboJiee HHTEHCUBHO BBIPAKEHBI OHU B KOXe I10-
PaKeHHBIX y4acTKoB. [IpnunHoit ucHyHKINE KOXKHOTO
Gapbepa SIBISIETCS YCHIeHHe Tpomrdepanuu 1 Hapylile-
Hue audepeHIpPOBKY SIMUAEPMHUCA, B TOM YHCTIE H3Me-
HEHUsI B KepaTHHaX U 6eKax pOrOBOTO KOHBEPTa — UHBO-
JIOKPUHE, TOPUKPUHE 1 (DUIATTPUHE, & TAK)KE U3MEHEHUS
B cocTase Mnuos (puc. 47-12).8 MyTauuu B rese ¢uar-
rprHa GbUIH OIMCAHBI HECKOJIbKUMMU UCCIIEOBATEbCKIMHU
rpynmamMu.¥ % Y 11 eBpoIeiickoro mpouCcXoX/IeHus IBe
BapHalUK B KOAUPYIOIIeM (HIarrpiH reHe 06yCIoBIHBAIOT
nedext GapbepHOIl (PYHKINH, SAB/IAACH, TAKUM 00pasoM,
(dbaxTopamu, IPOBOLMPYIOIINMHU HACIECTBEHHBII ATOMH-
qecKkuit jepmMatut.*® HeckonbKo OT/IMYHbBIE OT yKa3aHHBIX
MyTanuu 0GHAPY>KEHbI y a3MATOB C aTOIMMIECKUM JIepMa-
THTOM M BY/IbrapHBIM UXTHO30M.*” C Ipyroit CTOPOHBI, BHE
3aBHCHMOCTH OT aTOIIMYECKOTO AePMAaTHTA TaHHBIE MyTa-
I[M PaCCMAaTPUBAIOTCS B KA4eCTBE YCIOBHUIL, ITPeIpacIosa-
raomux K acrme. CieoBaTe/IbHO, reHeTHYeCKue (haKTOpPbI,
OIpene/IOIIIe HapyIIIeHHe SMHIEpMa/IbHOTO 6apbepa, Mo-

ATtonuyeckuin gepmaTut
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PucyHok 47-12 TpaHcanuaepmanbHaa notepa Boabl (T3-
MB) (A) n rmgpatauma porosoro cnos (b) npu atonnyeckom
JepmaTuTe HapyLleHbl. YMeHbLUeHe rmgpataluy poroBoro
cnos nyeennyervie TIMMB HabntofaloTCA B HEOUAroBOM KOXe,
HO 0COBEHHO Bblpa)KeHbl OHY Ha MOPAXKEHHbIX YYaCTKax.

TYT TaKXe SIB/SITHCS IIPUYMHON aTOIMMIECKHUX 3abojeBa-
HMIT CTUSUCTBIX 060/109eK (PHIarrpiut — yHUKaIbHBII Oe-
JIOK KepaTHHU3UPYIOLIErocst armTesst). CHHIPOM aToInu
mpencTaBsieT co60¥i reHeTHIeCKH 00YCTOBIEHHYO aHO-
MajInio 6apbepHOI QYHKIMN KOKH, @ TAKXKE TIOBPEXK/ICHIE
CIM3UCTBIX 000/109eK HOCA, OPOHXOB M KHIIIEIHUKA, UTO
B UTOTE NMPUBOAUT K aTONUYECKOMY IEPMATUTY (MM €ro
060CTpeHNIO), A/UIEPTUYECKOMY PHHUTY HIH OPOHXHA/Ib-
HoIt act™e. [leheKThbI IPOHUIIAEMOCTH TIO3BOJISIIOT BHEIII-
HHM a/UIepreHaM IIPOHUKATH B KOXKY 1 CLIOCOOHBI 3aITyCTHUTD
HNMMYHOJIOTHYeCKHe PeaKLUK ¥ BocrajeHue (puc. 47-13).
Cpeny BeAyIIUX reHeTHIeCKUX (PaKTOpoB, 00YC/IOBINBAIO-
IIIMX pa3BUTHE CHHIPOMA aTOIIHH, B IIEPBYIO OYepenb ObITH
naeHTHPUIMPOBAHbl MyTalun (uiarrputa. IIpomyKkTe
Ie3aMHHALNYN AMUHOKHCJIOT, BOSHUKAIOILIUX B Pe3y/braTe
rUpOTH3a PUIATTPHHA, CTyXKaT SHOTCHHBIMH I'YMEKTaH-
TaMu,?® BBISBIBAIOIIMMY TaKO€ TUIIMYHOE I aTOIIMYe-
CKOTO JIePMATUTA SIBJICHHE, KaK CYXOCTh KOKH. TakoKe oIry-
6mukoBanbl nanHbpie” o nomumopdusme B rene SPINKS,
KOTOPBIIT KOTUPYeT HHTHOUTOP cepuHOBBIX poTeas LEKTI,
a B HEKOTOPBIX KOrOpTax GOIBHBIX aTOMUYECKUM JlepMa-
TUTOM ObUIM OGHAPY>KEHBI BAPUAIIMU JIBYX CEPHUHOBBIX
[POTEas M3 CeMeNCTBA Ka/UIMKPEHHA (XHUMOTPUIICHHOBOTO
(bepmeHTa, OTBETCTBEHHOTO 32 [IETPAMAIINIO KOPHEOIECMO-
COMa/IbHBIX 6€IKOB, 00€CIIeYHBAIOIIHX CBSI3b MEXITY KOp-
HEOL[UTAMHU POTOBOTO CJIOS).

Hapyienne 6apbepHOil GYHKIMK KOXXH IPH aTOIH-
YECKOM JIePMATHTe TAK)Ke MOXKET OBITh 06YC/IOB/IEHO TIO-
HIDKEHHBIM COJIEp)KaHUEM JIUIU/IOB WK HapPYIIEHHEM HX
cocraBa. B wacTHOCTH, Ipu 9TOM 3a60/I€BAHUU OTMEYa-
JIOCh KaK COKpallleHue OOILero KOMMIecTBa LepaMuioB,

Mcuxonornyeckuin ctpecc
B COYETAHM C BbICOKUM cofiepXKaHnem
SHAOreHHbIX CTePONAOB

NoBbllWEeHHaA BNaXKHOCTb Bo3pacT (o4eHb 10HbIN

VNI NOXKUON)

OKpy»KaloLLen cpefbl

Hw3kas BnaxHoOCTb [pyrvie pasHOBUAHOCTN
OKpYKatoLLeil cpefbl 3nnpepManbHbIX
(aTonukm) [epMaTo308

\%

HapyweHne
KOXHOro 6apbepal

DK30reHHble

Tpaema Kackap
cTepoupbl

LIVTOKMHOB

V

( SKcnpeccusa 6onesHn J

%

BocnaneHue

3ya

PucyHok 47-13 SHporeHHble 11 3K30reHHble GakTopbl Npu-
BOAAT K HapyLLeHnto 6apbepHo GYHKLUN KOXI, MOTUBU-
pysa/cTMMynupys BocnanuTesibHble NPoLecchl Npu atonu-
YecKoMm epmaTuTe.
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TAaK U HEXBATKA OIPee/IeHHbIX TUIIOB TAHHBIX JINITHUIHBIX
komI10HeHTOB.* Takyke ObUIO BBISBIEHO YMEHBIIICHHE KO-
BaJICHTHO CBSI3aHHBIX [[ePaMHUIOB’' U TIOHI)KEHIE aKTUB-
HOCTH COMHTOMMETHHA3bL. B HEKOTOPBIX C/Iyasix Hab/rona-
JIOCh CHIDKEHHE CEKPelHH JIaMe/ULIPHBIX Tetel] (B cOCTaBe
KOTOPBIX IPe06/IaaloT JTUIN/BI) U UX IOC/IEAYIOIas TH-
6e/1b MeXTy KOPHEOIUTaMu.”

MCOPUA3: NNPONUDE
1 KOXHbIN BAPBEP

Cwm. Taxoke riaBy 18.

ITcopuas — 3TO XPOHUYECKHIl TeHepajTU30BaHHBII
LIIe/TyIIAIINAIICS 9PUTEMATO3HBII IEPMATO3 C U3HAYAIBHOM
JIoKa/M3anueit B anupepmuce. Jlannoe saboneBanue co-
IPOBOKAACTCS YBEIHICHHEM NpOonudepanuy U Hapylue-
HieM 1 (epeHIIPOBKY KIETOK SMUAEPMHCA, YTO IPHU-
BOJIUT K THIlePKepaTo3y ¥ mapakeparosy. Kpome toro, Ha
HaYa/IbHBIX CTA/IMAX [1COPUA3a, B 0COOEHHOCTH IIPH TSDKe-
j10it hopme 3a60jIeBaHNMs1, HAOMIONAETCS HEHTPODUIBHBII
unwibTpar. JlajapHelilee pa3BUTHe ICOPUa3a COIPOBO-
paercst ymepeHHo T-mmorurapHoit HHGHIBTpaLMeri.
CepbesHble HapyuieHus nponudepanun u guddepeniu-
POBKH 9IH/IEPMHUCA [IPH [ICOpPHase IPUBOAT K JiedeKTam
6apbeproit ¢pynkunu koxu.” TOIIB B gaHHOM Cydae He-
HOCPEICTBEHHO CBSI3aHA C KIMHUYECKOI TSXKECTHIO OYaroB:
BBICOKHI ypoBeHb TOIIB HabmonaeTcs Ipu 0CTpOM 9K3aH-
TEMaTO3HOM IICOpHase, yMepeHHoe yBemmdenne TIOI1B xa-
PAKTEPHO I XPOHUYECKOI O/IAIIEYHON CTafuK 3abote-
Bauusl. Takxke 3aMKCHPOBAHBI AHOMAIMU BHEK/IETOYHBIX
JIMIINJIOB POTOBOTO CJIOSI, B YaCTHOCTH — 3HAYUTETBHOE
yMeHbllIeHHe Lepamuna- 1. TTpu a/leK TpOHHOI MEKPOCKO-
MU ObUTH BBIABJIEHBI TSKETble CTPYKTYPHBIE M3MEHEHUsI
B MEKK/IETOYHBIX IMIIM/HBIX [IACTHHKAX.” Takyke yCTaHOB-
JIeHa TeHeTHYeCKast CBsA3b ICOPUa3a ¢ KOMILIEKCOM IIH/Iep-
ManbHOI muddepennnposky 1q21 — B G/IAIIKAX [ICOPH-
a3a JAHHbIIT KOMIUIEKC IeMOHCTPHPYET Pe3KOe HOBBIIIICH e
9KCIIPECCHU MAJIBIX GOTATHIX IPOIMHOM 6enkoB.” B psime
HCCIeOBAHMIT PACCMAaTPUBA/IACh TAK)Ke TUIIOTE3a O CBS3H
rcopuasa ¢ nuroxeparuaoM K17.

UXTWO3: NATOJIOINY

BNTATA B ANMAEPMUC

Cwm. raBy 49.

VIXT103 IpefcTaB/IeH IPYIIOi MOHOTeHeTHYEeCKHX 3a-
60/1eBaHNIT, XapaKTePUSYIOIINXCS HAPYIIIEHNEM JIeCKBaMa-
UM 1 06pa3oBaHMeM YelllyeK B COYCTAHUH C JIETKUM WIIH
YMEpeHHbIM HapylleHneM OapbepHOi (GyHKIHH KOXH.
ITpu4arHOI HXTHO3a MOTYT OBITH MO0 N3MEHEHUSI B AITH-
JlepMa/TbHBIX JIMITU/AX, 1100 aHOMa/IMH Hu( depeHInPOBKH
anuaepMuca. X-ClelleHHbIN pelleCCUBHBIN UXTUO3 SABJIA-
eTCsl OTHOCHTE/IBHO JIETKOJ TpHoGpeTeHHOM (opMoit 3a-
6oseBaHNsA, 1T KOTOPOI XapaKTepHa IeHepaIn30BaHHasd
lleCKBaMalys B BUJIe KPYIIHbIX, IVIOTHO IIPWIETAIOIINX Ye-
IIIyeK TeMHO-KOPUYHEBOTO I[BeTa. MeTabo/mIIecKoit 0CHO-
BOI X-CIIEI/IEHHOTO PELIeCCHBHOTO HXTHO3a CIY>KHUT Jiehu-
IIUT IN30COMA/IBHBIX (DePMEHTOB CTEPOU/ICY/Ib(DATa3bI WIH
apwicynbgarassl C.ITonHas genenus rena STS, kapTHpo-
BAHHOTO Ha yyacTke Xp22.3- pter, o6Hapy>keHa y 90% manu-

€HTOB ¢ X-CleIUIeHHbIM UXTHO30M. HemocrarouHas akTuB-
HOCTb XO/IeCTePHH Cyb(araspl, HabmogaeMast IpH JAHHOM
3a00/IeBaHNH, BeleT K HAKOIUICHNIO XO/IECTEPHH Cy/ibdara
1 HOHIKEHHIO YPOBHS XO/IECTEPHHA, a CIe[I0BATETbHO —
K QHOMJIU B CTPYKTYPHOI OPraHU3aIMH MEKKOPHEOIIH-
TAPHBIX JINITUHBIX UIACTHHOK.” %

By/nbrapHslit HXTHO3 TIpefcTaBIsieT co6oil Hanbomee
pacrpocTpaHeHHOe MOHOTEHETHIECKOe KOXKHOe 3a00/1eBa-
Hue. B Xozie HelaBHNX MCC/IeOBAaHMIT OBIIO YCTaHOBJIEHO,
YTO MPUYMHOI By/IbIAPHOTO UXTHO3a SBJISIOTCS MY T[N
B KOJIMPYIOLIeM (prIarrpuH reHe, BeIyIIUe K TOTHOI TOTepe
ynxuum. B nporecce repMuHanbHOI 1ud G epeHIIPOBKH
IpOdWIATTPHH PACLIEIVIAETCS HA MHOKECTBO TEIITH/IOB
¢bumarrprHa, KOTOpBIe B COBOKYITHOCTH 06PasyIoT KepaTu-
HoBbIe (rIaMeHThL. BosHUKaOIas B pe3y/IbTaTe MaTpUIa
Grarofapsi TIepeKpecTHbIM CBS3SIM (DOPMUPYET OCHOBHOI
KOMITOHEHT POrOBOrO KOHBepTa. [I0HIKeHne KOHIIEHTpa-
MM JIJAHHOTO IJIABHOTO CTPYKTYPHOTO Gejika MPUBOIHUT
K 3aMeJJIeHHIO KePaTHHU3AIMN U K YMEPEeHHOMY HapyIle-
HHIO 6apbepHOiT PYHKINH KOKH.'"

