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Heanakuss — XpOHUYECKOE TEHETHUYECKH JIe-
TepPMUHHAPOBAHHOE 3a00JIeBaHUE, XapaKTEePU3YIO-
mieecsi HEMEePEeHOCUMOCTBIO TIIOTeHa (CIIOKHOTO
OeJka, BXOZSIIETO B COCTaB Psijia 3TaKOBBIX KYyJIb-
Typ: PKH, OBCa, TYMEHS W TIICHUIIBI), C Pa3BUTH-
€M B KJIACCHYECKHX CIydasX CHHIpPOMA Majlb-
abcopOumm ¥ THUIOpEreHepaTOpHON aTpoduun
CIIM3UCTONW O0O0OJOYKM TOHKOM Kumku. bomeror
LeJIuaKued MpeuMyIleCTBEHHO €BPOMEHIbl U UX
OTOMKH B cTpaHax CeBepHON AMepHUKH U AB-
CTpajiuy, YTO CBSI3aHO C TEHETHYECKOH mpenpac-
MOJIOXKEHHOCThIO (HOocutenbcTBO HLA-DQ2 w/
unu HLA-DQS). VY xeHIUH 1ennakusi BCTpeda-
ercs B 2—-3 pasa vaie, ueM y MyxuuH. /o HenaB-
HEro BpeMeHH LieJnaKkus cuutainach B Poccuu on-
HUM W3 peakux 3aboneBanuii. Ee pacmpocTpa-

HEHHOCTh cpeiM HaceneHus Poccum TOYHO He
YCTaHOBIIEHA, OJHAKO C MOSBIEHUEM METOJIOB Ce-
POJIOTUYECKOM NHAarHOCTHKHU (aHTUTENa K TKaHe-
BOH TpaHCIIIIOTaMHUHA3€, JHJOMH3UYMY) CTalo
BO3MOXHBIM TPOBEJIEHUE IIUPOKUX CKPUHUHTO-
BBIX HCCIICIOBAHHM, YTO YIYYIIWJIO €€ JHarHo-
CTUKY. B mocnemHme roael orMedaeTcs TEHJEH-
U K pocTy 1enuakuu [1].

K dakropam pucka pa3BuTHs JaHHOTO 3a00ITe-
BaHUs, KPOME HACIIEICTBEHHON MpeApacioNoKeH-
HOCTH, OTHOCSITCS KOPOTKasl MPOJOKUTENLHOCTD
TPYIHOTO BCKapMJIMBaHUS, HCKYCCTBEHHOE
BCKapMJIMBaHHE WM paHHEee BBEJCHHE NMPUKOpMa,
coJleprKaiero OONbIIoe KOJUYECTBO TIIOTEHA, a
Takke yacTele (0oyee Tpex B MEpBbIH TOJl )KU3HN)
KuIIeuHble nHexnum [2].
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KimHAYeckn BBIIENSAIOT KIIACCHYECKYHO, aTh-
MUYHYIO U JIATEHTHYIO nenuakuto. Criemyer oTMme-
TUTh, YTO 3amo3jalias JUarHOCTHKA «KIACCHUYe-
CKOI» LIEJTMAaKHH BEJET K Pa3BUTHUIO TSKENBIX OC-
JIO)KHEHWH, TakuX Kak ee pedpakTepHOCTb,
SI3BEHHBIN CIOHOMJICUT, KOJIJIareHoBas cupy, T-kie-
TOYHAsE TUMQOMa KUIICYHHUKA, a Ha3HaYeHHEe Oe3-
[ITIOTEHOBOMW JTIMETHI IIPUBOJIUT K PETPECCY pa3HOo-
Opa3HBIX TPOSBICHUI 3a00JNeBaHUsI U K Mpery-
MPEXJACHUIO OCIIOKHEHUH.

Lenuakusi Hepemko COMPOBOXKIACTCS BHEKH-
[IeYHBIMH TIPOSIBJICHUSIME. B mociennee BpemMs mo-
SIBIISICTCSI BCE OOJIBIIE JOKA3aTeNbCTB, MOATBEPK-
JIAIOIIUX CBSA3b MEXIY IeIMaKueil 1 HEKOTOPHIMU
KOXXKHBIMH 3a0oneBanmsimu [2, 3]. B 2006 romy
Humbert et al. mpetosxkuim kinaccupuKauio Kox-
HBIX 3a00JIeBaHUH, CBSI3aHHBIX C IIeTHaKuel U TO-
pa3fenuiu UX Ha YeThIpe KaTeropuu: ayTOMMMYH-
HbIE, aJUIEPTHYECKIE, BOCIAINTEIbHBIE U CMEIIaH-
HBIC.

