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POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

JIlunennblii IgA-3aBucuMbIi 0yJIIE3HBbIN 1epMaTO3
Tenmox H.I1°, Benoycosa T.A.?, [ pabosckas O.B.%, [Tamunosa I[1.M.?, Annenosa A.C."?2

JTaGoparopus 1Mo M3yUYEHHIO pernapaTHBHBIX mporeccoB B koxxe HUIL (3aB. — mpod. C.B.
Txauenko) ['BOY BIIO Ilepserit MI'MY uMm. .M. CeuenoBa Munznpasa Poccun, 119991,
. MockBa; kadeapa KOKHBIX U BEHEPHUECKUX OomesHeit uMm. B.A. Paxmanosa (3aB. — mpod.
O.10. Omucora) I'bOY BIIO Ilepseriit MIMY nMm. U.M. CeuenoBa Munznpasa Poccun,
119991, r. MockBa

IIpeocmasnen 0630p aumepamypul no aunetnomy IgA-3asucumomy oynnesnomy depmamosy. I[lpedcmasne-
HblL coepemenible céedenus 00 smuonozuu, namozenese u iedenuu. Ilpusedeno coocmeennoe nabaooenue
cyuas aunenno2o IgA-3asucumozco 6ynnesnozo depmamosa. IoopobHo onucana KiuHUYeckas Kapmuna u
OUACHOCMUKA € UCNOTb30BAHUEM CIMAHOAPMHBIX U OPY2UX IDPEKMUBHBIX HEUHBAZUBHBIX MEMOO08 UCCTIe-
0osamusl.
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Published data on linear IgA-dependent bullous dermatosis — modern data on the etiology, pathogenesis,
and therapy are presented. The authors present their observation of a patient with linear IgA-dependent
bullous dermatosis. The clinical picture is described in detail; the disease was diagnosed by standard and
other effective noninvasive methods.
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Jlunetinsiii IgA-3aBucumsrit OymnesHslii qepmaros (Linear
IgA disease, LAD) —xpoHunueckoe npuoOpeTeHHOEe ayTo-
UMMYHHOE OyIute3Hoe 3a00JeBaHIe, KOTOPOE XapaKTepH3yeT-
cs1 00pa3oBaHMEM CyOIMMACPMANIBHBIX ITy3bIpeil M JIMHEHHOH
¢ukcanmeit [gA xak B lamina densa, Tak u B lamina lucida
6azanpHOl MeMOpansI [1].

3a0oseBaHne BCTPEUaeTCsl B JIBYX BO3PACTHBIX KaTeropusix [2]:

* y IeTel Mulajmie 5 JIeT OHO M3BECTHO KaK XPOHHUYECKas
Oymie3Hasi 00JIe3Hb IETCKOTO BO3PacTa;

* y il ctapiie 60 JeT kKak COOCTBEHHO JIMHCHHBIH [gA-
3aBUCHMBIH OyJUIC3HBII JIepMaros.

Accormanus 3abomneBanmst ¢ HLA BeIsABICHA TONBKO Y 1€~
Tek u cesizana ¢ HLA-BS, HLA-CW7 u HLA-DR3 [3].

TpurrepasivMu ¢aktopamu npu LAD moryt OBITE pas-
JIMYHBIC JIEKAPCTBEHHBIE MPENapaThl, TAKKMe KaK BAHKOMUIIVH,
ehaToCHOpHHbI, AUKIO(PEHAK, KamTompmi u ap. [4-12].
Hawubonee yacro meaukamenTo3Hsiii LAD HaOmonaercs npu
npuemMe BaHKOMHIMHA [13—16]. DTHONOTHS MEIUKAMEHTO3-
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Horo LAD octaetcst HesicHoM. [IpeamonoxurensHo 3a001eBa-
HUE BBI3BAHO MMMYHHBIM OTBETOM IPOTHB AHTUTCHA raIlTeH-
6enok. MennkamenTo3Has ¢opma LAD mpoTekaer Tsxenee,
yeM uauonaruyueckas [15].

LAD mnapaneomiacTH4ecKoro reHe3a BcTpedaeTcs B 5%
CllydaeB IMPEUMYIIECTBEHHO Ipu JuMQorpoardepaTuBHbIX
mporeccax [16-20]. Y psima GONBHBIX OMyXOIbh THATHOCTUPY-
eTCsl yXKe Tocje HACTYIJICHHSI pEMHUCCHH KOKHOTO 3abo0JeBa-
Hust [17, 19, 20].