TpancrmoramuHasa-1 oTBedaeT 3a epeKpecTHYIO CB3b
HECKOJIbKUX GeKOB POTOBOTO KOHBepTa. B ¢Bsi3u ¢ aTnM
HeUIUT TPaHCIIIOTAMHUHA3bI-1%7 CTAHOBUTCS IPHIMHON
IJIACTMHYATOTO UXTHO3a — G0JIee TsHKEIOTo 3a60/IeBaHus
10 CPABHEHHIO C BY/IbIAPHBIM HXTHO30M, IIPH KOTOPOM OT-
MevaeTcst b nedekt puiarrpusa.

YT BOCCTAHOBNEHNS 3ALLMTHON
OYHKLNI KOXN

Crpareruu jiedeHyst BOCIIAIMTEIbHBIX KOKHbIX 3a60/1eBa-
HMIl 9aCTO HAIPaB/IeHbl Ha HOPMAIH3AILMI0 UMMYHOTe-
HETHYECKHUX OTKJIOHEHMI M BOCCTAHOB/ICHHE GapbepHOI
ynkiyn. Teparms KOPTHKOCTEPOUAAMH, IIUK/IOCIIOPHHOM,
TaKPOIMMYCOM, ITUMEKPOTUMYCOM M YIbTpapHOIeTOM
Cr1oco6Ha YMEHbIIATh KJIETOYHOE BOCIIAIEHHE U ONITHMH-
3UpOBaTh 6apbepHYIO (PYHKIMIO KOKH, YIydIlas IIPOJII-
dbepanuio u nuddepennnposky anugepmrca. MecTHble
CTepOHBL, XOTA 1 3 (HEKTUBHBI IIPH ATOMHIECKOM JepMa-
THTE, OHAKO He BOCCTAHABIMBAIOT HAPYIIECHHYIO 6apbep-
Hy!0 GYHKIHIO Koxki.'”! OfHAKO M3-32 HATHYHs HOOOIHBIX
3¢ deKTOB yKasaHHbIe METOMbI C/IELYeT HCII0Tb30BATh JINIIIb
B TedeHHe KPATKOTo Iepuofa BpeMeHH. [isi JJITeIbHOro
JIeIeHHsI BOCIIA/IUTE/IBHBIX 3a00/IeBaHMIT JIETKOI U CPeHeit
CTeIeHH TAKECTH PEKOMEHIYEeTCs IIPUMEHATD MIPeraparhl,
He BBI3BIBAIOIIHE TTOO0YHBIX 9P (DHEKTOB,— CMATIAIOIITIE
KpeMBbI ¥ Ma3H, COfiepyKallie JTUIN/IBI U JTUINU0I0T00HbIe
BeIIIeCTBA — YIJIEBOMIBI, )KHPHbIE KHCTOTBI, XO/IECTEPUHOBbIE
a¢upbl 1 TpUrHiepuasl. [1ogo6HbIe KpeMbl 1 Mas3u CIO-
COOCTBYIOT HOpMaIM3aL K 6apbePHOI (PYHKIMH, CTHMY/IH-
PYIOT IIPOIIeCC BOCCTAHOB/IEHHSI KOKHOTO 6apbepa, a TAKXKe
YBEIMYMBAIOT TUPATAIIMIO POrOBOro cos. 1% Takum
00pa3oM, TaHHbIE ITPeNapaThl OKa3bIBAIOT HO3UTHBHOE BO3-
meiictBre Ha npoimdepannio u auddepeHINpPOBKY M-
fepmuca.” YdeHble IPeAIoNaraoT, YT0 K aHaJIOTHIHOMY
Ppesy/IbTaTy TO/DKHO IPUBOAUTH TAK)KE UCIIONIb30BAHHUE TN~
MUHOY CMECH, COCTOSALLIEN U3 TPeX K/II0YEBbIX TUIIOB M-
munoB [(1) uepamuna, (2) xomecrepuna u (3) cBOOOIHBIX
JKUPHBIX KUCIOT].'” B psane ciydaeB orMedanach adex-
THBHOCTb JIEYCHNS ATOITMYECKOTO IEPMaTHTa LIEPAMHIOM-3
B BHJE KpeMa ¢ HaHOoyacTHIAMU.'® CreyeT OTMETHTb,
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KonnareHbl, anacTtnyeckKkune BOJIOKHa

N apyrue 6enkn BHeKNeTOYHOro
MaTpuKca aepmbl

:: Thomas Krieg, Monique Aumailley
Manuel Koch, Mon-Li Chu, Jouni Uitto

KOJIIATEHBI, 3NACTUHECKWE BOJIOKHA
N OPYTWE BEJNKW BHEKJIETO4HOIO
MATPIKCA JEPMbI: KPATKWIA OB30P

= Buexerounsiit matpuxc (BKM) mpencrasister
CO00I1 CIIOKHYIO CETh, COCTOSINYIO U3 00JIb-
IIIOTO KOJINYeCTBA KOMIIOHEHTOB, KOTOPBIE 00Y-
CJTOBJIMBAIOT KECTKOCTb, HONATIMBOCTD H YIIPY-
TOCTb TKaHEM.

= Berku BKM (Hampumep, Ko/UIareHsl, IpOTEOT-
JINKaHBI, IJITNKOIIPOTEUHBI) COCTOAT U3 CTPYK-
TYPHBIX JOMEHOB C Pa3JMYHBIMH OHOIOTHYE-
CKUMH QYHKIHAMH.

= Curnanel BKM konrpomupyor anddepenim-
POBKY, MOJIIPHOCTb, MUTPAIIUIO M BBDKHUBae-
MOCTb KJIETOK, U 9KCIIPECCHIO CIer(PUIecKux
TE€HOB.

= C BKM acconuupyioTcsi MHOTHE Hac/Ie[CTBEH-
Hble 3a60/1eBaHs. MOIEKY/IIPHbIE MEXaHU3MbI,
OTBETCTBEHHBIE 32 BOSHHUKAIOIINE (DEHOTHIIBI,
YaCTO KOMIUIEKCHBIE M BKJIIOYAIOT HECKOIbKO
Pa3IMIHBIX KJIETOUHBIX ITy TeH.

= JlMHaMUYeCKHit 6aaHC MK/ CHHTE30M M Pas-
noxxenneM BKM urpaer pemraroomiyio poib BO
MHOTHX HPUOOPETEHHBIX 60Ie3HETBOPHBIX
[pOIeccax, TAKUX KaK OIMyXOJeBas MHBA3Hs
U MeTacTasbl, GuOpo3 1 BOCIAIUTEIbHbIE T1a-
TOJIOTHH.

BBELEHWE

Buexerounsiit marpuxc (BKM) mpencrasiser co6oir
CJIOKHYIO CeTh PAs/IMYHBIX KOMIIOHEHTOB, OTBETCTBEHHBIX
32 QOPMHUPOBAHUE U COXPAHEHUME APXUTEKTOHUKU TKAHU
U OTIOCPENYIOLIHX PSIT BKHBIX OMOMTOTHIECKHX SIBJIEHHIL.

OH cocTouT U3 GOMBIIOrO KOINYECTBA PA3THIHBIX O€/IKO-
BBIX CEMEJCTB, IPHYEM KaXK[0€ U3 HUX BKIIOYAET MHOMKe-
CTBO Pas/JIMYHBIX NHIMBUIYaIbHBIX WIeHOB. K aTHM cemeri-
CTBaM OTHOCATCS KOJUIAT€HBI, KOTUpPYeMble 42 pa3THIHbIMU
TeHaMM, 9/IACTHH U CBSI3AHHBIE C HUM MUKPOMUOPHILIP-
Hble 6e/1K1, PrOPOHEKTHH, IPOTEOITMKAHbI I MHOTHE IPY-
rue MoseKynl (Tabsr. 63-1) XoTs Bce 911 GE/IKH reHeTHIe-
CKH, CTPYKTYPHO U OUOIOTHYECKN PA3IUYHbL, UX OOLIMM
3HaMeHaTe/IeM SBJIACTCA XapaKTepHas /I OO/IBIIMHCTBA U3
HHX MOZLy/IbHAsA CTPYKTYPa, TaK 4TO BCE OHU COCTOAT U3 Off-
HO1, HeMHOTHIX VI HECKOTbKUX KOTIMH OTPaHUYEHHOTO Ha-
00pa MHIMBUY/IBHBIX CTPYKTYPHBIX MOMLY/Ieil, Ha3bIBae-
MBIX TakoKe loMeHaMu.! Mony/m MOryT KOMOMHUPOBAThCA
PasIHYHBIMU CIIOCO6AMU, 00pasyst Ge/IKU CTOJIb JKe pas/ny-
Hble KaK pubpwutiH u tamuHuH. (puc. 63-1). Pactundpo-
BaHbI crenuduieckre GyHKIUN HEKOTOPBIX M3 9TUX J0-
MEHOB, HaIIPHMep, B3aUMOJEIICTBHE C APYTUMHU OelKaMu
BKM, y4actre B o6ecriedeHHN KIeTOIHOII a[Ire3HH, yIaB-
JIMBaHUe U peTyIHMpOBKa HUTOKUHOB. CrenoBaTebHO, BKM
UIpaeT BaKHYIO POJIb B 00€CIIeYeHMH MHOTUX K/IETOYHBIX
dyHKUMIT, TAKUX Kak npondepariys, BBOKHBAHKE, OISIP-
HOCTb, Iu(depeHInpoBKa IKCIpeccus crennpuIecKnx
TeHOB ¥ MUrparus.” Bce pas/udHble THIIBI KJIETOK, B TOM
YHC/Ie ME3EHXMMHBIE U 9HOTe/THA/IbHBIE, @ TAK)Ke BOCIa-
JIUTE/IbHbIE U OITyXOJIeBble KJIETKH, YUaCTBYIOT B IIPOU3-
BOJICTBE B3aHMOJIEHUCTBUSA C HUMH. XOPOIIO M3BECTHO, YTO
BKM o6ycnosnuBaer 61odusudeckre CBOMCTBA COTNHHU-
TelbHBIX TKaHell. HeaBHO cTano sACHO, 4TO, B CBOIO OYe-
pemb, KeCTKOCTD ¥ MOTATIIMBOCTD COeTMHNUTETBHBIX TKaHeH
SIBJISIFOTCS] B&KHBIMH (DAKTOPAMHU PEryIHPOBKU K/IETOIHBIX
dynkunir.>*

KOJITATEHbI

benku cemeficTBa KOJ/UIAT€HOB SABJIAIOTCA OCHOBHBIMU
CTPYKTYPHBIMU KOMIIOHEHTAMHU COETUHUTEIbHBIX TKaHeH
1 OCHOBHBIMH BHEKJICTOYHBIMHU O€/IKAMH B OPTaHU3MeE 4e-
7IoBeKa. B KoyKe 4e/10BeKa KOJUTareHbl COCTAB/IAIOT IIPUMEPHO
80% cyxoro Beca fiepMbl. Kitaccuueckoli u nepBoHauaaIbHO
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MopynbHas cTpyKTypa 6eN1KoB SKCTpaLennionsapHOro MaTpmkca

JlamnHnH-332

y3

a3

OubpunanH-1

KEY

T [eTepoTprMEepPU3aLMOHHbIN JOMEH Cynepcnpani

@®» [lomeH anugepmanbHONofo6HOro GpakTopa pocra
NaMVHUHOBOIO THMa

[lomeH annaepmanbHONoA06HOro GpakTopa pocTa
$unbpunnuHoBoro Trna

JlomeH KanbLnii-CBA3bIBAIOLErO SNUAEPMATbHO-
nopo6Horo dakTopa pocta GubpUANIMHOBOrO THMNa