KoxHble MpOsIBICHUS ICTMAaKUU XapaKTepH3y-
FOTCSI UpE3BhIYAtHON BapHaOeIbHOCTHIO HE TOIBKO
0 CBOMM HMMYHONATOTEHETHYECKUM MeXaHH3-
MaM BO3HUKHOBEHHsI, HO U TI0 KIMHUYECKHM Xa-
paxktepucTukam. IlaTonorus TOHKOM KUIIKU C Ha-
pyIIEHHEM TIPOIIECCOB BCACHIBaHUS (CHHAPOM
ManbabcopOUMu), ajuIeprus K MIIOTEHY BBI3BIBACT
YXYIIICHHE CUMITOMOB KaK CO CTOPOHBI TOHKOTO
KHILIEYHUKA, TAaK U CO CTOPOHBI KO)KU. IMEeHHO 1o-
9TOMY IIEeNbI0 JAHHOW CTaThH SIBIISIETCS O3HAKOM-
JIEHUE TIPAKTHKYIOIIUX Bpadeil ¢ OCHOBaMHU JiepMa-
TOJIOTHYECKOW CEMHOTHKHM 3abojieBanuii [3, 4].

FEPNETUPOPMHDII JEPMATO3 [IHOPMHIA

I'epierudopmubit JiepMaTo3 (dermatitis
herpetiformis Duhring; 6onesup diopunra, I'J]) —
BOCITAJIUTEIFHOE 3a00JIeBaHNE KOXKH, aCCOIIMUPO-
BaHHOE C IJIIOTEHOBOM JHTEpONATUEH U XapakTe-
pusytomieecss MOITUMOP(GHBIMU 3yASIIMMHA BBICHI-
MaHUSMH,  XPOHUYECKHUM  PEUUIUBUPYIOIIAM
TEUEHUEM, IpaHyJISIpHBIM OTJIOkeHueMm IgA B co-
COYKax JepMbl. [epreTuhOpMHBIA JepMaTHT, Kak
Y IJIIOTEH YyBCTBHUTENBHAS SHTEPOTATHS ACCOLIUU-
poBan ¢ rammorunom HLA-DQ2 u HLA-DQS8 [5].
[Ipumepno y 5% manueHToB ¢ LeTuakuei pa3Bu-
BaeTcs repneTuOpMHBINA nepMatuT. Mctopus ko-
MOpPOHMIHOCTH 3TOTO 3abosieBaHusl OepeT cBoe Ha-
gano ¢ 1999 1., korma W. Deiterich u coaBrt. BITEep-
BbIC OINpEACIUIN B IUIA3ME TaKUX TallMCHTOB
aHTHUTENIa K TKAaHEBOW TpaHCIITyTaMuHa3e. B 00ib-
IIUHCTBE PaHHUX SIUJEMHUOIOTUYECKUX UCCIE0-
BaHUN pacIpoCTPAaHEHHOCTh CHUMIITOMOB TIJIOTE-
HOBOI SHTEpOIaTHH Y OONBHBIX JAepMaTUTOM Jlfo-
puHra kosebanacek B npeaenax or 60 g0 80% [6].
B nacTositiee Bpemsi Hanwdne YTOYHEHHBIX JHa-

THOCTUYECKUX KPUTEPUEB LIETHUAKUH U JIATCHTHBIX
¢dopm sTOro 3aboneBaHMs MO3BOJISIET C yBEpCH-
HOCTBIO TOBOPUTH O Jepmaro3e J[iopuHra, xak o
KOXKHOM  TPOSIBJIGHUW  Pa3IMYHBIX  KIMHHKO-
MMMYHOJIOTHYECKUX (DOPM IVIIOTEHOBOW 3HTEPO-
narud. Haubosnee dYacTbIMM MPOBOLMPYIOLIUMH
(dakTopamMu MOSBICHUSI BBICHIIAHWHA Ha KOXKE NPU
I'J] sBasttoTCst: muia Ooraras TIIIOTEHOM, CTPECCo-
BbIC CHTYyalluH, TPaBMbI, HCIIOJIb30BaAHKE MIpemapa-
TOB H0/1a, COJTHEYHBIE OXKOT'H, KOHTAKT C SI0XUMU-
KaTaM#, OEpEeMEHHOCTh U POJIbI, 3T0KaYCCTBCHHBIC
HOBOOOpa3zoBanus, nepeoxnaxkaeane u OPBU [6,
71.