B nuteparype npezncrasieHsl ganHbIe o ¢Bi3n LAD ¢ Boc-
TTAJINTEIBHBIMU 3200J1€BAaHUSAME KHIIICYHUKA, TAKUMHU KakK 13-
BeHHBIN Kot [21-23] u Oonesns Kpona [24]. R. Watchorn
U COaBT. [25] mpOBOAMIM UCCIEIOBAHUS O BIMSHUU OIeEpa-
THUBHOTO y/laJI€HHs MOPAKEHHOTO y4acTKa KUIIEYHHUKA Ha Te-
yenue LAD u y psiga OOJBbHBIX JOCTUINIM MOJHOW PEMUCCHUU
3aboseBanust. OJHAKO MOTyYEHHBIEC JaHHBIC OBUIH CTATHUCTH-
YECKH HEe3HAYUMBI [25].

TpurrepusiMu pakTopaMu MOTYT OBITh TAK)XKe ITEPEHECEH-
HbIe MH(EKIMOHHBIC 3a00sieBanus [26, 27], BAKIUHALMS TIPO-
TUB rpumnmna [28], Bo3nelictBue Y®D-u3nydyeHuss 1 XUMUKATOB
[17, 29-32]. Bo3MOXXHO coueTaHue ¢ APYTHMH ayTOUMMYH-
HBIMH IPOLIECCaMH, HAlpUMep CUCTEMHOW KPacHOM BOIYaH-
KO, IGpPMAaTOMHO3UTOM U PEBMATOUTHBIM apTpuToM [33].

B nacrosmee Bpemst LAD u reprnierrdopmHBINA 1epMaTuT
JlroprHra paccMaTpuBaroT Kak JJBa CaMOCTOSITENIbHBIX 3a001e-
BaHMs. B omnmume ot reprierndopmHoro nepmarura J{ropuH-
ra LAD, kak npaBujo, HE CBSI3aH C DIIOTEHYYBCTBUTEIbHOU
SHTEpOIaTHel, U arIIoTeHOBas AUETa HE OKa3bIBAaeT IOJIOKH-
TenbpHOTO Y deKTa Ha TeueHue 3adoneBanus [34-36].
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Puc. 1. Ctpoenue xomnarena XVII [1].

OcHOBHOW MumIeHbI0 ayToaHTuTen npu LAD ssuser-
cst BP180/collagen XVII/BPAg2 — 0CHOBHOI CTPYKTYpHBIi
KOMIIOHEHT JIEpPMOAIIHAEPMAIBEHOTO aJTre3MBHOTO KOMILIEKCa
(pue. 1). OH nMeeT BHYTPHUKJICTOUHBIA TOMEH, KOTOPBIN B3a-
nmopeiictyer ¢ BPAgl (BP230) u npyruMu KOMITOHEHTaMHU
[37], n BHEKIIETOUHBII JOMEH, iepecekaroinuii lamina lucida
B 30HE SKOPHBIX (pMIIAMEHTOB M BCTpauBaromuiics B lamina
densa. Yactb BHeKIIeTOUHOTO JjomMeHa koiutarena X VII ¢pusuo-
JIOTHYECKH PACIIEIUISIETCS] ¥ TTOJ[BEPraeTcs ACHCTBUIO TIPOTE-
OJIMTHYECKUX (DEPMEHTOB, 00pa3ysi BHEKIIETOUHbIE (pparmMeH-
Tel Maccoit 120 u 97 x/la [2]. CnenoBarenbHO, MUIICHSIMU
IgA-ayToaHTHTEN MOXKET OBITH Kak BCS MOJIEKYJTa KOJIareHa
XVII, tak u ee yactu (120 u 97 x/1a), yTo BcTpedyaercs ropas-
no yarie [1].

Jpyrumu peqKuMy aHTUTCHAMH-MHIIEHSIMH MOTYT OBITh
BHyTpukierounsiii BP230 (BPAgl), LAD285 (285 k/a),
BCTPEYAIONIUICSA B AMHIUYHBIX CIIyYasX B CBETIOHN ITACTHHKE
U TIOJT TUTOTHOM TJIACTUHKOM, a Takke kosutareH VII (250 k/1a)
u JamuHamH 332 [39, 40].

CyObeauHuIpl TaMuHIHA 332 00BIYHO SBISIFOTCS MUIIIE-
HbI0 IgA-ayToaHTHTEN NMPH BaHKOMHIIMH-HHIYLIHPOBAHHOM
[41] n mapaneomnnactuyeckoM LAD c BoBneueHueM ciusu-
CTBIX 000JI0YEK MOJIOCTH pTa U Ta3 [42].

A<— Anchoring fibril Collagen VII

Bwmecrte ¢ Tem, mo muenuto M. Haeberle [42], mpu BbI-
spiaenun IgA-ayroanturen k xomareny VII tuna 3abonesa-
HHE CIEyeT paclleHnBaTh KaK MPOSBIEHHE TPHOOPETEHHOTO
OyJIJIE3HOTO AIHEPMOIIN3a; a OOHapyxeHue [gA-anTuren kK
anTureHam Oymiesnoro nemduronna (BP230, BP180) ceue-
TEeIbCTBYET B MOJIB3Y AHarHo3a IgA-3aBucumoro Oyiie3HOro
nemduronsa.