InnkosnnmposaHne

v

YHUKanbHble JOMEHbI

npoTenHonoao6HbIi (T) MOANGULMPOBaHHBIN JOMEH

JNlamuHWH-N-TepMrHanbHbI gomeH (LN)

v

3

é

G TpaHchopmupytoLwmii pakTop pocTa B-CBA3bIBAOLLNI
Q

JIaMVHUH rnobynsApHbIi fomMeH (Lg)

PucyHok 63-1 MopaynbHasa cTpyKTypa 6enkos sKcTpaLen-
nonapHoro matpukca (AUM). benkn LM cocToAT mn3 He-
CKOJIbKMX OTAESIbHbIX CTPYKTYPHbIX MOZY/eN, BKMoYasa Mo-
Z4ynv AOMEHOB 3nuaepManbHonofobHoro ¢akropa pocTa
NaMWUHWHOBOFO TUMa 1 LOMEHOB 3n1aepMasibHOMNOL406HOrO
dakTopa pocTa GprbPUNINMHOBOTO TVMNA, JOMeH pakTopa GoH
Bunnebpanga A, fomeHbl GonIMCTaTMHONOA00OHOMO 1 TUMA
EF-hand Ca2+-cBA3biBatloLLero MoTMBa Uin JOMEHbI ONINTo-
Mepu3aLuy cynepcnmpasni. ST MOAY/N MOTYT KOMOUHKPO-
BaTbCsA Pa3NnMyHbIM 06pa3om, bopmMupys Bce MHoroobpasue
6enkos JLIM, uto npepcTaBneHo 3aech Ha NpumMepax ¢u-
6punnviHa unu nammrHuHa. Kpome toro, 6enku UM moryT
COCTOATb KaK 13 OAHOW MOAUNENTUAHON Lienu, Hanpumep,
GUOPUNANH, TaK U U3 HECKONIbKUX NOIMNENTUAHbIX Liene.
Hanpumep, namuHnH 332 obpasoBaH Tpems NoavnenTu-
HbIMUM Lensamun—uenu a3, b3, g2.

TABJINLA 63-1

YCTaHOBJICHHOII POJIBIO KOJUIATEHOB B KOXKE ABJIAETCA 00e-
ClleYeHHe TPOYHOCTHBIX XapaKTePUCTUK, KOTOpPbIE IIO-
3BOJIAIOT KOXKE CIy>)KUTb OPIaHOM 3aIllMThl OT BHEILIHEN
TpaBMbl. KpoMe TOro, Ko/UtareHbl 06/1afaloT Ba>KHBIMH
OHOJIOTUYECKUMH CBOIICTBAMH, PETYIHPYIOLIMMU MHOTO-
YMC/IEHHBIE IIPOLECCHI B K/IETKAX ¥ TKAHAX.

KOJNNATEHbI: TPOMHAS CNN

B Ko’Ke 4e0BeKa KoJUIareHOBbIe BOJIOKHA 00Pas3yIOT OCHOB-
HYIO MacCy BHEK/IETOYHOT'O MAaTPHUKCA U COCTABJIAIOT IIPU-
MepHO 80% cyxoro Beca gepMbl. Kojutaren opraHusoBaH
B KPYITHbIE IIy4KH BOJOKOH, COCTOSIIHUX U3 GHOPUILI, 4TO
CO3/laeT KapTHHY ITOIIePeYHON UCUEPUYEHHOCTU IIPH 3/I€K-
TPOHHOI MUKpOCKoHH (puc. 63-2). Hanbosee BbIpaskeH-
HBIe IIOTIePeYHbIe MOOCHI BRIIJIAAAT KaK MOBTOPSIOLIN-
ecs MOJIOCKH, PAaco/IoKeHHbIe Ha paccTosHNH 70 HM JpyT
ot npyra. OCHOBHBIM KOMIOHEHTOM 3THX (GHOPHIT SIB-
JISIeTCsL KOJUTareH Tuma I, mepBblit naeHTHOUINPOBAHHbII
IeH CeMelCTBA KO/UTAreHOB 1 Hanbosiee n30OM/IbHbII KOJI-
JIareH B iepMe U B OOJIBILINHCTBE IPYTHX COCTUHUTETBHBIX

PUCYHOK 63-2 SneKTPOHHbIN MUKporpad KonnareHoBbIX
BOJIOKOH B BUAE NEPUOANYECKUX MOSIOCOK C MHTepPBanom
npumepHo B 70 HM (x 45000).

OCHOBHbI€e reHbl 1 6enkun IKCTpaue/ioIApPpHOro maTpukca

Benkn NereHa Homepa n Ha3BaHuA
6enkoB
KonnareHbl 42 28; konnareHbl ot | go XXVIII

TnnoB

2nacTuH 1 HeckonbKo cnnanc-BapuaHToB
OUOPOHEKTUH 1; 20 cnnalic-BapriaHToOB
OrbynuHbI 7 7; OubynuH 1-7

OnbynuHb 3 3; OubynuH 1-3

benkn N2 reHoB Homepa n Ha3BaHuA
6enkoB

JITaMUHWHDBI 11 15; LM-111, LM-332, LM-511
nT.o.

MaTtpunumHbl 4 4; MaTpunuHbl 1-4

HwuporeHbl 2 2; HuporeHbl 11 2

TeHacUMHbI 4 4; Tenascin-C, -X, -R, and -W

TpombocnoHAnHbI 5 5;,Tpom6OCNOHANHBI 1-5

ButpoHekTuH 1 1



TKaHei1.”!! XapakTepHble CTPYKTYpPHBbIE TIPU3HAKH KOJUIA-
reHOB ObUIH paciindpOBaHbI B X0JIe U3YUeHHUsI KO/UIareHa
Tuna I, KOTOPEI TO3TOMY CYUTACTCSA IPOTOTUIIOM CeMeTi-
CTBa KOJUIAaT€HOB.

Mornekyna KojtareHa Tuna I mMeeT MOIEKYIAPHBIH
Bec 0K0/o 290 /I 1 cOCTOUT U3 Tpex IMOMUIEeNTUIHDIX 1ie-
TIeft, Kakiast npuMepHo 94 kI OTu TpH IOMUIIENTHIA, U3-
BECTHBIE KaK Q-1[eIIH, 3aKPYUYeHBI IPYT BOKPYT Apyra IIo-
106HO )XIIaM BePEeBKH, TAK YTO MOHOMED KOJUTAT€Ha MeeT
CTPYKTYPY TpO¥tHOI ciimpany. Takast KoHdurypanus mpu-
[aeT MOJIEKYJIe YKECTKYIO [TaJIOYKOBUHYI0 GOPMY pasme-
pamu mpumepHo 1,5x 300 uM (puc. 63-3). Ocobas cTpyk-

CTpyKTypa KonniareHa tuna |

I H .
i R L 0 G 0 1A e e O 0 40 |

4-ryppokcnunponuHa

MponuH 4— 0.95 —>

PucyHok 63-3 Cxematuueckoe 13obpaxeHne CTPYKTypbl
konnareHa tuna |. KonnareHosble BonokHa (I), koTopbie
npy 31eKTPOHHON MUKPOCKOMNMM AEMOHCTPUPYIOT NOBTO-
PAIOLLYIOCA MePUOANYHOCTb (PUC. 63-2), COCTOAT U3 UHAN-
BUAYaNbHbIX MONEKYN KOJnareHa, MMeloLWnX YeTbipexcTy-
neHyatoe pacnonoxeHue (Il). Kaxgaa monekyna konnareHa
Tna | npepacTaBnaet cobow nanoykosugHyto cTpykTypy (I11)
AnnHon npumepHOo 300 HM, COCTOALLYIO 13 TPeX OTAENbHbIX
NOANMNENTMAOB, N3BECTHbIX Kak a-yenu, KoTopble CKPyYeHbl
Apyr c apyrom B dopme npasoii TporiHon cnupanm (IV). Ka-
XAaa uernb COCTOUT M3 aMUHOKMUCIOT B MOBTOPAOLENCA
nocnegosatenbHocTn Gly-X-Y (V); Kak yka3blBanocb paHee,
X-no3numio YacTo 3aHMMaeT NPOMHOBDIV OCTATOK, a Y-No3u-
Lo —4-TAPOKCUNPONMHOBBIV OCTAaTOK. IHANBMAYanbHble
a-Lenu NMetoT BTOPUYHYIO JIeBO3aKPYUEHHYI0 CrpanbHyo
CTPYKTYpY c warom cnvpanu 0,95 Hm (13 Uitto J et al: Collagen
structure, function and pathology in Progress in Diseases of
the Skin, V.1, Fleischmajer R. New York, Grune&Stratton, 1981,
p.103, c pa3peLueHuns).

Typa KojuiareHa B (opMe TPOIHOI CIIHPaIH OOBSICHAETCS
HeOOBIMHBIM AMUHOKHC/IOTHBIM COCTABOM Q-1iereil. B gact-
HOCTH, K&X/Ias! a-1[ellb KO/UTAreHa THIa 1 BKIIOYaeT IpHu-
mepHo 1000 amnHOKuMCIOT, mpndeM mmuiuH (Gly), camas
Masias aMHHOKHMCIOTa, COCTABIISIET IPUMEPHO OIHY TPeTh
OT 001Iero KOIMYecTBa aMHHOKHUCIOT, PABHOMEPHO pac-
I[Ipefie/leHHbIX Ha KO/UTAr€HOBOM y4YacTKe ITOMIIENTHAA.
CrerioBaTe/IbHO, IOTUIEITHAHBIE LIEMH KOJ/UIareHa MOXKHO
OIIMCATh KaK IIOBTOPSIOIINECS TPHUIUIETHI, [IPEACTaB/IeH-
Hble TT0CIenoBaTeIbHOCTBIO (Gly-X-Y )55, X u Y nosuruu
B 9TOIl MOBTOPSIONIENCS MOCIET0BATETbHOCTH 3aHSITBI
PasIMIHBIMU AMUHOKHC/IOTAMH, [IPH 9TOM X-TTO3UIIUSI Ya-
CTO 3aHATA MPOIMHOM, @ Y-ITO3UIIUS — THAPOKCUIIPOTIH-
HOM. DTH IBeé aMHHOKHC/IOTBI COCTAB/IIIOT IPUMEPHO 22%
00111er0 aMHHOKHC/IOTHOTO COCTaBa KojUlareHa Ttuma I.
CpaBHUTE/IbHO BBICOKOE COfIEP)KaHMe JAHHBIX aMHHOKHC-
JIOT U XapaKTepHas JIOKa/IM3AI¥sl [INIMHA B KaKIOH Tpe-
Theil MO3UIMU HEOOXOMMBI ISl KOH(UTY pAIlUK MOJIEKY/IbI
KoJ/UTareHa B (hopMe TPOIHOI CIIMPaIH, TIPUYEM IHAPOKCH-
[IPOJIMH UTIPAeT IIABHYIO POJIb B CTAOMIM3ALUK TPOIHOM
CIMpA/IM IIPU TeMIlepaType Tema. Tak HasbIBaeMblil KOJUIA-
TeHOBBIII JOMeH MMeeT KOH(UTYPALIUIO TPOITHOI CITHPaIH,
KOTOpas IIpUIaeT KO/UTareny TUIia I mHOTME U3 erO YHUKA/Ib-
HBIX CBOHCTB.'? OHa, B YaCTHOCTH, BaKHA TIPU COOPKe KO-
nareHa B puOpwuIBl. MyTaiuu, KOTopble BAMAIOT Ha 06-
pasoBaHKe CTaGHIBHOI TPOIHOI CIIUPAIH, He TIO3BOJISIOT
KOJUIareHy OpraHH30BaThCst B BOJIOKHA, YTO IPHBOJUT K Ce-
Pbe3HbIM (PYHKI[HOHAIBLHBIM Jie(heKTaM COeLHHUTETbHOM
TKaHU U LIe/IOMY CHEKTPY KIHHIYeCKHUX (peHOTUIoBs. >