Knununuecku 3a0oiieBaHUE TPOSBISIETCS: dPH-
TEMaTO3HBIMHU, OTEYHBIMH, CJIETKa BO3BBILIAIOIIU-
MUCS TSTHAMH WM OJSIIIKaMU ¢ HeOONbIIMMU Ye-
HIyHKaMH, WM KOPKaMU Ha MOBEPXHOCTH B BUIE
Kojen, QGuryp npuuyanuBod (GOpMbl; THamygamu
PO30BO — KPAcHOI'0 IIBETa MOJIyCPepuIecKoil Uiu
KOHHYeCKOH (hopMmbl 10 2—7 MM B JUaMeTpe; Ha-
NPSOKEHHBIMU BE3UKYJIAMU, ITy3bIPSIMU, 3ar0JIHEH-
HBIMU CEPO3HBIM COJCPKHUMBIM U PACIIOIOKCHHbI-
MU Ha TUNEPEMUPOBAHHOM (OHE; BOJIBIPSIMH
(3HauuTenBpHO pexe); sKckopuauusmu. Ilocie
SMUTENU3alUU dPO3UHA Ha KOXKE OCTAIOTCS MATHA
KEITO — KOPHUYHEBOro IBera. Yarmie Bcero aie-
MEHTBI CBIIU JIOKAJIN3YIOTCSl Ha pa3ruOareabHbIX
MOBEPXHOCTAX KOHEYHOCTEH, SITOAMI, KPECTIOBOU
U JIONaToyHOU oOnacTel, BOJOCUCTON YacTH roJio-
BbI, JTUIIA U I'PaHUIBI POCTa BOJIOC.

TakuMm 00pa3oM, OCHOBHBIMHM KIMHUYECKHUMHU
XapaKTepUCTHKaMH JiepMaro3a J{fopuHra sSBISIOT-
Cs1, BO-IIEPBbIX, TaK Ha3bIBAEMbI UCTHHHBIN M10JIH-
MOp(HU3M JIEMEHTOB ChINH, T.€. HAJINYHE HECKOIb-
KUX BHJIOB TIeprneru(OpMHO CIrpPYyNIIHPOBAHHBIX
(mamyn, my3bIpbKOB, Oynj, BOJABIpEH W T.JA.), a
BO-BTOPBIX, HAIMYKE 3y/ia B 00J1aCTH BBICBHIIIAHUIA,
KaKk HEOThEMJIEMOTO IpH3HAaKa IAaHHOW OOJe3HH
[7, 8]. [Aumarzo3 repneTudOpMHOTO JepMaTo3a
JltopuHra Jerko MOATBEPXKAAETCS I'MCTOJIOrHYe-
CKHM HCCIIeIOBaHHEM, MOKa3bIBAIOUIMM MATOTHO-
MOHUYHbIE TPAHYJISIPHBIE OTJIOKEHHUSI HMMYHOIJIO-
oymuaa A (IgA) B manwyuispHOW nepMe myTem
npSIMON UMMYHO]ITIOOPECIICHIINH, a TAaKXKE HMMY-
HOJIOTHYECKOT0, aJJIEProJIOrHYECKOr0 U TacTPOIH-
TEPOJIOTHYECKOTO HccienoBanuii. C MOMOIIbIO He-
npsMoi peaknnn nMMyHodroopectieHuu (PUD)
y OOJIBHBIX JaHHBIM JepMaTro3oM B 80% ciaydacs B
CBIBOPOTKE KPOBM BBIABISIOT IgA-aHTHUTENa TIpO-
TUB HHIOMU3HS (MexpuOpuIspHOH cybcTaH-
WA TIaAKuX MbI), B 60% — aHTHTENa K O-
IIMaJMHYy U aHTUTeNla K TKAaHEBOI TPaHCIIIOTaMuU-
Ha3e [8]. JlomojgHuTEeNnbHOE 3HAYCHHWE B JIMATHO-
CTHKE MMEET LUTOAMArHOCTHKA (303MHOGMINS B
MasKkax-oTreyarkax co JHa 3posuil). JlomosHu-
TEIbHOE JUArHOCTHYECKOE 3HAYCHHE HMEIOT pe-
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3yJAbTaThl NPOOHON Tepanuu AMaMHUHOIU(EHUII-
cynboHOM (OBICTpBIH perpecc BBICHIIAHHN H
3yna).