B mpaxtudeckoif mequnmae quarao3 LAD craBst Ha oc-
HOBaHWMHU KIMHUYECKHX, THCTOIATOJIOIMYECKUX 1 UMMYHOJIO-
THYECKHX JaHHBIX.

Knunnueckue nposisnennss LAD momumopdHbl. Brich-
MaHUS MOTYT OBITH MPEACTABICHBI MAIylaMH, OJSIIKAMH,
BE3UKYJIAMHU U ITy3bIPSIMH, PACIIOIOKEHHBIMU Ha 3PUTEMATO3-
HOM (hoHE MM HEM3MEHEHHOH Koke. Ouarm pacronararoTcs
Ha KOX€ TYJIOBUILA, KOHEUHOCTEH, JINLA U BOJIOCUCTOH 4acTH
ToNIoBHI [43]. BO3M0OXKXHO BOBJIEUEHHUE B TTATOJIOTHYCCKHUH TIPO-
[IeCC CIM3UCTBIX 000JIOUEK MPEUMYIIECTBEHHO POTOBOH IIO-
JOCTH W TNa3. B penkux ciydasx IMOSBIEHHUIO BBICHITAHHN
MPEeAIECTBYIOT 3y WIN %OKeHHe. B menoM 3yn xapakrepeH
JUIsl TAHHOTO 3a00JIeBaHMsI, OJTHAKO €r0 BBIPaKEHHOCTH MOXKET
OBITH paznu4HOii [44].

[Tpn TrUCTONIOTMYECKOM HCCIICIOBAaHUN BBISBISIIOT CYyO-
SIUICPMATBHBIA Ty3bIph. KiIeToYHbIH HHPHUIBTpAT Bapbupy-

Puc.2.bonprnas A. KinuHuueckas KapTUHA A€pPMaTo3a HA MOMEHT IOCTYILICHHUS.

a — BBICBINIAHUS HA )KUBOTE; O — Ha CIIMHE; 6 — B aKCUJUIIPHOW 00acTH crpasa.
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Puc. 3. Ta ke OonbHas. [HUCTOJOTMYECKOE HCCIICIOBAHHE
ouonrara. Ctpernkoit 06003HaYeH HOPMUPYIOIIUICS MTOMUACPMATb-
HBIH ITy3BIPb.

eT: HalmonaeTcs mpeodIafanmne HEHTPOPHIOB, B psize CITy-
4yaeB (OPMHUPYIOIIUX B 00JIACTH BEPXYIIEK COCOYKOB JIEPMBI
MuKpoadcecchl. OHaKo TaHHBIE 00Pa30BAHMUS XapaKTECPHEI
Juis TepreTudopMHOro aepMaruta J{IOpHHTa, YTO MOXET
MIPUBOANTH K TUATHOCTUYECKNM omMOKaM. BrisBienue mosu-
SMUICPMAIBHOTO MMY3bIpsi U MHQWIbTpPATa, COCTOSIIETO M3
MOHOHYKJICAPHBIX KJIETOK ¥ 203MHO(WIOB, HE 00pa3yrommx
MHKPOa0CILECChI, MOTYT IPUBOJANUTH K OIINOOUYHOMY AUATHO3Y
Oyiuesnoro nem¢uronna. TakuM o0pa3om, JaHHBIE THCTO-
JIOTHYECKOTO UCCIICIOBAHNS HE SIBIISIOTCS CriennUIHbIMH [ 1].

IIpu yneTpa3BykoBOM JepMackaHupoBaHun npu LAD
MOKHO BBISIBUTH ITOASIHIEPMAIIbHBIC Ty3bIPH, & TAK)KE HEKO-
TOpBbIE 0COOCHHOCTH OKpPYIKalolel TKaH! (BBIPAKEHHBIA OTEK
u nHpuUIETpanus) [45, 46].

HccnenoBanue ¢ moMomubpi0 KOHPOKaIEHONH MUKPOCKOTIUH
TIO3BOJISIET OMPENENNTh My3bIPH M YPOBEHb HX PACIIONIONKeE-
HUs, a Takke uHuIsTpar [47].

30JI0TBIM  TMarHOCTUYECKAM CTaHIapTOM OyJUIE3HBIX
JIEpMaTo30B SIBJISIETCSl METOJI MPSIMOM MMMYHOQITIOOpECIeH-
in (npsivas PU®). Metonom npsimoit PU® nenopaxenHoit
KOXXH BBISIBIISTIOT JIMHEHHYI0 uKcannio IgA Brois 6a3anpHON
MeMOpanb! Kak B lamina densa, Tak u B lamina lucida. B pen-
KHX CITy4asx BO3MO)KHA JuHeHHas ¢pukcanus [gM, 1gG, u C3-
KOMITOHEHTa KOMILIeMeHTa [2].