FEHETWYECKAS TETEPOTE

KONNMATEHOB

KoJutareHs! cOCTaB/ISAIOT CEMEHCTBO OIM3KOPOACTBEHHBIX,
HO TeHeTHYeCKH Pas/IMIHbIX 6e/IKOB. B reHoMe emoBeka Ha-
CUNTBIBAETCS 42 pasHbIX TeHa, KOAUPYIOLINX A-LeMH C pas-
JIMYHBIMU aMHHOKHC/IOTHBIMH IIOC/IEI0BATEIbHOCTSAMH.
ITH A-L[eIH COOTBETCTBYIOT KAK MUHUMYM 28 Pas/IMIHBIM
THITaM KOJUIATeHa, KOTOPble 0003HAYAI0TCS PUMCKUMH TH-
pamu ot I o XXVIII (Tabn. 63-2). Onu mogpaspesisioTcs Ha
HEeCKOJIbKO IIOJCEMEIICTB, IIABHBIM 06pPa3oM, B 3aBHCUMO-
CTH OT JUIMHBI ¥ KOJIMYIeCTBA KO/UTATEHOBBIX U HEKOJ/UIAre-
HOBBIX JJOMeHOB. KpoMe XOpOIIIO M3BECTHBIX KOJUIAreHOB,
KOPOTKHE TPEXCIHpPaIbHbIe KO/UIATeHOBbIE CETMEHTbI IIPH-
CYTCTBYIOT B IPYTUX GeJIKaX, BK/II0Yasl alleTHIXOJTUHICTe-
pasy, komnoneHT C1q CHCTeMbI KOMIIEMEHTa, CyppaKTaHT-
Hble Ge/IKHU JIETKHUX, CKaBeHIKep-PeleNTOPbl MAKpodaros,
9MWINHBI (IJTHKOIIPOTENHBI MUKPO(UOPIIT 9/1acTHHa, pe-
ryupyorine natepdeiic MeXxay cepAleBHHOIN dacTHHA
1 MUKPOGUOPHITAMHU ) ¥ 9KTOAUCIVIA3HH A, TIPOIYKT TeHa,
MyTHPOBABIIIEr0 B C/Iydae X-CIEIUIEHHON aHIMIPOTHYe-
CKOI1 9KTOZIePMa/IbHOM IuCIUIasuu.'® OnHako aTu Oe/IKu He
BK/TIOYCHBI B CeMEFICTBO KO/UTATEHOB, IIOCKOJIBKY UX KOJIIa-
TeHOBbIE JJOMEHBI He SIBJISIOTCS JIOMUHUPYIOIIEH 4acThIO
MOJIEKYJIBL, 1 6e/IKK He (PYHKIIMOHUPYIOT B IIEPBYIO OUeperb
KaK CTPYKTYpHbIe KOMIIOHEHTBI BHEK/IETOYHOTO MATPUKCA
COCIMHUTE/IbHOM TKAaHU.

Kosnarensr ¢ XapaKTEepHbIMU I'€HETUYECKUMU XapaKTe-
PUCTHKAMHU [TOIPA3IE/IAIOTCS He HECKOIBKO KIaCCOB, [IaB-
HBIM 06Pa3oM B 3aBUCHMOCTH OT JUIMHBI X KOJINYECTBA TPeX-
CIMPAIbHBIX KO/UTAT€HOBBIX CETMEHTOB U HEKO/UIAT€HOBBIX
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TABJINLIA 63-2
leHeTYecKas reTeporeHHOCTb KoNnareHoB

Tun KonnareHa [eHbl XpomocomHas nokanusauyumsa
| COL1A1 17021.31-g22
COL1A2 7q22.1
I COL2A1 12913.11-q13.2
I} COL3A1 2931
v COL4A1 13q34
COL4A2 13034
COL4A3 2q36- q37
= COL4A4 2q36- q37
o COL4A5 Xq22.3
= COL4A6 Xp22.3
pe= |
© v COL5A1 9q34.2- q34.3
COL5A2 2931
COL5A3 19p13.2
o Vi COL6A1 219223
= COL6A2 219223
= COL6A3 2937
© COL6AS5 3q21
= COL6A6 3921
=
=z vil COL7A1 3p213
r§ Vil COL8AT 3q12-q13.1
= COL8A2 1p34.3- p32.3
I
= IX COLY9A1T 6q13
o COL9A2 1p33-p32.2
g COL9A3 20q13.3
(@]
=c X COL10A1 6021-q22.3
-
) XI COL11A1 1p21
& COL11A2 6p21.3
=
= Xil COL12A1 6q12-q13
'g Xl COL13A1 10q22
g XIV COL14A1 8q23
XV COL15A1 9q21- 22
XVI COL16A1 1p34
XVl COL17A1 10q24.3
XVl COL18A1 21q22.3
XIX COL19A1 6q12-q14
XX COL20A1 20q13.3
XXI COL21A1 6p12.3-p11.2
XXII COL22A1 8q24.2
XXl COL23A1 5q35
XXIV COL24A1 1p22.3
XXV COL25A1 4q25
XXVI COL26A1 16p11.2
XXVII COL27A1 9932
XXVIII COL28A1 7p21.3

a-uenu

al(l)
a2 ()

al (Il)
at (I

al (V)
a2 (V)
a3 (IV)
a4 (IV)
a5 (IV)
a6 (IV)

al (V)
a2 (V)
a3 (V)

al (VI)
a2 (V1)
a3 (V)
a5 (VI)
a6 (V1)

al (Vi)

al (Vi)
a2 (Vi)

al (IX)
a2 (IX)
a3 (IX)

al (X)

al (XI)
a2 (XI)

al (XI)
al (XII)
al (XIV)
al (XV)
al (XVI)
al (XVII)
al (XVII)
al (XIX)
al (XX)
al (XXI)
al (XXI)
al (XXIIN)
al (XXIV)
al (XXV)
al (XXVI)
al (XXVII)

al (XXVIIN)

KommeHTapun

OubpUNNAPHLIN

OubpUNNAPHDIA
OUOPUNNAPHDINA

CeTeobpasyoLwmin

OubpUNNAPHLIN

MuKpodUbPUINAPHBIN

fIkopHble Gprbpunnbl

CeTeobpasyiowi

FACIT

CeTeobpasyoLwmi

OUOPUNNAPHDINA

FACIT
TpaHcmeMObpaHHbIii
FACIT
MynbTunnekcnH
FACIT
TpaHcmeMObpaHHbIii
MynbTrnnekcmH
FACIT

FACIT

FACIT

FACIT
TpaHcmeMObpaHHbIii
OUOPUNNAPHDINA
TpaHcmeMObpaHHbIii
FACIT

OubpUNNAPHLIN

?

FACIT =FACIT-KonnareHbl— KonnareHbl C pepbiBaeMbIMY TPOMHbIMU CNPANAMI, aCCOLUMPOBaHHbIE C Grbpunnamm.

KpacHblii: nonmnenTyg sKCnpeccnpyoTca B fepme.

3eneHbl: NOAMNENTUZ NOKaNN30BaH B AepManbHO-3MMAEPMaTIbHOM COeIHEHNN (6a3anbHas MeM6paHa).
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JIOMEHOB, IPUCY TCTBYIOIIIHX B MOJIEKY/Ie, d TAK)KE HA OCHOBA-
HHHU aPXUTEKTOHUKY X COOPKH B TKaHsX (Tab. 63-2). Kiac-
cuduKarys 1 0630p OCHOBHBIX THIIOB KO/UTAT€Ha, YIaCTBY-
IOLIHX B (DH3UOIOTMYECKUX H ITATOJIOTNYECKHUX TIPOLeccax
B KOYKe, U3/IOKEHBI B CIeiyloInux maparpagax. Hexoropsre
THIIBI KOJUIATeHA ITOAPOOHO He 00CYKAAI0TCS, TOCKOIbKY He
[IPUCYTCTBYIOT B KOX€ B 3HAYUTETbHBIX KOMHIECTBAX MK
He BIMSIOT Ha (PU3HOTOTHYIeCK1e CBOMCTBA IePMBI, HIH JKe
13-32 OTCYTCTBUS COOTBETCTBYIOLIEH NH(OPMALUH.

ITepBsIit KIacc BKIIOYaeT KOJIareHsl, 06pasyomue
¢ubpuwmwrsy, a umenno tumst I, 11, 111, V, XI, XXIV 1 XX VIL.
Kpome xomrarenos I1, XXIV u XXVII, xoTopble B KOJKe He
0OHapyKeHBI, BCE OCTalIbHBbIe 00pasyomne GUOPUIBI
KOJUTAT€HbI 9KCIIPeCCHPOBaHbI B iepMe. KojtareHs 9T0ro
THIIA COCTOAT U3 OJ{HOTO KOJUIATEHOBOTO JIOMEHA JIHHOM
300 HM ¢ 0YeHb KOPOTKMMHU, HE UMEIOIIUMHU TPEXCIUPA/Ib-
HOI1 KOH(UTypaIuu yiMHeHusAME (puc. 63-4) u cobupa-
I0TCSL B CPABHUTE/IBHO KpyIHble pubpumb.!H>1

Komnaren tuna I, camas pacipocrpanerHas 1 Hanbojree
0apo6HO omHcaHHast popMa KO/UIareHa, HaXOIUTCS ITpen-
MYIIECTBEHHO B KOCTSIX M CYXOXKIIMSX U COCTAaBIIsIeT TIPHU-
MepHO 80% 06111ero KojuiareHa iepMbl B3pOC/IOTO YeIOBEKA.
Ona 06pasoBaHa ABYMsI HICHTHIHBIMH Q- IIETISIMH, 0003Ha-
gennbiMu al (1), u TpeTbeit 1emnbio, HazBauHoit a2 (I), KO-
TOpasi Y€TKO OTIMYAETCS 110 COCTaBY aMHHOKHCTIOT. Takum
06pasoM, cocTas Iiernert KojuiareHa Tuia I 060sHagaeTcst Kak
[al (D)],a2 (.

Komnaren tuna III cocrasiser npumepro 10% 06-
IIIETO KOJUIareHa B JiepMe B3pocyIoro deoseka.'® Kowraren
tumna III cocrout us Tpex uaeHTHYHBIX a-1emeit, al (III),
KOTOpbIe OTIMYAIOTCS OT Iielleil Ko/UTareHa Tuma | cpaBHu-
TEJIbHO BBICOKUM COJIep)KaHHeM THIPOKCUIIPOIMHA H I/IH-
L[1Ha, TAK)Ke HA/IMYHMEM LIICTEHHOBOTo 0cTaTka. Ko/uareHs!
turoB I u IIT 06pasyroT cpaBHUTENTBPHO HIMPOKHE BHEKIIE-
TOYHBIE BOJIOKHA, KOTOPbIE OTBEYAOT, [TABHBIM 00pasoM, 3a
CIUTy PaCTsDKEHMs IePMBI Ye/IoBeKa. MyTaluu B reHax KoJI-
nareHa TroB | u Il MOTyT MpUBeCTH K aHOMIMSIM B COE/IH-
HUTEIbHOI TKaHU KOKH U CYCTABOB, a TAK)KE B [PYTUX TKa-
HSIX, UTO HAO/IIOAeTCS IIPU PAsIMYHbIX (POPMaX CHHAPOMA
Inepca-Jlanioca ¥ XPyIKOCTH KOCTeil IIPY HeCOBEpILIeH-
HOM ocTeoreHese.* >

Kommaren tuma V o6pasyeT MOICEMENCTBO CXOX-
HBIX ¥ B3aMMOCBSI3aHHBIX KOJUIAT€HOB, 0OPa3sOBaHHBIX
IyTeM pas3IndHOI COOPKHM TPeX PasHbIX THIOB a-Iie-
meii: al (V), a2 (V) u a3 (V). B koxe npeobmamaer popma
[al (V)],a2 (V), koTopas cocTaBisier MeHee 5% 00611ero
KOJUIareHa fiepMel. B nepme xojurared tumna V cBsg3aH ¢ oc-
HOBHBIMU KOJUTAT€HOBBIMU BOJIOKHAMH, COCTOSIIIIUMHU H3
xoyutareHoB tuna [ u III, mpu aTom cunTaercs, 4To Kowta-
reH THIA V perympyer AnaMeTp BOJIOKOH B xofie (GpuOpmiI-
JIoreHes3a. BaxHoCTh KojUtareHa tua V 6b1a oKasaHa mpu
06Hapy>KeHNH MyTal[Hil B TeHaX KOJUIareHa THIa V' y Tmanu-
€HTOB C K/IACCHIECKHMHU ay TOCOMHO-TOMHHAHTHBIMHE (HOp-
mamu (tumsl [ u 1) cunnpoma dmepca-[annoca.”” Nure-
PECHO OTMETHTb, YTO KTHHUIECKH CXOXKHI KIAaCCHIeCKUI
THII CHH/IpOMa Jiepca-JlaHioca MOXKeT BBI3BIBATBCS OTCYT-
CTBHEM 9KCIIPECCHU TeHACI[MHA-X, YTO IIPUBOAUT K ayTO-
COMHO-pereccuBHON (hopme 3abomeBannst.”’ Tenacruu-X
accoruupyetcs ¢ pubpruUIoreHe30M KO/UTAT€HOB 1 €ro OT-
CYTCTBHEM MOXET 00BSICHATHCS HATHYHE TeEeKTHBIX KOJI-
JIATEHOBBIX BOJIOKOH, ITIOXOXKHX Ha BOJIOKHA, 0OHApY>KUBae-
Mbl€ Y IAI[MEHTOB C MyTALMsMH B FeHax KojUlareHa Tuma V.