ATONUYECKNIA AEPMATHT

B nayunsix paboTtax BcTpedaeTcss yIOMHHAHUE
O TPOSIBIICHUHU aTONMHMYECKOTO JepMaTUTa TP Iie-
JMUaKuU. AHaiau3 MyOJUKalMid POCCUHCKUX M 3a-
pyOeXKHBIX aBTOPOB TOKa3aj, 4To aomns AT/l mpu
uenuakuu He npesbimaeT 20%. 3To coBmamaer ¢
MOMyISUMOHHON yacToTo AT/, HO cpenu nenua-
TPOB U JEPMATOJIOTOB CYLIECTBYET MHEHHUE, 4YTO
npu nenauakud At/[ BcTpewaeTcss ropas3io uaiie
[9]. B cBoeii pabore Ress u koyuiern mpoaHaniu3u-
pOBaIM paclpoCTPaHEHHOCTh Lenuakuu y 351 pe-
OCHKa C aTOMUYECKUM JIEPMATUTOM I10 CPaBHEHHIO
¢ o0IIel MmeanaTrpuYecKoi MOMyJISIIIUed U ToKa3a-
T OONTBIIUK PUCK pa3BUTHS meluakuu (B 4 pasza)
y nauuentoB ¢ At/l [10].

B sToM mccnenoBaHnM Takke MOTYEPKUBACTCS
HEOOXOIMMOCTh OIIEHKH JKOHOMHUYECKOH dhek-
THBHOCTH CBOEBPEMEHHOT0 CKPUHUHTA MAIlIeHTOB
¢ AtJl s BBISIBICHHS LEIUAKWW, 9TOOBI IPEoT-
BpPaTUTh JIOJITOCPOUYHBIE OCIOXKHEHU. PaHaoMu3u-
poBanHoe uccienoBanne 4114 mamuentor Ciacci,
BBIABUJIO Hanuuue AT/] y mallueHToB ¢ IeIuaKkueit
B TPH pa3a yaile, 4eM y JIUIl He CTPAJAAroIINX dTON
suteponaruei [10, 11]

Atonmyeckuii nepmatut (At/]) — 310 XpOoHHU-
YECKHH JIepMaTo3, WMEIIIUN CIOXKHYIO MHOTO-
(akTOpHYIO MATOreHETHYECKYI0 OCHOBY C Xapak-
TEepHBIM (DEHOTUIIOM W THIIMYHBIMH OYaraMu IO-
paxenus. Ilo 1maHHBIM  pa3HBIX  aBTOPOB
3a00/1€Ba€MOCTh ATOMUYECKUM JIEPMATHTOM CO-
cTaBiseT 10 5% HaceleHUs 3eMHOro Iapa, B yp-
0aHM3UPOBAHHBIX paiioHax ot 15 mo 20%, mpudem
y 60% mauueHToB mepBble NpOosIBICHUS 3a00eBa-
HUSI HA TIEPBOM TOAY JKU3HHU.

BospacTtHble 0COOEHHOCTH JIOKadM3alud |
MOP(OJIOTUU KOKHBIX JIEMEHTOB OTIUYAIOT aTo-
MMAYECKUA IEPMATUT OT APYTHX DK3EMAaTO3HBIX U
JUXECHOUJIHBIX 3a00JCBaHUN KOXKH. 3yJ SBISCTCS
ITOCTOSHHBIM CHMIITOMOM 3a00JIeBaHMs BO BCEX
BO3pACTHBIX TepuoAax. Pasmmuaror Tpu mepuona
(ctanum) B pa3BUTHH JAHHOTO JepMaTo3a: Mila-
JICGHYECKUH, NEeTCKU U B3pocslil [9, 11].