[Ipu uccnenoBaHuu CHIBOPOTKH METOAOM HenpsiMoil PUD
B 50% ciy4aeB BBISIBISIIOT HUPKYIMPYIOIIHE aHTHTeNa K Oa-
3aJbHON MeMOpaHe, HO THUTPHI BBISIBICHHBIX aHTHTEN HU3KHUE
(1:10-1:20). UyBCTBUTENBHOCTh METO/AA TOBBINIACTCA TPHU

e

Puc. 4. Taxxe 6onbHas. KoHpokanbHast MUKPOCKOIHS.
a — MHQUIBTPAT; 0 — IOAIIHACPMAIIBHBIH ITy3bIPb.
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HCIIOJIb30BAaHHMU B KaueCcTBE CyOcTpara Ouonrara, paciiernieH-
HOTO OTHOMOIIIPHBIM pacTBopoM NaCl [39].

IIpu nuarnoctuke LAD npuMeHSIOT Takke METO UMMY-
HOOJIIOTTHHTA 1 IMMYHOYJIEKTPOHHYTO MUKpOCcKomHio (MIDM).
[Tocnennsisi MO3BOJISIET ONPENENUTh 00dacTh (GuKcanuu IgA
[48—49]:

* cBETJIas IJIACTHHKA Oa3alibHOM MeMOpaHbI;

* 110 00€e CTOPOHBI TUIOTHOH IJIACTHHKN 0a3aJIbHOH MeM-
OpaHsbl.

[To nanubv J. Allen u F. Wojnarowska [50] meton nummy-
HOOJOTTHHTA SIBISIETCS] O0Jiee YyBCTBUTEIBHBIM, Y€M METOJ
Henpsamoil PU®.

Jleserne LAD mpoBomsT, Kak NMpaBMIIO, CYIb(HOHOBBIMU
npemnaparamu (CII) niam codeTaHHO# Tepanuell CHCTEMHBIMU
rmokokoptukocreponsamu (I'KC) u CII. Ilpu orcyrcTBHM
TIOPaKCHUS CIIM3UCTBIX 00O0JIOUEK MOJIOKHUTENBHBIA dPderT
HaOTIOMaeTCs TP Tepauy TaricoHoM B o3¢ 50-200 mr/cyt
nmn apyrumu CII, koTopsiit qocTuraeTcs yxe depes 4872 41
[51]. IIpu BoBIEUEHUH B MPOIECC CIU3UCTHIX 000JOYEK Ia-
LUEHTHI OoJiee PE3MCTEHTHBI K MOHOTEpAIMH JariCOHOM; B
9TOM CiTy4yae K ITPOBOIUMOM Teparuu 100aBIsIIOT CHCTEMHBIC
I'KC [52]. ITpu npotuBonokazanusx k CIT u cuctemusmv 'KC
mpernapaTaMy BeIOOpa SBJISIOTCS ITUTOCTATUKHU (A3aTHOTPHH)
WIN UMMYHOCYHIpeccopsl (nukiiocropuH A) [53-54]. Cymue-
CTBYET TPEIONIOKEHHE, YTO PE3UCTEHTHOCTh K MTPOBOTMMOM
Tepanuu HabIIogaeTCs MPH OTHOBPEeMEHHON puKcanuu IgA n
IgG, 4TO MPUBOAUT K KyMYJSTUBHOMY 3 (EKTy aHTUTEHHOM
crumyssiiuu [9]. Ilpu nexkapcrBennom LAD ormena nposo-
LUPYIONIETO Mpenapara MOKET HPUBOAUTD K KIMHUYECKOMY
Be3oposneHnio. P. Klein u coasrt. [55] Habmomanu 60mpHOTO
C BaHKOMUIIMH-UHIylIMpoBaHHbIM LAD, y koToporo nossie-
HHUE HOBBIX BBICBIIAHUH MPEKPATHIIOCH CITyCTs 2 HeJ| Iociie
OTMEHBI TIperapara.

IIpuBoanM coOGCTBEHHOE KIIMHIYECKoe HabmoneHne caydast LAD.