OCHOBHbIe BUAbI KONNareHa KoXm

Oubpun-obpasywowme konnareHsl Tunos |, I, V

25ERREERRERRIERERRERRKRS

MukpodunbpunnapHblin KonnareH Tuna Vi

Mukpodunbpunna

CeTeobpasylownii konnareH IV trna

KnetouHas membpaHa

PucyHok 63-4 OcHOBHble BMAbl KoareHa Koxu. Mone-
Kyfbl KOMareHa CrpynmnuMpoBaHbl B HECKOSIbKO CEMENCTB
COMNacHO pasINYHbIM NPU3HaKaM, BKYasa ANVHY U YNC-
N0 KOJINAreHoBbIX Y HEKOJNAreHOBbIX JOMEHOB, a TakKe
cynpamonekynapHbix mogynei. Konnarensi |, Ill, V tTunos
VIMEIOT XapaKTePHYI0 IMHEHYIO CTPYKTYpPY 1 06pasytoT oc-
HOBHYIO YacTb KomnareHoBbIX ¢pubpun gepmbl. Monneky-
nbl kKonnareHoB VI Tvna B fepme cobpaHbl B COOTBETCTBUM
C YHVIKaNbHbIM MUKPOGUOPUANAPHBIM MNAaTTEPHOM U3 TOH-
KMX U ONNHHBIX arperaToB. Takxe B dKCTpaLeionapHom
MaTpuKce gepmbl npefcTtasneHbl Asa tuna FACIT-konnare-
HOB (accouuUMpoBaHHble C GbPUINAMM KonnareHsl ¢ npe-
pbiBaeMbIMy TPOVHbIMU cnnpanamu), konnaraxbl XIl n XIV
TUMOB, aCCOLMMNPOBaHHbIE C KPYMHbIMX KOJM/IareHOBbIMY
durbpunnamm ns konnareHos tuna |, lll v V. Konnaren tvna
IV npucyTctByeT BO BCex 6a3anbHbix MeMbpaHax, rae 13 Hero
ob6pa3yeTca KpynHas rekcaroHanbHasa ceTb. Eule gBa Tvna
konnareHa, VIl v XVII Tunbl, sBnsAoTcs cneundryeckumm ans
AepmanbHO-3NMgepMaNbHOro coeanHeHns, rae konnareH Vil
TMa BXOAUT B COCTaB AKOPHbIX Grbpun, Toraa Kak sKTofo-
MEH TpaHCcMebpaHHOoro KosnareHa XVII Tvina BXoguT B COCTaB
AKOPHbIX Gprbpunn, pukcnpytowmx 6asanbHble KepaTUHO-
UUTbI SNMAepMmMca K nognexatlen 6asanbHon membpaHe.

Emme onuH KIacc BKIIOYAeT ceTeoOpasyrolrie Koma-
rensl Tunos 1V, VIII u X, kotopsle, ofHaKO, UMEIOT OYeHb
pasHyio cTpykrypy (puc. 63-4). Komraren Tuna IV sBia-
eTCsI TUITUYHBIM KOMIIOHEHTOM 0a3abHbIX MeMOpaH, Iiie
OH 00pasyeT CKopee PeIIeTKY, a He BOTIOKHA, XapaKTepPHbIe
11 JepMaJIbHBIX KOJUIAareHOB. VIMeeTcst IecTb pasiny-
Heix a (IV)-uemneit, ot al (IV) go a6 (IV), kotopsle yua-
CTBYIOT B COOpKe reTepoTpuMepoB. B Koxke desoBeka Iieru
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al (IV) —a4 (IV) npucyrctBytoT B 6asanbHoi MeMOpane
Y IepMO-3ITHIEPMAIBHOTO COEIMHEHHST, IPU 3TOM ITpeobiia-
maet rereporpumep [al (IV)],a2 (IV)."?! Llern xojutarena
tna IV cozepkar HecoBepienHble TpuivteTsl Gly-X-Y,
U 3TO CBONCTBO IIPHIAeT THOKOCTh TPOIHOMY CIIHpPaJlb-
HOMY JJOMEHY 3TOI MOJIEKY/IbL. HexortareHoBbIit 1710 6y/1sip-
HBIII IOMEH B aMHHO-TePMHUHAIbHOM Y4acTKe MOJIEKYJIbI
CII0co6CTBYeT 06pa3oBaHMIO TMMepPa, a KOPOTKHIT CeTMEHT
B KapOOKCH/IbHOM TePMHHA/IbBHOM y4acTKe MOJIEKY/IbI 00e-
crieqnBaeT COOPKy TeTpamepa, U BCe 9TO BMeCTe IIPHBO-
IUT K cOOpKe ceTr Ko/vtareHa IV, xapakTepHO HaITOMHHAI0-
11IefT TPOBOJIOYHYIO CETKY «M3TOPOIH ISl LBIIIAT».” XoTs
KO>KHBIE 3a00/IeBaHMA B CBA3H C TeHETHYECKUMU My TallU-
AMH B KojUlareHe [V TuIa He OIMCaHBI, MyTallUd B IeHE
COL4A1 upeHTH)UIMPOBAHBI B CEMbe C ayTOCOMHO-TI0-
MHHAHTHOH ITOpaHIedatnert H MIalecHIeCKUM TeMHIIape-
3oM,” a myTauuu B rene COL4A5 IpUBOIAT K CHHAPOMY
Onnopra,” crierieHHOT ¢ X-XpOMOCOMOIT 60/IE3HU MTOYEK.
Kpowme Toro, ayroanTtuTena, pacrnosnawormue a3 (IV)-mens
KOJUIareHa jie)XaT B OCHOBe cHHApoMa lyamacuepa,” a ay-
TOAQHTHTEIA, Halle/ICHHbIE Ha Iienb Kojutarena a5 (IV), acco-
LUUPYIOTCS C HOBBIM Ay TOMMMYHHBIM 3a00/IeBaHIEM, [JIsI
KOTOPOTO XapaKTepHbI 06pa3oBaHue CyOIMUaepMaTbHbIX
IysbIpei ¥ II04YeYHas HeJOCTaTOYHOCTD. ™

Crenyromue qBa Ko/UIareHa, KorareH tuma VI u xon-
nareH tuna VII, ABIAI0TCA YHUKATbHBIMY, KQKIBII U3 HUX
HMeeT XapaKTePHYI0 MOJIEKYIAPHYIO CTPYKTYPY U THII CY-
npamosiexy/sipHoi c6opku. Kommaren tuma VI o6pasyer
B JepMe 0co6bie MUKpOhUOpHIB, a KoutareH tuma VII
opmupyer sikopHble GUOPWIIBI B IePMO-3THUICPMaIb-
HOM coennHeHun. O6pasyouuit MUKpOGUOPHIUIBL KO-
nare” tuma VI mpeacTaBieH B CPaBHUTETBHOM H300MIHI
B Pa3/IMYHbIX TKAHSX, B TOM YHC/IE B KOKe. Y 4eoBeKa ObUIH
HeHTHQHIPOBAHBI AT XapakTepHbIX a-merneit: al (VI),
a2 (VI), a3 (VI), a5 (VI) u a6 (VI) 11 (rabn. 63-2). Henu
al (VI), a2 (VI) u a3 (VI) cobpaHbl B TPOIHOI CIUPATb-
HBIIT TOMeH JUIMHOU npuMepHO 100 HM, ¢ DIOOY/IAPHBIMU
roMeHamu Ha 06oux koHmax (puc. 63-4). [Ipu cynpamore-
Ky/SIPHOI COOpKe ITPOUCXONUT 06pa3oBaHie aHTHIIAPAI-
JIeJIbHBIX IMMEPOB, a 3aTeM TeTPAMEPOB, KOTOPbIE, B CBOIO
odepe/b, OPraHU3YIOTCS B PAMIBL, YTO IPUBOIUT K 06paso-
BAHHIO CPABHUTE/IBHO TOHKHX MUKPO(DUOPIIT He3aBUCHMO
OT IIUPOKUX KOJUTATeHOBBIX BOTIOKOH. > MUKpObUOpHIUIBI
KoJUTareHa Tuia VI MOTyT BBIIONHATH IKOPHYIO (QYHKI[HIO,
CTabWIM3UpYs COOPKY IIHPOKHUX KOJUIATEHOBBIX BOJIOKOH,
a TaxKe 6asasbHBIe MeMOpaHBbI. ccienoBaHms IOKa3am,
YTO MYTallUU B KaKJIOM U3 Tpex reHoB KoytareHa VI moryT
IPUBOIUTD K PAsIMIHBIM (pOpMaM BPOXKIECHHOI MBIIIIeY-
HOIT TUCTPOGUM C MHOTOYHCIEHHBIMH CYCTaBHBIMHU KOH-
TPAaKTypaMy, CTa6OCTHIO TUCTAMBHBIX CYCTABOB U XapakK-
TEPHBIM ITOPaKeHHEM KOXKH.”

Komnaren tuna VII sB/1se TCSI 0CHOBHBIM, €C/TU HE €U H-
CTBEHHBIM, KOMIIOHEHTOM SIKOPHBIX GHOPIIT IepMO-31IH-
IepMajIbHOI 30HBI 6a3a/IbHOI MeMOpaHsL. [lepBoHaYaIBHO
OH 0003HaYa/ICA KaK JIMHHOICTIOYEYHBIN KOJUIAreH, 110-
CKOJIbKY MMeeT HeOOBIYHO [UTMHHBII TPEXCIINPA/IbHBIN Y4a-
CTOK IIPOTSDKEHHOCTBIO IIpMepHO 450 HM.? ITOT KOJUTareH
HMeeT TOTBKO OffMH THII a-1ereit, al (VII), a k ero Tpex-
CIIHPaIbHOMY KO/UIATEHOBOMY JTOMEHY ITPUMbIKAeT KPyII-
HBIIl HeCcmUpaabHbll (HekojutareHoBbIit) nomeH (NC-1)
y aMHHOBOJ TePMHHAJIBHOI TPYIIBI U 60/ee KOPOTKUIL
HeCIMPAIbHbIIA JOMeH Y KapOoKcuibHOI rpymisl (NC-2).

Monexynbl konarena tuna VII mpocTuparoTcss OT HUK-
HefT JacTu WIoTHOM wiactiHKY (lamina densa) x cocouko-
BOMY C/IOIO IEPMBI, [IPU 9TOM OHU 00pPasyloT aHTHIIAPaI-
JIeJIbHbBIE TUMEPHI, ClIeIUIEHHBIE CBOMMH KapOOKCHIbHBIMI
koHIamMu. KpymHble aMHHO-TepMUHA/IbHBIE HEKOJUIare-
HOBbIE JOMeHbI KojutareHa tuma VII BsauMopeicTByIOT
¢ Ko/utareHaMu tuna IV u KoMnoHeHTaMH JaMUHUHA-332
IIepPMO-3TIHIePMaJIbHOI 6a3aIbHOI MeMOpPaHBI; IPe/IIosa-
raercsi, IT0 OOJIBIIMHCTBO SKOPHBIX (pubpmt 06pasyor
U-o6pasHble meT/In, KOTOPbIe YIaBINBAIOT [IKPOKHE Iep-
MaJIbHbIE KOJUTAT€HOBBIE BOJIOKHA, COCTOSIIYE U3 KOJUIare-
HoB tumna I u I11. Takum 06pasom, H3MEHEHUs B 9KCIIPECCH,
CTPYKType WIN MOJIEKY/IAPHBIX B3aHMOJCHCTBUAX KOJUTa-
rena tumna VII ¢ 1pyruMu KOMIIOHEHTaMU 6a3aIbHON MeM-
OpaHbI MOTYT IIPUBECTH K XPYIKOCTH KOXH. [Ipumepom
TAKOJ CHUTYAIlMH SBJISAETCS MUCTPODUICCKHiT Oy/UIe3HBLIT
snugepmonus (Jb3) — rpyra MexaHoOy/UIe3HbIX 3a0071e-
BaHUIT, /I KOTOPBIX XapaKTepHO 00pasoBaHuUe ITy3bIpeit Ha
KOXKe B Pesy/IbTaTe He3HAUUTE/TbHBIX TPAaBM (CM. IVIaBy 62).
XapaxrepHsle MyTaruu B rete kovrarena VII (COL17A1)
obnapyskennl y 500 cemert ¢ pasmuaabiMu popmamu B3,
M HU Yy OJHOM M3 9TUX CeMell Ha JaHHbIA MOMEHT He BbI-
SIBJIEHBI MYTAIIMHU B PYIUX FeHaX, KPOMe KOAUPYIOIIHX ol
(VII)-monmunentun kovtarena tuma VIL?>' Kpowme Toro,
xoyutareH Tuna VII 1y XuT ayTOaHTUTEHOM IIpU ITpruo6pe-
TeHHOI1 (hopmMe Gy/Ie3HOTO IMHUIEPMOTH3a — Ay TOUMMYH-
HOTO 32060/IeBaHMsI C HAUIMYHEM [IUPKY/ITHPYIOIINX aHTHTE/
K aHTHreHy KoyutareHa tuma VII (cm. rmasy 60).