Munanendeckuii nepuos At/l oObIYHO HauMHA-
ercs ¢ 2—3 MecsneB Xu3HU pedeHka. B 3ToT me-
puon npeobnanaet 3xkceygaTuBHas popma 3abdoie-
BaHUs, IPU KOTOPOM BOCHAJIEHHME HOCUT OCTPbIN
WJTU TIOJIOCTPHIN XapakTep. Kimandeckas kapTuHa
MpeAcTaBiIeHa dPUTEMATO3HBIMH MATHAMHM, Tamy-
JIaMA W BE3UKYyJaMU, JIOKAJTU3YIOIUMHUCS Ha IIIe-
Kax M/WJINA BOJIOCUCTON YaCTH TOJIOBBI, SIBICHUSIMHU
oTeka U MOKHYTHS. JlepMorpadn3m 0OBIYHO Kpac-

HbI1. Kpome TOTO, BBICHIITAHHUS MOTYT JIOKAIIU30-
BaThCSl TPEUMYIIECCTBEHHO Ha pa3ru0aTeIbHBIX
MTOBEPXHOCTIX KOHEYHOCTeH. OOOCTpEeHHS KOX-
HOT'O MPOIeCcCa B 3HAYUTEIbHONU CTEIICHU CBSI3aHbI
C aJUMCHTApHBIMHU (akTopamu. MiameHueCKIi
nepuo; At/l 0oOBIYHO 3aKaHYMBAETCS KO BTOPOMY
roxy >kKu3HH pebOeHka BomopoBicHueM (y 50%
OONBHBIX) HIIM MEPEXOAUT B CIEAYIONUN MTePUOIT
(metckuit). [derckmit mepuon At/ xapakrepusyer-
Cs BBICHITAHUSIMHU, KOTOPBIE HOCST MEHEe JKCCY-
JIaTUBHBIM XapakTep U MPEACTABICHBI BOCHAJIHU-
TEeIbHBIMU MUJTHAPHBIMA /WM JICHTUKYISIPHBIMA
MamnyJiamMu, Nanyio-Be3uKyJaMHu U 3PUTEMaTO3HO-
CKBAaMO3HBIMHU TISITHAMH, JIOKAIU3YIONIUMHUCS Ha
KOKE€ BEPXHHX M HIDKHHX KOHEYHOCTEH, B 00OIna-
CTU 3alsCTUH, MPEAINICYUA, JIOKTEBBIX U IOAKO-
JIEHHBIX CTUOOB, TOJEHOCTONHBIX CYCTaBOB U
cron. Jlepmorpadu3m CTAaHOBUTCS CMEIIAHHBIM
niu 6enpiM. [TosgBasSIOTCS MTUTMEHTAIUS BEK, JIHC-
XPOMHH, HEPEIKO aHTYIsIpHBIN xeinuT. Cocrosi-
HHE KOXM MCHBIIE 3aBUCHT OT alMMEHTapPHBIX
¢dakropoB. OTMeyaeTcs CE30HHOCTh B TEUCHUU
3a00eBaHUsl ¢ 00OCTPECHHUSIMU BECHOW M OCCHbBIO
[11,12].

ITonpocTkoBbIil M B3pocuslit nepuoa AT/l xa-
paKkTepu3yeTcs BHICHITAHUSAME TPEUMYIIECTBEHHO
Ha cru0aTelbHOW TIOBEPXHOCTH KOHEYHOCTEH
(B JTOKTEBBIX W TOAKOJCHHBIX CKJIAIKax, Cruoda-
TEJbHBIX MOBEPXHOCTSIX T'OJECHOCTONHBIX U JIyue-
3aISICTHBIX CYCTaBOB), Ha 3adHEH TOBEPXHOCTH
e, B 3aylIHBIX oOmacTax. Brwickmanus mpen-
CTaBJICHBl JIPUTEMOM, MaIylaMu, MICTYIICHUEM,
WHQWIBTpanKeH, THXeHupUKaIueH, MHOXKECTBCH-
HBIMU SKCKOpHUALMSIMUA M TpemuHamu. B MecTtax
paspemnieHusi BBICHITAHUKA B OYarax IOpayKeHUs
OCTaIOTCSl YYacCTKM THUIO- WIM TUIEPIUTMEHTa-
[IUA. BONBIIMHCTBO MAIMEHTOB OTMEYAIOT YETKYIO
CBs3b 000CTpeHUH 3a00IeBaHMS C IICHXOAIMOITHO-
HaJbHBIMH (DAaKTOpaMH, KOTOPbIC HEPEIKO Hapy-
IIaf0T Ce30HHOCTh 3a0oneBanus. Co BpeMEHEM Yy
OOJNBIIMHCTBA MALIMEHTOB KOXKA OUMINAETCS OT BbI-
CBHITIAHHUH, MTOPAKEHHBIMH OCTAIOTCS JIUIIH TIOJKO-
JICHHBIC ¥ JIOKTEeBBIE CrUOBL. Jlepmaro3 Moxker
MPOTEKaTh ¢ MUHUMAIBHBIMU KIMHUYICCKUM IIPO-
SBIICHUSMH W BO3pacTHAs TMEPUOIU3AIMS MOXKET
HaOJII0aThCs IAJICKO He Yy Bcex OonbHbIX [12, 13].