[TanmenTka 45 ner, JOMOXO03siKa, MOCTyNHJIa B KIWHHUKY
KOKHBIX ¥ BeHepuueckux Oonesneil nm. B.A. Paxmanosa [lepBoro
MI'MY um. U.M. CeuenoBa ¢ xanob6aMu Ha BBICBHITIAHHSA IO BCe-
My KOKHOMY IIOKPOBY, COIPOBOXIAIOIIUECS MYyUUTECIbHBIM 3yHOM.
BonpHa ¢ aBrycta 2012 ., Korna Ha KoKe BHYTPEHHEH MOBEpXHO-
CTH TIpaBoro Oepa, aKCHIUIIPHBIX M MaXOBBIX CKIAJOK ITOSBHIINCH
€IMHUYHbIE BBICBIMAHUS 0€3 3yJa, KOTOpbIE OBICTPO MOKPBIINUCH KO-
poukaMu. B KoKHO-BEHEpOIOrHYeCKOM AMUCIAHCEPE IO MECTY KU-
TEIbCTBA ObIT BBICTABNIEH AMArHO3 MUOAEPMUH 1 HA3HAUEH CyMaMesl
1 pacTBOp (PyKOpIFHA MECTHO, TTOCIIE YETO BHICHITAHUS ITOJTHOCTHIO
perpeccupoBany. B Hos6pe Toro ke roga oTMeTHIa MOSBICHUE Te-
HEepaJIM30BaHHbIX 3Yy/SIIUX BBICHITAHUN B BHJE MEIKHX HaIPsDKEH-
HBIX Iy3BIPBKOB U My3bIpei auameTpom 10 0,5 cM, pacmonoKeHHBIX
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Puc. 5. Ta )xe 60nbHas. UMMyHOTHCTOXHMUYECKOE HCCIICIOBA-
HHe OuomnTara.

Ha KOKe TYJIOBHIIA, IPEUMYIIECTBEHHO Ha OOKOBBIX OBEPXHOCTSIX.
IIpu moBTOPHOM OOpAIICHUU K IEPMATOJIOTY TI0 MECTY )KHUTEIHCTBA
HAa OCHOBAaHHMHU KIMHUYECKON KapTHUHBI OBLT MOCTABIIEH TUAarHO3 Tep-
neTuGOpPMHOTO JiepMaTuTa JfopuHra M Ha3HAYCHBI OC3TITIOTCHOBAS
JIeTa, MPEJHU30JI0H B 103€ 35 MI/CYT B COUETaHUH C KOPPUTHPY-
folel Tepamuei, nancoH B go3e 50 mr/cyt; mectHo — ['KC-masu
1 ¢ykopuuH. beIT pexoMeHI0BaH pUeM MPEAHU30JI0HA M0 CXeMe:
35 mr/cyT B TedeHue | Hel ¢ TOCIEAYIOIIUM CHIKCHHEM Ha 5 MT
B Hezpenmo. Ha ¢oHe mpoBoaMMON Tepamuy MpeKpaTuiioch MOsBiIe-
HUE CBEXHX DJIEMEHTOB, CTapble BBICHIIIAHUS PErPECCUPOBAIIH, 3y
OBUT MOJTHOCTBIO KynupoBaH. [Ipy CHIDKEHHH J03BI MPEIHU30JI0HA
JI0 5 MI/CyT cTajia OTMeUaTh MOSBICHUE STUHUYHBIX BBICHITIAHUI Ha
KOX€ TYJIOBHIIA, CONPOBOXKAAOMINXCS JIETKHM 3yIOM, TI0 TOBOAY
4ero K Bpady He obOpamayiach. CaMOCTOSATENIPHO CMa3biBaja Ouard
I'KC-mazsmu u dyxopuunom. Yepes rox (B despane 2014 1) mocne
CTPECCOBOU CHUTYaIllH MAIlMEHTKa OTMETHJIA MOSBJICHUE OOJBIIOTO
KOJIMYECTBA HOBBIX BBICBHIIAHUI, B CBA3U C Ye€M MOBTOPHO €€ TpOo-
KOHCYJIBTUPOBAJ JIepMartolior. J{o3a mpeaHn3010Ha Oblia yBeIMYCHA
¢ 5 mo 20 mr/cyt, no3a mancona — ¢ 50 o 100 mr/cyt. OgHako Ha
(hoHEe MPOBOAMMON TEpaIUK MOJNHAS PEMUCCHS HE ObLIa TOCTUTHY-
Ta, CAMHUYHBIC My3bIPHKH MPOIODKANK MOSBIAThCA. HecMoTpst Ha
9T0, OOJBbHAS CaMOCTOSTEIBLHO CHMKAla 103y MPEIHU30JI0HA Ha
5 mr 3a 7-10 gHeit. KoxHbIi poriece mpoaomkail IporpeccHpoBarh,
MOSIBIISTUCH HOBBIE BhIChINMaHus. Ilo atomy moBoxy B mae 2014 r.
O0JIbHAsT CAMOCTOSITEIEHO 00paTuiach U OblIa TOCTIUTAIU3UPOBaHA
B KJIMHUKY KOXKHBIX M BEHEpHUECKHUX Oojie3Hell uM. B.A. PaxmMaHoBa
Ilepsoro MI'MY um. .M. Ceuenoa Munsnpasa Poccun.