Ere ofHa rpymma accolMMPOBaHHBIX ¢ GUOpWUIAMH
KOJUIATEHOB C TIepePhIBAMU B TPOMHBIX CIIHPasIiX, 0603HA-
vaemas ab6pesuarypoit FACIT (ot aHII0A3bIYHOTO HanMe-
Hoanwus Fibril-Associated Collagens with Interrupted Triple
helices) Bxmoyaer koyutarens! tunos IX, XII, XIV, X VI, XIX,
XX, XXI, XXII 1 XX V1.1 []7151 HeKOTOPBIX U3 9THX KOJUIare-
HOB 6bI/Ia YCTAaHOBJIEHA CBAA3b C KOJ/UTATEHOBBIMH BOJIOKHAMHU
U TIpeIUIOKeHA KOHLIIIITHS UX POIH B Ka4eCTBe BaXKHBIX MO-
JIEKY/IAPHBIX MOCTUKOB ISl OPTaHU3AI[MX U CTAOMIBHOCTU
BHEK/IETOYHBIX MATPUKCOB. ITU THIIbI KOJUIAreHOB 00pa-
3YIOT TOMOTPHMEPEI CO CPABHUTENTBHO KOPOTKIM TPOIHBIM
CNIUPAIBHBIM JOMEHOM U 2—4 HeKOJUTAr€HOBBIMU TOMEHAMU
(puc. 63-4). B xoxe xojrarens tunos XII u XIV acconnu-
PYIOTCS C KPYITHBIMHU KOJUIATEHOBBIMH (PUOPIIIAMHE IEPMBL.

Komnarens! Tuna XV u XVIII aBiasioTcs KoulareHaMu
6asanbHOI MeMOpaHbL. VX Ha3bIBAIOT MY/IbTHIUIEKCHHAMH,
TIOCKOJIbKY B MX KOJUTAT@HOBOH ITOC/IEI0BATeTbHOCTH COTIep-
JKaTCsl MHOTOYHC/IEHHbIE HEKOJUTareHOBbIe JoMeHbL. VHTe-
pec K 9THM KOJUIareHaM BbI3BaH TeM (DaKTOM, YTO BBICBO-
6okraeMble B XOfie MPOTe0nH3a (HParMeHThl HaJle/IeHbI
YHKIMAMH, OTIMIHBIME OT (DYHKIIMIT HCXOJIHBIX MHTAKT-
HbBIX MOJIEKy/L.* >

Komnarensr Tumos XIII, XVII, XXIII u XXV saBsa-
I0TCsI TPaHCMeMOpPaHHBIMK GenKaMu.> BHIbI HX Cympamo-
JIEKY/IIPHOM COOPKM OCTAIOTCsI HEM3BECTHBIMU, U HX IIPHU-
CYTCTBUE B KOXK€, 3a MCK/TI04eHHeM KojurareHa Tunos XIII
n XVII, He ycTaHOBJIEHO.

Komnaren tuna XVII (puc. 63-4) oco6eHHO BaykeH Mist
usuonoruu u maronornu Koxxu. OH IpescTaBsieT co6oit
TpaHcMeMOPaHHbII 6e/I0K, 3aKpeIUIeHHbII B MeMOpaHe 6a-
3a/IbHBIX KePATHHOIIUTOB IIOCPECTBOM BHY TPHKIETOYHOTO
IOMeHA U KPYITHOT'O BHEK/IETOYHOTO TOMEHa, WIH 9KTOHO-
MeHa, KOTOPBIiT AB/IAETCA KOMIIOHEHTOM 0as3ajIbHOI MeM-
OpaHbl Y epMO-3IHIePMAILHOTO CoeHeH s1. MeTomom



HNMMYHO2/IEKTPOHHOI MHUKPOCKOITHH JIOKQ/IM3AIsI KOJUTa-
rera tuna XVII 6bu1a ompefesiena B morygecMocoMax 6a-
3a/IbHBIX KEPATHHOIMTOB 1 TOHKUX SIKOPHBIX (PHTAMEHTaX,
HJIYIINX OT MOJTYJIECMOCOM Yepe3 CBETIIYIO IVIACTUHKY B Ha-
[IPaB/IeHNH IUIOTHOM IUIACTUHKY 6a3a/IbHON MeMOpaHbL.*
IkropoMeH KojutareHa tumna XVII coctour us 15 xojutare-
HOBBIX JIOMEHOB C XapaKTePHBIMH MOBTOPSIOIIUMUCS TIO-
cnegoBarenpHOCTIMU Gly-X-Y, KOTOpBIE 06pasyioT TPOIi-
HYIO CHHpasb. OTH KO/UIATEHOBbIE IOMEHBI Pa3lie/IeHbl
HEKO/UIATEHOBBIMU CETMEHTAMHU PasIMYHbIX Pa3MepOB,
C/IeIOBaTeIbHO, Kovtaret tuma XVII sissercst 6enkoMm, st
KOTOPOTO XapaKTepHO YepejoBaHNe KO/UTAT€HOBBIX U He-
KOJUIAT€HOBBIX CErMeHTOB.” DKTONOMEH COBMECTHO JIO-
Ka/IM3YeTCs1 M B3aUMOJIEIHCTBYET C IAMUHUHOM-332, TakoKe
SIBJISIIOLIMMCST KOMIIOHEHTOM SIKOPHBIX (rmaMeHToB>
(cm. Taxoke rraBy 53). Kowraren tuma XVII 6pu1 BHavame
HAeHTHDHUIMPOBAH KaK aHTUTeH Oy/U1e3HOTo neMuronia
¢ Mojtexy/sspaoM BecoM 180 k[IA (BPAG2), KoTOpblii pac-
MI03HABAICS LUPKYIUPYIOIMMH ay TOAHTUTETAMH B ChIBO-
POTKe IMAIMeHTOB C Gy/UIe3HBIM MeM(UTOUIOM WIH rep-
mecoMm GepemenHbIX.” BaxxHoCTh Koutarena tuma XVII
MOITBEPKAETCS TAK)KE TEM, YTO MYTAIIUH B COOTBETCTBY-
ouieM rede (COL17A1) nexxar B OCHOBE HeJleTa/IbHOTO Ba-
PHAHTA MOTPAHUYHOTO Oy/UIE3HOTO STU/EPMOIN3A — Te-
HepaJIM30BaHHOTO aTPOMUIECKOTO NOOPOKAYECTBEHHOTO
Oy/u1esHOro anuaepMon3a (CM. I1aBy 62). Y TaKux Ianu-
€HTOB OTMEYAETCsI IINTeIbHOE, B TeUeHHE )KU3HH, 00paso-
BaHHe ITy3bIpeil Ha KOXKe, aTpodirdeckoe pyblieBanne, ao-
nenus 1 gucrpodus Horreir.

OT rEHOB KOJUIATEH

K CYNPAMONEKYNSAP

[eHbI KO/UTAT€HOB, KaK 1 OOJIBIIINHCTBO 3YKAPUOTHBIX FEHOB,
IIPEICTAB/IAIT CO0O0 KPYIHBbIE MY/IBTHIK30HHBIC T'EHBI,
KOTOpbI€E IPEPHIBAIOTCS B HECKOJILKUX TOYKAX HEKOHPY-
oMy nociaenosarensuocTsiMu JJHK, HaspiBaeMbie u-
mponamu.*' JIist 9KCIpeccuy Bech TeH TPAHCKPUOUPYyeTCst
B npexypcopuyio Marpuunyio PHK (MPHK) ¢ BeicoknM
MOJIEKY/ISIPHBIM BeCOM, KOTOPast TIOBEPraeTcsi HOCTTPAHC-
KPHIIIMOHHBIM MOAUMUKAIUAM, B YaCTHOCTU KIIIIHHTY,
MOIMAIeHWIAMA U CIUIAFICHHTY HHTPOHOB, 06pasys -
HEIHYI0 HENpPEepPBIBHYI0 KOAMPYIOIIYIO IMOC/IEN0BATENb-
HOCTb C HeTPAHCMPOBAHHBIMU OOKOBBIMHU YIaCTKAMHU 5’
n 3’. 3penas MPHK Tpancnoptupyercs satem B IUTOIUIA3MY
1 TPAHCIMPYETCsl B COOTBETCTBYOIINI mommmentus. Cre-
JIOBATe/IbHO, TeHETHYECKOE KOIUPOBAHHE OE/IKOB 9yKapHUOT
HAMHOTO 00beMHee, 4eM MOXXHO OBUIO MpefiCKasaTh, UC-
XOfIsl U3 aMHHOKHCIOTHOI MOC/IEI0BATENBHOCTH HTOrO-
BOro 6esxa.

3a HEeMHOTMMM UCK/TIOYEHNSIMH, TeHbI KOJUTATCHOB 1IN -
POKO pasbpocaHbl [0 TeHOMY destoBeKa (Tabi1. 63-2). 3HaHue
TOYHOM XPOMOCOMHO¥ JIOKQ/IN3AL[UU '€HOB, KOTUPYIOIIUX
KOJUIAT€HbI KOXM 4e/I0BeKa, T03BOIHIO HAEHTUDHIMPO-
BaTh MOMMMOPGHbIE MapPKephl B TeHAX M BO ()IAHTOBBIX
ITHK, 4T0 npuMeHseTCst IS HCCIeJOBAHUI FeHeTHYECKOTO
crerviernsi. Kpome Toro, cTpareriy BISIBICHUS CIOKHBIX
MYTaIMIt Ha OCHOBE CKAHHPOBAHMUs T€HOB IIPUBE/IN K HIICH-
TH(UKAIIK O0/IBIIOr0 KOJHYECTBA My TALINIL B PA3/IHIHBIX
reHax KO/UIAT€HOB C XapaKTePHBIMU (DEHOTHIIMIECKUMHU
KOPpPeALHAMU.

B dusnonormdeckux ycnousax Gubpri-obpasyonie
MOJIEKY/IbI KOJ/UTATeHa CIOHTaHHO COOMPAIOTCS B HEPAaCTBO-
pHMble BOTOKHA. ITO HAOMIOEHUE MPEACTAB/IIIO CO60IT
JIOTHYECKYIO 33/1aqy, TOCKOIBKY TPYAHO GBUIO BU3YaIbHO
[PE/ICTABUTD, KAK MOXXET MOJIEKy/Ia KOJUIaTeHa CHHTE3HPO-
BAThCsl BHYTPH KJIETKH U 3aT€M CEKPETHPOBATHCS BO BHE-
KJIETOYHOE IIPOCTPAHCTBO 6e3 OCPOUHOI COOPKU MOJIEKYIT
B HEPaCTBOPHMbIe BOTIOKHA. Pelttene ObUI0 HaliieHO, KOTIA
CTAJI0 U3BECTHO, YTO KO/UIATeH IIePBOHAYA/IbHO CHHTE3HPY-
€TCH B Ka4eCTBE KPYITHOM IIPEKYPCOPHOM MOJIEKY/IbL, IIPO-
KOJUTAT€Ha, PACTBOPHMOI B (PU3HOIOTMYECKHX YCIOBHSIX.

ITpexypcopHbIe OMHIIEIITU/IBI IIPOKOJUTATeHA, TAK Ha-
3bIBaeMble npe-npo-o-yeni, CHHTE3UPYIOTCS Ha pruboCo-
Max IIepOXOBaTOil (IpaHy/ISIPHOI) dHAOIUIA3MATHIECKOI
ceru B pubpo6IacTax u poICTBEHHBIX KIeTKaX (puc. 63-5).
SIBIsASICH TPOLYKTOM MEePBOHAYA/JBHON TPAHCIAILUH,
pe-IIpo-a-1Lenb, BKIYaeT aMUHOTEPMHHAIBHYIO CHI-
HaJIbHYIO (WM THAEPCKYIO) IIOC/Ie[0BATEIBHOCTD, XapaK-
TEPHBIIT MPU3HAK MHOTHX CEKPeTHPYeMbIX (elKoB. JTa
HOC/IENOBATEIBHOCT CTY)KUT CHTHAIOM IS IIPUKpeILIe-
HMs1 pub0OCOM K MeMOpaHaM LIepIIaBoil SHAOIIa3MaTHe-
CKOW CeTH M BEKTOPHOTO BBICBOOOXK/ICHNST 00Pa3yIOIIHXCsT
HENTH/IOB B IIMCTEPHBI 3TOI CeTH. B xome TpaHcMeMOpaH-
HOTO TPAHCIIOPTA IIOINIENTHIOB CUTHA/IbHAS [T0C/IEI0BA-
Te/IbHOCTD (DePMEHTATHBHO YIQLIETCS B IIPOLiEcce peak-
1N, KOTOpasi KaTaIM3UPYyeTCs] CUTHAIBHOM HENTHAA30I1,
a HOJIMIIeNITH/a3bl, 0003HaYaeMble KaK npo-a-ueni, Bble-
JIAIOTCS B JIFOMEH IIEPIIIaBOI 9HIOIIIA3MAaTHIECKOI [IeITH.
Y HEKOTOPBIX THUIIOB KO/UIATEHA, B YACTHOCTH y KOJUIare-
HOB, 06pasyronux GUOPHIILL, 1po-a-yeny KpyIHee, 4eM
Q-1IeNH KOJUIareHOB, MMOCKOIbKY OHHU COJEPXKaT TOMOMHHU-
Te/IbHbIE MENTHIHbIE OC/IeI0BATeIbHOCTH Ha 000UX KOH-
1[aX MOJIEKY/IBL.