XPOHUMECKAAl PELNIUBUPYIOLIAA
KPAIMUBHULIA

Erte ogHuM 1epMaTro30oM, acCOLMUPOBAHHBIM C
HeJMakueld B CHIJIy MaTOreHETHYECKOW OOIIHOCTH
UMMYHOJIOTHYECKUX MEXaHU3MOB (DOPMUPOBAHUS,
SIBIISICTCS] XpOHUYECKas: KpanuBHuIa. KpanusHuia
SIBJIICTCSI  PacHpOCTPAHCHHBIM  3a00JICBAHHEM,
BcTpedaomumes y 15-25% miomeit B m000M BO3-
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pacte. XpoHUYECKasi KpallMBHULA (IUIUTEIbHOCTh
>6 Henenb) HaOmoaaeTcs npuMepHo y 0,5-1% or
oOmielt momynanun. Y4eHbIMH JT0Ka3aHO, YTO XPO-
HUYECKas peluAMBHUpYIOIas KpaluBHUIIA HMEET
IEHETHYECKYIO CBSI3b C AJUICJSIMHM YEJIOBEUECKOIO
neiikonutapHoro anturena HLA-DQS [14].

B 1987 rony Hauteke et al. BnepBbie onmcanu
CBSI3b MexIy Oone3Hpio KpoHa M XpoHHUYECKOM
PELMIUBUPYIOIIECH KpallMBHULEH, XOTS CBS3b
MEXJly 3THUMH ABYyMsI 3a00JI€BaHUSIMHU 10 KOHLA HE
nzydena. B 2017 r. Kolkhir et al. BeragBuHYyN rumo-
T€3y, 4YTO XPOHMUYECKAas PELUAMBHUpPYIOLIas Kpa-
MMBHMIIA TECHO CBf3aHa C Pa3IUYHBIMU ayTOMM-
MYHHBIMHA 3a00JI€BaHUSAMH, BKJIIOYas THPEOWIUT
XamuMoTo, MEPHULUO3HYI0 aHEMHIO, BUTHIIUTO,
caxapHblii nuabet I Tuna, Gone3ns I'peiiBca, pes-
MAaTOUAHBIN apTput u nenuakuu [14, 15].

XpoHHUecKass peluIUBUpPYIONIas KpanuBHUIA
XapaKTepu3yeTcs BOJHOOOpPA3HbIM  TEUYEHHUEM,
HMHOTAA Ha NPOTSKEHUM OYEeHb JJIUTEIBHOIO Bpe-
merau (no 20-30 er), uepemoBanueM 000CTPEHII
¢ mepuogamu peMmuccuil. JJoBonbHO yacto oHa co-
npoBoxkaaercss orekoM Keuuke. ITpu xpanusHuUIe
HaOIoIaeTCsl My4nTeNbHBIN 3yA. bonbHbIE pacue-
CBIBAIOT KOXY /10 KPOBH.

B 2016 1., B mpoBeneHHOM B BenmukoOputanuu
OONBIIOM MOMYJSIHUOHHOM HCCIEeAOBaHUU U3 453
MMaIFeHTOB ¢ Ienuakuel y 79 mammeHToB OBLTA
XpOHHYECKas pernuANBHUpYIOLIas KpanuBHULA. B
HEKOTOPBIX CIydasX HCIOJb30BaHUE OE3ITTI0TEHO-
BOH THETHI MOKA3aJI0 BBICOKYIO 3()(EeKTHBHOCTH B
JIEYEeHUH XPOHWYECKOW KpAarMBHMIBI, YTO TO3BO-
JISIeT paccMarpHuBarh 3TO 3a00JIeBaHUE, KaK KOX-
HBII Mapkep nenuakuu [16].