Ha MOMEHT rocnuranu3anuy mojyvana MpeaHu30ioH (5 Mr/cyT)
u narcoH (100 mr/cyr). Ilpm ocMoTpe Ha MOMEHT MOCTYIUICHUS

KOKHBIM TpOLIeCC UMEII PaclpOCTPaHEeHHBIH xapakrtep (puc. 2, 4,
0). Collb OOWMITIBbHASI, CHMMETPUYHAS, JTOKAIN30BaIACh MPEUMYIIe-
CTBEHHO Ha KoXKe TyjoBHIIa. OTMEYAIMCh TAKXKE BBICHINIAHUS Ha
KOK€ pa3ruOaTelbHBIX MOBEPXHOCTEH BEPXHHUX M HIDKHHX KOHEU-
HOCTCH, aKCHJSIPHBIX 00J1acTeil, 3a1HEH MOBEPXHOCTH IICH, JIUIA U
BOJIOCHCTOW YacCTH TOJOBBI. BBICHITaHUS OBLIN MPENCTaBICHBI BOC-
MaJUTEIbHBIMU TSITHAMH, BE3UKYJIaMH, €JAMHUYHBIMHU Iy3BIPSIMH C
IJIOTHOM MOKPBIIIKOW ¥ APO3USMH, TTOKPBITHIMHU CJIOMCTBIMH KOpPKa-
MU, HEMHOTOYHCIICHHBIMY JINHEWHBIMU dKCKOPHAIMSIMA (PHC. 2, 8).
B HekoTOpbIX o4arax BE3UKYJIbl M My3bIpH ObUIM CTPYIITHPOBAHBI U
pacronaraiuch Ha dpuTeMaro3HoM ¢oune. Pernomen Hukombckoro —
OoTpHIATEIBHBIN. [Ipr 0CMOTpE CIU3UCTBIX 000JIOYEK ITATOJIOTHH HE
BbIsIBJICHO. HOrTeBbIe MIacTHHBI He mopakeHbl. CyObeKTHBHO 00JIb-
HYI0 0€CTIOKOMII MYYHTEIBHBIH 3y/1.

W3 anamHe3a KHU3HU yIajIoCh YCTAHOBHUTH, YTO OOJBHAS B TEUC-
HUe 2 JIST IpuHUMalia pa3ndabie BAJ[ U1 CHUKEHUsT MacChl Tena.
Kpome Toro, cTpagaet aJuilepradeCKiUM PUHUTOM, BBI3BIBACMBIM pa3-
JIMYHBIMHU 3araxaMmu. HacniescTBeHHOCTh HE OTSrOIIeHa, COMYTCTBY-
IOLIMX 3200JI€BaHUI M BPEAHBIX IPUBBIUECK HET.

B ximHMKEe OBUIM TPOBENCHBI OOCIICIOBaHUS: OOLIMH aHAIU3
KpOBH, OOLIMI aHaIU3 MOYM, OMOXHMHUYCCKHI aHAIN3 KPOBHU, HC-
CJICIOBAaHHE TOPMOHOB IIIUTOBHIHOM JKEJIE3bl, UCCICAOBAHUE KPOBH
Ha aHTUTeNAa K DIMAJUHY U K SHIAOMM3HIO; TUCTOJIOIMYECKOE U HM-
MYHOTUCTOXUMHYECKOE HCCIIET0BAaHNUS HEM3MCHEHHOW KOXKHM Ilieda
BOJIM3M BBICHINIAHUH, YIBTpa3BykoBoe wuccienoBanue (Y3U) xoxw,
KOH(OKaTbHAsE MUKPOCKOIHS KOXKH. [apaiiesbHO ¢ 3THM TPOBOIUIIH
OHKOTONCK: aHaJIN3 KPOBH HA OHKOMApKEPhI PaKa TPyIH, SHYHUKOB U
TIOJIKEITYTIOYHON JKese3bl; Y3 mHUTOBUIHOM sKeNe3bl, MaMMOTpadus,
a30(aroracrpoayoneHockonusi, Y31 opraHoB OproIIHON MOJIOCTH.

B mpornecce OHKONIOMCKA BBISIBIICHBI Y3JIbI ITATOBUIHOM YKEIE3bI
0c3 IPU3HAKOB MaJMTHU3AIUH. Bce ocTambHbIC TOKa3aTelu B Ipeie-
J1aX HOPMBI (C Y4€TOM ITPOBOAMMOI TEpaTtn):

* B 00IIIeM aHAIN3€e KPOBH OTMEUCH CTEPOUIHBIN JICHKOIUTO3 OT
9,48 no 15,4 « 10°/n u ycxkopenne COD 10 21 mm/y;

Puc. 7. Ta ke 6onbHast. Kinnunyeckasi kapTHHa MOCIIE JICUEHUSI.
a — Ha CTIMHE; O — Ha OOKOBOM TMOBEPXHOCTH TYJIOBHILA.