NOCTTPAHCNIALWUOHH

NONMNENTUAHBIX LIE

[Toce cOOPKHM aMHHOKHCIOT B TIPe-TIPO-a-Ieny Ha prbo-
COMaAX, ITOJIUIICTITUIbI HOI[BepI‘aIOTCH HECKOJIbKUM MOI_[I/I(bI/I-
KaIUsM, Ipex/ie YeM ChOpMUPOBABIIIECS MOJIEKYIIBI KO-
JlareHa co6epyTcst BO BHEKJICTOYHBIX BOJIOKHAX (puc. 63-5).
BO/IBIIMHCTBO U3 3THX peaKiuil MOTM(pUKAIMY KATaIU3H-
pytorcst crieriuuueckuMu pepMeHTaMu, IpUYeM MHOTHE
13 Mo UKAIil XapaKTePHBI UL OHOCHHTe3a KOJUTareHa
(Tabim. 63-3). Peakiiuu OCTTPAC/SIIIMOHHBIX MOAH(DUKAIIHIT
KOJUTaT€Ha BK/TIOYAIOT: 1) CHHTE3 I'MIPOKCUIIPOIMHA [Ty TeM
TUAPOKCHIMPOBAHUS BHIOPAHHBIX [IPOIHHOBBIX OCTATKOB;
2) cHHTe3 IMAPOKCHIM3UHA MyTeM THIPOKCHINPOBAHHS
BBIOPAHHBIX JIN3HIOBBIX OCTATKOB; 3) IPUKpEIUIEHHE yIJIe-
BOJIOPOJIOB, I'4/IAKTO3BI HJIM I/TIOKO3H/ITA/IAKTO3BI K OTIpefie-
JIEHHBIM THJPOKCHIU3MIOBBIM OCTaTKaM; 4) oObenuHenne
1ereit, 06pasoBaHue AUCYIbGUIHBIX CBsI3eil 1 HOPMUPO-
BaHIe TPOIHOI CIIUPA/IK; 5) IPOTEOUTIECKYIO KOHBEPCUIO
[POKO/UIATeHA B KOJUIATeH 1 6) 06pasoBaHue BOJIOKOH U T1e-
peKpecTHBIX cBs3eil. CoBpeMeHHbIE JaHHbIE YKa3bIBAIOT Ha
TO, YTO peaknuu Monudukanuu ¢ 1-i Mo 4-10 SIBJSIOTCS
BHYTPI/IK}IGTO‘IHI)IMI/I, B TO BpeMH KakK HPOTCO}II/ITI/I‘ICCKaH
KOHBEPCHS, 00pasoBaHKe BOMIOKOH U IIEPEKPECTHOI CBSISH
HpOI/ICXOI[HT, BepOHTHO, BO BHEKJIECTOYHOM HpOCTpaHCTBe
(puc. 63-5).
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BuocuHtes npokKoJsuiareHa n c60p|(a MoJieKyn KoJiareHa Bo BHeK/1eTOYHble BOJIOKHa

O—Gal-Glc

G/Ic
Gal
/
(0]
HO
OH

~

BHyTpuMKneTouYHble 3Tanbi:

1. TpaHcnAuMA npe-npo-a-Lenei Ha pubocombl
LIepOoX0oBaToN SHAOMNIa3MaTUYECKON Lienun

2. OTwWenneHne cMrHanbHON NOCIeA0BaTENbHOCTU

3. [ugpoKcnupoBaHme n3bpaHHbIX MPONVHOBbIX
1 IN3UJIOBbIX OCTAaTKOB

4. [NMKO3UNMpOoBaHNe HEKOTOPbIX
rMOPOKCUIN3UIIOBbIX OCTAaTKOB

HO
5. 06pa3oBaHIie MeXLenoyeUHbIX AMCYTbGUAHbIX
_ OH cBAzen
Gal-0 . .
~ 0 6. 06pasoBaHue TPOITHOI cnpanu
w
% Gal Gal\
=1 O,
©
Gllc
8 Gal
o
w OH
Q
o)
o
= HO 0
= Gal HO
= IC o
s
) Gal /E\,
(a)
o) E K‘L CeKpeuus npoKosiareHa
2 E Gle
: i ®
5 Mnasmanemma ! 9 OOl BHeKNeTouHble MoANPUKaLUK:
o
= OH OH OH 1. PaciuenneHue AONOAHUTENbHbIX KOHLEBbIX
g - l YUYacTKOB 0COObIMU MpOTeasamu
= Gal
z OH O OH OH
E B 22X |
= OH OH OH
i g‘; l glacl 2. O6pasoBaHue Gubpunn
© f
s OH OH OH 0 OH OH OH O
z WEBXR SBEBEVLERL S
OH  OH Glc OH OH OH Gl OH
Gal Gal
OH [0} OH OH OH [0} OH OH
Gle OH OH OH Gle OH OH OH
Gal Gal
Ol OSSO LIRS0 O Q. © G 3. MepeKpecTHas CBA3b KONareHOBbIX BOIOKOH
W W = NyTem Ae3aM1HNPOBAHIS TAPOKCUNM3NHOBbIX
OH | OH OH OH OH OH V1 IM3MHOBbIX OCTAaTKOB C MPOU3BOACTBOM
£ 1/a monexynbi l anbfiervio., nocne Yero cneayet o6pasosarye
MepeKpecTHo CBA3M NyTem peakuuy 1M6o
N (@) 2 anbaerngos vunu (6) 1 anbaervaa
sl e Ikl" "ﬁﬁﬂ it "EWTQ". (R R - 7
1 et .;m_l. J&ﬂhm ﬂlﬂ’i!‘ g M |ﬂ.}!;|4t mm@idu“m 1 1 E-aMVHOBOI FPYMbl Ha COCEJHMX MOJIEKYIax

PucyHoK 63-5 BrocuHTe3 npokosnareHa 1 cbopka MoneKyn KosiflareHa BO BHEK/IETOUHble BOJIOKHA. EC = BHEKNETOUHbI;
Gls-Gal =rntoko3unranakrosa, nprcoearHeHHas K rMAPOKCUNN3nnoBomMy octatky; |C = BHyTpukneTouHblii; mRHA = matpny-
HaA PHK; -OH =runapokcunbHasa rpynna rmapoKcunponnHa unm ruapokennnsnia; REP = wepoxosatas (rpaHynapHas) aH-
JonnasmMaTuyeckas ceTb.
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CUHTE3 rMAPOKCUNPC

TMAPOKCUNMU3NHA U 1
YIMEBOA0B

XapakTepHbIM MPU3HAKOM KOJUIATCHOB SIBJIETCS HAIUIUE
THUIPOKCUIIPOIMHOBBIX U TH/IPOKCHIH3HHOBBIX OCTATKOB.’
CBo6oyHbIe THAPOKCUITPOIMHBI M THAPOKCH/IH3NHBI He BXO-
aAT B GOPMUPYIOIINECs TIEIITH/IHBIE 1IeIIH, a HOSB/ISIOTCS
B pesy/ibrare IMAPOKCHINPOBAHMUS TIPOIMIOBBIX U JIH3H-
JIOBBIX OCTAaTKOB (puc. 63-6). Peakiuu rHAPOKCHINPOBA-
HUsL KaTaIM3UPYIOTCs (PepMEHTaMH, OTHOCAIIIMMUCS K Ce-
MeICTBAM TIPOJIMJIOBBIX M JIM3HIOBBIX THAPOKCHIas. !+
[t atux depmMeHTOB TPeGyeTcss MOTEKY/ISIPHBIN KHUCIO-
PoII, IByXBaJIGHTHOE YKe/e30, 0-KeTOIII0TapaT M BOCCTa-
HOBUTE/Ib, HAIIPUMeEP ACKOPOAT, B KauecTBe KOCyOCTpaToB
1 Ko(aKToOpoB It peakuuit (puc. 63-6 u Tabn. 63-3). Iu-
IPOKCUIMPOBAHHME HAYMHACTCS, IIOKA IIPO-A-IIeNU PacTyT
Ha pr6OCOMaXx, M 3aBepIIIaeTCs BCKOPe IOC/Ie BBICBOOOXK Ie-
HUsL U3 PUOOCOM ITONHITENTHIHBIX LeTIel TOITHOM JIMHbI
(puc. 63-7). [MAPOKCUIIPONINH HAXOMUTCS B KOJUIAT€HAX
B (hopMe [BYX M30MEPOB: mpaHc-3-TuapOKCcH-1-niponiHa
U mpauc-4-rTufpokcy-1-npomHa (caMblil pacrpocTpaHeH-
HbIi1 u30Mep). KpuTnueckoe KOMHIeCTBO mparc-4-rupokx-
CH-1-TiposiHa SIB/IETCS IPEITOCHITKOM IS YK/Ia/IKH - 11e-
1€l B TPOFHYIO CIHPaib, KOHUTYPALHUIO, HeOOXOIUMYIO
IUISL BBIJIEIEHHSI MOJIEKYJT IIPOKOJUIATEHA U3 KJIETOK.
ITockombKy 06pa3oBaHuUe TPOIHOI CIIMPAIH IIPOHCXO-
IUT B UCTePHAX I1I€POX0BATOM (IPaHy/IAPHOI) SHIOIUIA3-
MAaTHYeCKO IIeNH, CHHTe3 THAPOKCUIIPOIMHA IO/DKEH OBbITh
3aBepILIeH /IO TOTO, KaK MOJIEKY/IbI IIPOKO/UIAT€HA TIOKUHY T
9TOT KJIETOYHBII KoMIapTMeHT. ClieloBaTeIbHO, B OTCYT-
CTBHE THIPOKCUIIPOIMHA, BAXKHAS TPEXCIIMPAIbHAS CTPYK-
Typa KoJ/UlareHa B (pM3MOJIOTHYECKUX YCIOBUAX He CMOIVIA
651 00pa30BaThCs, U PYHKIIMOHAIbHBIE KO/UIATEHOBBIE BO-
JIOKHa BO BHEKJICTOYHOM IPOCTPAHCTBE He MOSBUINCH OBL.
JlJ1s1 aK THBHOCTH TP OJIMITMAPOKCHIIA3bI TPeOyeTCst pery-
LMPYIOLINIT areHT, TaKOJi Kak ackop6ar. [Toatomy nedurur
aCKOpPOMHOBOJ KHCIOThI IPUBOAUT K YMEHBILIEHHIO 00pa-
30BaHMs KOJ/UIATCHOBBIX BOJIOKOH. DTUM OO'BSCHSIOTCS He-
KOTOpBIe KIMHIYECKHUE IIPOSIB/ICHNUS [IPH I[MHTE, B 4aCTHO-
CTH, IVIOXO€ 33)KUBJICHHE PaH U OHMKEHHAs 3/lACTHYHOCTD
COeMHUTENbHBIX TKaHeil.** AHa/OTHYHAS CUTYaIMsI MO-
JKeT BOSHUKATh U IIPU TUIIOKCHU TKaHEH, TOCKOIbKY IIPHU-
CYTCTBHE MOJIEKY/SIPHOTO KHCIOPOJa SIBJIsETCS Crieruu-
YeCKHM yCTOBHEM (OPMUPOBAHUS THAPOKCHIBHBIX TPYIII
B TUJPOKCUIIPpO/HHe. MccienoBaHus B MOIE/IAX Ha )KUBOT-
HBIX [T0Ka3bIBAIOT, YTO 3a)KUB/ICHHE PAH B THIIO0AaPUYECKUX
YCIIOBHSIX IIPOMCXOJUT IJIOXO, TOCKO/IBKY B TAKMX CUTYAIHSX
HU3KHI1 yPOBEHb KHCTIOPO/ia MO>KET IIPUBOAUTH K OTPaHHU-
YeHHIO CHHTe3a I'MPOKCUIIPoNHA. Y ITM (PaKTOM MOKHO
TAaK)Ke 00'BSICHUTH TeHICHIINIO K YXY/ILICHHUIO 3Q5KHB/ICHHSI
paH U 513B B IlepHepHIECKHUX TKAHSX, KOTOPbIE TUIIIEHBI J10-
CTaTOYHOTO KOJIMYeCTBA KUCIOPOJia BCIEACTBHE YXY/IILIeH s
KpoBOCHaGKeHNsI. BOSMOXKHO 9TO CBSI3aHO TAK>Ke C HeflaB-
Hell OLIEHKOH TPOIMIOBBIX THPOKCHIIA3 KAK HCTHHHBIX KHC-
JIOPOZIHBIX CEHCOPOB. B106aBOK K IIpO/II/I-4-THAPOKCHIase,
UTPAIOLIIEil PELIAIOIIYIO POJIb B THPOKCHIHPOBAHUH HPO-
JIWJIOBBIX OCTATKOB, HA POPMHPYIOLIUXCS OTAIETITHIHBIX
LeIAX KO/UIareHa UMEIOTCS TOIIOMTHUTEeIbHbIE H30(OPMBI
IIPOJIHI-4-THIPOKCHIIAa3bl, OTBETCTBEHHbIE 3a THIPOKCH/IN-
POBaHMe BYX IPOJTMHOBBIX OCTATKOB, KOTOPbIE MAPKUPYIOT

a-CyObeIMHNILY HHAYIIMPYEMOTO THIIOKCHEN TPaHCKPHUITIIN-
OHHOTO (haKTOpa (IJIABHOTO PETY/IATOPA HHAYLIUPYEMbIX M-
TOKCHEIT T€HOB) JUIS IeTPajIaliiy [IpoTeacom. *#44