FHE3QHAA AJIONEUNA

B 1995 rogy Corazza et al. BuepBbIie onucaHa
accolManys MeXxay THE3IHOM anonenuen u menu-
akueil. OOHapyXeHNe aHTUIIINATUHOBBIX aHTHTEI
y MAIUEeHTOB ¢ TsDKeNod (GopMoil THE3IHOH ano-
nenyuei, 3HauuTebHOE YIy4IlIeHHEe KOXKHOTO MPo-
necca Ha (hoHe OE3TTFOTCHOBOMW JHMETHI TO3BOJISET
MIpeArnoNaraTh HaJu4Hue IeNHaKud y TaKuxX O0Jb-
HbIX [17, 18].

I'nesnnas anomenust (I'A) — opranocnenugu-
YeCcKoe ayTOMMMYHHOE 3a00JIeBaHHE C IOPaXKECHU-
eM BoJocsiHbIX Qomukyn (BD), popmupyromeecs
pu norepe (QOIIMKYyJIaMid UMMYHHOH TOJIEPAHT-
HOCTH. 3a00eBaHue UMEeT MHOTO(AKTOPHBIN Xa-
pakTep, 4TO IMpennojaraeT KOMIUIEKCHOE B3aUMO-
JeiicTBUE FeHeTHYEeCKUX 0COOCHHOCTEeH oprannzMa
1 9K30T€HHBIX TPUITEPOB, MPOBOLUPYIOUIUX pa3-
BuTtHe ['A. I'eHeTHueckas NpeapacrnonoKeHHOCTh
“MeeT MoNureHHywoo mnpupony. llpociexuBaercs
cBia3b A ¢ ompenenenusiMu HLA annensmu 11

kiacca, ocooerro ¢ DQB1*03 uw DRB1. HLA an-
nemu  DQB1*0301(HLA-DQ7) m DRBI1*1104
(HLA-DRI11) MoryT OBITH acCOIMHUPOBAHBI C TO-
TaJbHOW U YHUBepcanbHOH anonenueii [18]. Pema-
IONIYI0 pOJb B DAa3BUTHH 3a00JI€BaHUSA WIPaeT
T-xnerounslii *MMyHHTET. HecmoTpst Ha 0OHapy-
JKCHHE y HEKOTOPBIX IMAlMEHTOB CIeNU(PUICCKHX
aHTUTENl K aHTUTCHHBIM JIETEPMUHAHTAM BOJIOCS-
HBIX (DOJTMKYIIOB, THE3[HAs aJoONenus SBISETCS
CD8+ T-k1eTOYHO-0T0CpEeIOBaHHBIM 3200 IeBaHU-
eM. B cBs3u ¢ 3TUM 0COOEHHO WHTEPECHBIM Ipe-
CTaBJIsIeTCs ee acconmanus ¢ uenuakueil. Y 10—
20% OONMBHBIX UMEETCSI CEMCHHBIN aHaMHe3 3a00-
JIeBaHWs, a WCTHUHHAas 4YacToTa 3aboseBaHwMs,
BEPOSITHO, €IIIe BBIIIE, TaK KaK JIETKHE CIIy4al MO-
TYT OCTaThCsl HE3aMEUEeHHbIMH. PUCK BO3ZHHKHOBE-
HUsl 3a00JIeBaHUS B TEUEHWE >KU3HU COCTaBISET
1,7%. 'A B paBHOI cTenmeHW BCTpeyaeTcs Kak y
MY>KU{H, TaK ¥ y KeHITUH. [IepBrIif ouar oOmbIce-
Hus nosBisiercst y 20% OONBHBIX B JIETCKOM BO3-
pacre, y 60% O6ompHBEIX — B Bo3pacte 10 20 JeT,
y 20% OonpHBIX — B Bo3pacte crapuie 40 ser
[17-19].