* B OMOXMMHYECKOM QHAIM3¢ KPOBH: CTEPOH/IHASI TMIICPIIIHKE-
Mus 10 6,3 mmons/n (Hopma 4,1-5,9 Mmons/n);

* 00t aHaIM3 MOYH O3 MaToJIOTHY;

* FOPMOHBI IIIUTOBU/IHOM JKeJe3bl 6€3 MaTONIOTUH;

» onkomapkepel: CA15-3 13,3 EJl/mn, CA19-9 10,46 EJl/mn,
CA125 8 EJI/mn B mpenenax HOPMEI;

* 330()aroracTpoyoJ€HOCKOIHUS: HEIOCTATOYHOCTh KAPAUH;
KarapajJbHblil  pedutoKc-930(aruT, racTpoAyOACHHUT; IyOACHOIa-
CTpalibHBIN peduItoKC;

* AutuTena k muaauny IgA u IgG B mpeaenax HOpMBI, aHTHTENA
k sapoMusmio IgA n IgG (EMA) He 0OHapyKEHEL.

Hpu THCTOJIOTMYCCKOM HCCJICJOBAHHUU 6I/IOHTaTa BBISIBUJIN
cy0-3muiepMaIbHbIid Ty3bIpb U JepMalbHBIH MHUIBTPAT ¢ mpe-
obnajaHueM B HeM HeHTpoMiIbHBIX JeikonuToB (pue. 3); mpu
KoH(OKaTbHON MHUKpOCKOUK — AU(GY3HbINH HHOHIBTPAT B 00nacTH
SMUICPMO-JIEPMAIIBHOTO COCMHEHUS (puc. 4, a); My3bIpb, PacIono-
JKCHHBII cyOarmaepMansHo (puc. 4, 0); Ipy UMMYHOTHCTOXUMHYC-
CKOM HCCIIeIoBaHMM OnonrTara oOHapy:keHa JTuHeiHas pukcamusa [gA
B/IOJIb OazaybHON MeMOpaHsl (puc. 5); npu Y3U nopakeHHOH KoXH
— g dy3HOe CHIDKEHHE aKyCTUYECKOM INIOTHOCTH iepMBI (pHC. 6).

Ha ocHOBaHMU pe3ysibTaToB 00CiIe10BaH s OOJIbHOH yCTaHOBICH
JIMarHo3 JInHeiHoro [gA-3aBrcuMoro OyJIe3HOTO JepMaTo3a.

Ha mepBoM 3Tare B CBSI3M C OCTPOTOI Ipolecca Mmociie npose-
JICHHS] AUarHOCTUYECKOi Groricuy, KOH(POKAIbHON MUKPOCKOIIUK U
V3U koxu Obuta crienana uHbeKkIus Sol. Diprospani 2 mi1 BHyTpH-
MBIIICYHO; TPOIODKEH MpUeM farcona B go3e 100 mr/cyt u npen-
HHU30JI0HA (5 MI/CyT) B COYETAHHHU C KOPPUTHPYIOIICH Tepanueii; B
CBSI3M C MPUCOCIMHEHUEM BTOPUUYHON MUOJECPMHUU MIPOBENU 2 Kypca
CHCTEMHOH aHTHOMOTHKOTEPAITHH.

IMocne monyyeHus: pe3yabTaToB UMMYHOTHCTOXHMHYECKOTO HC-
CIIeOBaHUS 7032 MPEAHM30J0Ha Obla yBenumueHa a0 70 Mmr/cyT,
nponoipkeHa tepanusi gancoHoM (100 mr/cyT) u MecTHas Teparnust
(I'KC-ma3u u GpykopuuH).

Uepes 2 Hex mpornece MOITHOCTHIO KyInHpoBaiy (puc. 7), Hadato
CHIDKEHHE CyTOYHOH 03Bl MpeAHn3010Ha Ha 10 Mr B HeAemo.

IManueHTKa BbITECaHa Ha aMOyIaTOPHOE JICUYCHHE C IPUEMOM
npenHu3oiona B go3e 30 Mr/cyr ¢ peKoMeHIalueil AaabHEeHIero
CHIDKCHUS JT03bI HA 5 Mr B Henelto 1o 20 mr/cyT. B cBsi3u ¢ mosiB-
JICHUEM CIMHUYHBIX ITy3bIPHKOB Ha KOJKe OOKOBBIX IOBEPXHOCTEH
TyIOBHILA Ha (hOHE IpHeMa MpeJHU30I0Ha 20 MI/CYT 1032 JalcoHa
yBenuyeHa 10 150 mMr/cyT, a panbHellee CHIKEHHE TPETHU30I0HA
MPOJIOJDKEHO MO METOANKe CHIKeHHs1 cucteMHbIx ' KC, paspaboraH-
HOU Ha Kadeape KOKHBIX U BeHepuueckux OonesHeir [IMIMY um.
N.M. Ceuenona [56]. CormacHO 3TOH METOAMKE, 103y CHCTEMHOIO
I'KC oaun neHBb B HEZENIO CHIKAIOT HA /4 TAOIETKH, C TMOCIEIyI0-
[IMM BO3BpAIL[CHHEM K TPEABLAYIICH 03¢, B KaKAYI MOCICIYHO-
IIYI0 HEJIeII0 KPATHOCTh CHIKEHHUS 103bl Ha Y4 TabJIeTKH ¢ BO3Bpa-
IIIEHUEM K MPE/bILYIICH J103¢ YBEIMUYNBACTCS HA OJUH JICHb.