[MapOKCHINPOBAHME TU3HIA UMEET Pellrarolee sHade-
HHe, TIOCKO/IBKY THIPOIN3HIOBbIE OCTATKU CIyXaT TH60
KaK MECTO MPUKPEIUIEHUsI IS TAJIAKTO3WIOBBIX U TJIIOKO-
raJJAKTO3M/IOBBIX OCTATKOB B IIPOLECCEe BHY TPUKIETOYHOTO
CHHTe3a [TPOKOJUIATeHa, IO JUIst 00pa30BaHUs [IEPEKPECT-
HBIX CBSI3€11, CTa0MIMBUPYIOIINX KO/UTAT€HOBBII MATPUKC BO
BHEKJIETOYHOM IIpOCTpaHcTBe. >

BuyTrpukierounas MonudUKaIUsA TPYIIT TU3HIA 5B-
JISIETCS TIOC/IENOBATEIbHBIM MIPOIIECCOM U BKJIIOYAET -
IPOKCHIMPOBAHE IM3UIA, BCIE] 32 KOTOPBIM MPOUCXOIUT
HPUKpeIUIeHNe TalAKTO3WIBHOTO OCTATKA K TUAPOKCHIIb-
HOJ1 TPyIIITe THAPOKCHIM3HHA C IIOMOIIBI0 O-ITHKO3UIHOM
CBSI3M, @ 3aTe€M OCTATOK IJTIOKO3bI TPUCOEUHSIETCS K HEKO-
TOPBIM Fa/IAKTOSWIBHBIM OCTaTKaM (CM. pHc. 63-5 U 63-7).

CrenoBare/ibHO, CHHTE3 TUAPOKCHIM3UHA SIBJISA-
eTCsl TPENNOChUIKON [JIMKO3WIMPOBAHUS KOJUIATEHOB
(cMm. Tab1. 63-3). imerorcst Tpu H30(OPMBI TUSHITHAPOK-
CHJIashl, M OfIHA U3 HUX, JTU3WI-3-THAPOKCHIa3a ob/asaer
TPOMHBIM JIeFiCTBHEM Kak: (1) THSHATHAPOKCHIIAsa, (2) ra-
makroswaTpanccdepasa u (3) rmokosuirpancdepasa.t
B peakiusx IMKO3WIMPOBAHUS MCIIOMB3YIOTCS YPUIHH-
nudocdarHble caxapa B KauyeCTBe HCTOYHUKA YITIEBOJIOB,
a B KauectBe Koakropa Heobxonum Mn*'. [JonoHUTEIBHO
K [JIMKOSWIMPOBAHWIO THUAPOKCHIN3HWIOBBIX OCTaTKOB
B TPEXCIIMPAIBHOM YYaCTKe MOJIEKYJIbI, HECTIUPATIbHBIE Y-
JIMHEHUs] COTIEPXKAT CTIOKHbIE YITIEBOJBI, COCTOSIIINE T/1aB-
HBIM 00pasoM 13 MaHHO3bI. [{eduiura TU3MITHIPOKCHU-
J1asbl y MAIlMEHTOB CO CKOMHO3HOI (opmoit (Tumom 1V)
cungpoma Imepca-Jlannoca, i KOTOPOTO XapaKTepPHBI
TUIEP3IACTUIHOCTD KOKH, HeCTAOMIBHOCTD CYCTAaBOB, TS~
JKeTIbI Ki(OCKOINO3 U TIOJIBEPXKEHHOCTH HEKOTOPBIM IJ1a3-
HbIM 3a007reBaHnsAM. HemaBHO 6bUT0 MAeHTHDHINPOBAHO
3a60/IeBaHIe COEMHUTETLHOI TKAHH Y Ye/I0BeKa, BhI3BAH-
HO€ MyTalMsAMH Te€Ha TM3WITHAPOKCHIashl-3. ITo 3abose-
BaHMe aCCOL[MUPYETCst C AHOMA/TMSIMHU HECKO/IBKHX OPIaHOB,
B TOM 4HCJIe KOXKH, a IPU3HAKH ero (DeHOTHITA COBIA/IAI0T
C PSIIOM M3BECTHBIX KOJUTAT€HOBBIX [ATOIOTHIL.”!

O5bEAMHEHUE LIENEN,
CBA3b N ObPA30BAHU

CMUPANU

Pemraroum aTanomM BO BHYTPUK/IETOYHOM OMOCHHTE3e
IPOKOJIIATeHa SIBJIETCA 00'belHeHNE TPeX MPO-a-1Leei
1 IOCTIEAyIOIIee YK/IabIBaH e KOJUIAT€HOBOTO Y4acTKa Mo~
JIMIENITHIOB B TPOIHYIO criupansb (puc. 63-7). Hexkomrare-
HOBBIE JIOTIO/HUTE/IbHbIE TT0CIeN0BATE/IbHOCTH MENTH/IOB
Ha MHINBU/IY/IbHBIX 0-LIETISIX IIPUOOPETAIOT I00Y/IAPHYIO
KOH(UIYPAIHIO BCKOPE [I0C/Ie TPAHC/ISINH, U 9Ta KOHDH-
Typamus COAEePXKUT crenuduIecKyro HHPOPMANUIO, KO-
TOpast YIpaBsieT MPOLeCCOM MPABHIBHOTO 00 beIMHEHNSI
Tpex Ipo-a-Iiereit. ITUM MEeXaHU3MOM MOKHO OOBSICHUTB
obbenuHeHre Ppo-al U Mpo-a2-1erneil B COOTBETCTBYIO-
LIeM COOTHOIIEHNH 2:1 BO BpeMsA CHHTe3a IIPOKO/UIareHa
tumna [. OTHM jke MeXaHU3MOM 00'BSICHSETCsE ObICTpOE 1 3 -
(bexTHBHOE 0OBEANHEHHE ITPO-A-1[eTIeil U YK/IaIbIBAHIE MO-
JIEKY/IbI B TPOTHYIO CIIMpasb. CBsASbIBAHME YJIMHEHHIT HA
KapOOKCHIBHBIX KOHI[AX IO/IMIIENTHAHbIX IeTieit 06/erdaer
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TABJINLIA 63-3

XapaKTepI/ICTI/IKa (I)epMeHTOB, y4yacTBYyHOLWUNX B 6UnoCUHTE3e KoNlareHa

®epmeHT?

CurHanbHble nenTuapl
Mponun-4-ruppokcrnasa
Mponun-3-rubpokcunasa

JInsunrngpokcrnasa

KonnareHoBas
ranaktosunTpaHcoepasa

Cy6cTpar

DopmupyioLmecs npe-npo-a-Lenm

MponnnoBbIN OCTaTOK B MOCNEL0BaTENbHOCTA
X-Pro-Gly B npo-a-uensx®

MponnnoBbIN OCTaTOK B MOCNEf0BaTENbHOCTU
Pro-Gly-Hyp B npo-a-uensx®

JIn3unosblii ocTaTok B Lys-Gly, Lys-Ser nnm
Lys-Ala nocnepoBatenbHOCTAX B Mpo-a-Lienax®

TMAPOKCUN3UH B MPO-a-Liensx’

MpoaykT
MNpo-a-uenwn
4-rnppoKCUNPonnH
3-rMapPOKCMNPOSNH
TnppoKcnnnsnH

Gal-O-ruppokcmnmsnH

KodakTopbi
1 Kocy6cTpathbl

HeunsBecTHbI

0,, Fe’*, a-keTornoTapar,
acKopbUHOBas KMCoTa

0,, Fe’*, a-keTornioTapar,
ackopbUHOBas KMCoTa

0,, Fe’*, a-keTornoTapar,
acKopbUHOBas KMcoTa

Mn?*, UDP-ranakTo3sa

KonnareHoBas lanaktonnann-O-rugpoKCUN3nNH
5 AP Glc-Gal-O-rugpokcunnmnsmH Mn?*, UDP-rnioko3a
rnoKo3unTpaHchepasa B MPO-a-Liensax
S-S cBA3M, cTabunusmpyowye
AuncynbdupHan LincrenHoBble 0CTaTKN B YASVHEHUAX
R . npaBuNbHy KoOHdUrypaumuio - Truonbl
n3omepasa benka npo-a-uenei
6enka
MpokonnareHoBas
N-npoTtenHasa lpokonnareH nnm p -Konnare P -konnareH vnu Konnarew" Ca%*
(ADAMITS-2)
MNpokonnareHoBas . o
MpokonnareH unu p -KonnareH P -konnareH unu Konnarex Ca
C-npotenHasa < n
JIN31NOBbLIV NNV TUAPOKCUAN3UIIOBDBIN OCTAaTOK ~ AnbAernaHble NPou3BOAHbIe
JInsnnosble okcupaasol P ACTUA P A Cu?, O2

B pMOPUNNAPHOM KosinareHe nvi3nHa

ADAMITS = gn3nHTErpuH 1 MeTanonpoTeasa c MOTMBaMy TpoMmbocnoHAarHa; Ala =anaHuH; Gal =ranakto3a; Glc = rnoko3un; Gly = rnnuus;
Hyp =rnapoKcMnponuy; Lys = nnsuH; p -KonsareH =MosieKysia KosifiareHa co Bce elue nNpuKpensieHHbIM C-KOHLEBbIM NenTUAoM, B TO Bpems
Kak N-KOHLeBOV NenTug yxe yaaneH; p -konnareH =Monekyna KonnareHa co Bce ewle npukpenaeHHbiM N-KOHLEeBbIM NenTuaom, B To
Bpema Kak C-KoHLeBoW nenTua oTwenneH; Pro =nponuH; Ser=cepuH; UDP =ypugunandocdart.

2[lefcTBMe 3TVX PEPMEHTOB (3a NCKIIOYEHNEM CUTHANIbHOW NenTrAa3bl) OTHOCUTENBHO crelnduyHoe Ans KonnareHa; NofHble nocne-
[0BaTeNIbHOCTN CUHTE3a NPOKOJIareHa 1 pacnaja KonnareHa BKIOYaoT JOMNOMHUTENbHbIE, MeHee cneunduryHblie GepmMeHTbl, Takme Kak
bepMeHTbl TPaHCKPUNLUK 1 TPAHCIALMN.

53T peakLym 3aBepLUAOTCA, KOTAA Pro-a-Lenm 06pasyioT TPOHYI0 CpanbHyio KoHbUrypauyuio.

®He ycTaHOBNEHO, yyacTByeT I GepMEHTHbIN KaTann3 B 06pa3oBaHNM MeXLenoyeuHblX Anucynbdugos, Kak 3To MPOUCXOANUT B HEKOTOPbIX
LOpyrux 6enkax, nam ;e CuHTe3 AncynbGUAOB NPOUCXOLMUT COHTAHHO.

"Ecnv B KauecTBe CybCTpaTa MCNOMb3yeTcs MHTAKTHbIN MPOKOsIIareH, 06pa3syoTca YacTUUHO MOAUGULIMPOBAHHBIE MPOLYKTbI; OAHAKO ecnn
cybCTpaTamyt ciyaT YacTUYHO pacuienieHHble 6eku (p -KonnareH, p -KosinareH), To CUHTe3NPYyeTCA KonareH.

CTpyKTypa nposiniHa U rTMAPOKCUNPONnHa

COOH OH COOH

L- nponux MpaHc-4- rmppoKcun-L- nponuH

PucyHok 63-6 CrpykTtypa nponuvHa (Pro)n rugpokcunponu-
Ha (Hypro) n cxemaTnyeckoe n3obpakeHune pepmeHTaTUBHO-
ro ruapOKCUIMPOBaHNKA NPOJNIIOBbIX OCTAaTKOB B Y-N031uun
B COCTaBe MOBTOPAKLENCA NOAUNENTUAHON NnocnenoBa-
TenbHocTu Gly-X-Y konnareHa. Ac= AckopbrHoBasA KNCNOTa;
Gly =TnuunH; a-KG = a-ketorntotapat (Uitto J, Prockop DJ:
Inhibition of collagen accumulation by proline analogues:
The mechanism of their action, in Collagen metabolism in the
Liver, Popper H, Becker K. New York, Stratton Intercontinental,
1975, p. 139, c pa3peLueHuns).

Gly —Pro—Y-Gly—X—Pro—Gly -X-Y

Mponunrugpokcunasa

0,, Fe?*, a-KG, Ac.

Gly —Pro—Y- Gly—X— Hypro — Gly -X—-Y
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