B 3aBucumMocTH OT 00beMa U THIA OOJIBICECHUS
pa3IMyaroT clieAylonme KinHuaeckue Gopmsl ['A:
JoOKanmbHas (OrpaHWYCHHAs), CyOTOTaabHAs; TO-
TaJbHast; yHuBepcaiabHas. [Apyrumu gopmamu A
SIBJISIIOTCSI:  MHOTOOYAaroBoe (CeTdaToe) pacIioyio-
JKEHHE YYacTKOB aJoINenuH; opuasn3; HHBEPCHBIN
oduasuz (sisapho); nudpdysnas dopma. Ilpu jo-
KalbHOH (orpaHmuyeHHon) ¢opme ['A Ha Bomocu-
CTOM YacTH TOJIOBBI ONPEAENISAIOT OJWH WIM He-
CKOJTBKO YETKO OYEepYEHHBIX OKPYIJIBIX 0YaroB
anonenuu. [Ipu cyOTotansuoit popme I'A Ha koxe
BOJIOCHCTOM YacTH TOJOBBI OTCYTCTBYyeT Ooiee
yem 40% Bosoc. [Ipu oduasuce ouarn ajponenuu
MMEIOT JIEHTOBUAHYIO (OpMY, OXBAaTBIBAIOT BCIO
KpaeByl0 30HY pOCTa BOJOC B 3aThUIOYHOW W BH-
counblx obOnactax. Ilpu wuHBepcHOM oduasuze
oyard ajolelnuy JIEHTOBUAHON (OpPMBI pacmpo-
CTPaHSIOTCS Ha JIOOHO-TEMEHHYI0O W BHCOYHYIO
ob6mactu. Juddysnas popma I'A xapakrepusyercs
YaCTUYHBIM MJIM MOJHBIM AH(Qy3HBIM TIOpEeneHH-
€M BOJIOC Ha BOJIOCHUCTOM 4acTH rojoBHI [18].

[Ipu TotanwpHOM Gopme 'A HabmromaeTcs mod-
Has MoTeps TEPMHUHAIBHBIX BOJIOC Ha KOXE BOJIO-
CUCTOM 4acTH rojoBbl. [lpu yHUBEpcanbpHOU (hop-
Me ['A BOJIOCHI OTCYTCTBYIOT Ha KO)KE€ BOJIOCUCTOMN
YJacTH TOJIOBEI, B 00J1aCTH pocTa OpOBEH, peCHHII,
Ha Koke TynoBuiia. CyObeKTHBHBIE CHMIITOMBI,
KaK TPaBUIIO0, OTCYTCTBYIOT, HEKOTOPHIE OOIBHHBIE
MOTYT MPEABSBIATH )KaJIOObl HA 3y, ¥IKESHUE WU
007p B MecTax MopakeHud. TUNHYHBIE O4aru mo-
paXeHHsI TIPEJICTABISAIOT COOOW y4acTKH HepyOI[o-
BOTO OOJIBICCHHSI OKPYIJIOW MIIM OBAIBHOU (DOPMBI
C HEM3MEHEHHBIM IIBETOM KOXH. Pexxe Habmroma-
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FOTCSI O4ard yMepeHHO-KPAcHOTO WM IEePCHUKOBO-
ro 1nBeta. [IpokcuManbHO CyKEHHBIC U AUCTATBLHO
IIUPOKHE BOJIOCHI B (OpPME BOCKIHIATEIHHOTO
3HaKa SBISIOTCS XapPaKTEPHBIM MPU3HAKOM, YaCTO
3aMETHBIM Ha TMOPaKEHHOM YYacTKe WJIHM TIO0 €ro
nepudepun. B axktuBHOW (aze 3aboneBaHus Ha
rpaHUIlaX MOPaKEHWH TECT HAa HATSIKEHHE BOJIOC
MOXXET OBITh IMOJIOKUTEIBHBIM — 30Ha «paciia-
TaHHBIX BOJOC». ['paHMIla 30HBI HE IPEBBIIIACT
0,5-1 cm. T'He3nHast anomenuss MOXET pacipo-
CTPaHATHCS MPAKTUYCCKHU Ha JIF0OOYI0 30HY BOJIOCS-
HOTO TIOKPOBA, 0OHaKo mpuMepHO Yy 90% OGompHBIX
MopaxaeTcs BOJIOCHUCTAasl 4acTh rojioBel [19, 20].

BbiBObl

Lenuaknus mpeacTaBisieT COOOW CHCTEMHBIN
AyTOMMMYHHBIH TIPOLIECC U MOXKET MPOSBUTHCS B
m0060M Bo3pacTe MaHU(PECTHBIM TEUCHHEM WITH
0eCCUMITOMHBIME (opMamMu. 3HAHHUE OCHOBHBIX
KOXKHBIX MPOSIBJIEHUM TIIOTEHOBON 3HTEpOIATHH,
yMEHHE OPUEHTUPOBATHCA B CEMHOTHKE 3a00eBa-
HUI KOXH, aCCOIMUPOBAHHBIX C LIeJMaKUen, 1o-
3BOJISIIOT TIPAKTUKYIOUIEMY Bpadyy — MEAHarpy,
TEpareBTy M TaCTPOIHTEPOJIOrY IMPOBECTU 0€30-
mrOouHbIH qudepeHTuaIbpHBIN JUarHo3.
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