[To manHBIM JuTEpaTypsl [52], mpu JeYeHUN JTUHEHHOTO
IgA-3aBucHMOTO OYJUIE3HOTO JIepMaTO3a BO3MOKHO ITOBBIIIIC-
HHUE 7036l narncoHa 10 200 Mr/cyT A JOCTIDKEHHS TTOJI0KH-
TeNbHOTO 3P deKTa.

B nacrosimiee Bpemst LAD paccmarpuBaeTcst Kak 3abosie-
BaHME ayTOUMMYHHOI'O T'€HE3a.

Kmuamueckune mposeiaenns LAD wu repmetudopmHOTO
nepmaruta JropuHra cxoxku. B cmyuae mpeoOnamganus Oyi-
JIE3HBIX DJIEMEHTOB TpeOyeTcst npoBeeHue nuddepeHuaib-
Horo jguarao3a LAD c¢ OymiesnsiM nemdurongom JleBepa.

Knuanueckas kapTtuHa 3a00ieBaHUS HE MMEET MaTOTHO-
MOHHUYHbBIX CHMIITOMOB, B CBSI3U C YeM /ISl €r0 Bepu(pUKaLuu
MPOBOJATCS JIONOJIHUTEIIbHBIE MCCIeN0BaHMs. J{narHocTuka
LAD ocHoOBbIBaeTcsi Ha TMCTOJIOTMYECKOM U MMMYHOTHUCTO-
XIMHUYECKOM UccienoBannu (ipssmasi PU®) 6uontaToB KOXKH.
Jlns mpoBeIeHNS THCTOIOTHIECKOTO HCCIIe0BAaHMS Hanbomee
MH(OPMATUBHOW SBJISIETCSI OMOTICHST KOXKH, B3sTasi B 00JaCTH
sputemsl. J{ns npoenenus npsmoit PU® nposogurcs duor-
CUsl HEM3MEHEHHOTI0 yyacTKa KokH. B nmociieqnee Bpems cra-
HOBATCS AKTYaJIbHBIMUA HEMHBA3MBHBIE METObI IUArHOCTUKH:
B YaCTHOCTH KOH(OKaIbHasi MUKPOCKOIIHSI, KoTopast ipu LAD
MOXET 3aMEHUTh TUCTOIIOTUYECKOE HCCIICIOBAHIE, HEH30eK-
HO CBSI3aHHOE C TPaBMaTU3aLUEN KOXKHBIX IOKPOBOB.

JlepmaTto3 omIMYaeTCs YIOPHBIM TEYEHHEM M TpeOyer
WHAUBUYAJIBHOTO MOAXOAa K JICUCHHIO O0O0JbHOro. MoHO-

POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

Tepanusi Cylb(OHOBBIMU MperaparaMyd 4acTo OKa3bIBaeTCs
HeapdexruBHOM. bomee 3ddexktuBHa coueTaHHAs Tepamnus
cucteMHbiME 'KC 1 cynb(OHOBBIME TIpemapaTaMu, OIHAKO
OHa TpeOyeT MOCTOSTHHOTO HAOMIONEHUS 3a MallMEHTOM B CBSI-
3M C BO3MOYKHOCTBIO Pa3BUTHUS OCIOKHEHHIH.

B nacrosimee Bpemss LAD paccmarpuBaercst Kak camo-
CTOATENIbHASA HO30JIOTHUYECKas (popma, BXOASIIAs B TPYIITY
OyJUIe3HBIX JEpMAaTO30B. 30JIOTHIM JHATHOCTHYECKUM CTaH-
naproM quarHoctuku LAD siBnsieTcs BbLsiBIeHue crienudu-
YeCKUX M3MCHEHHUH KOXKM B BUJC TUHEHHOW ¢ukcanuu [gA
BIONH ©Oa3zampHON MemOpanbel. Tepamms 3TOro aepmarosa
CXOJIHA C JIeueHHeM repretuopmHoro aepmaruta Jropunra:
npenaparamu repBoil gunuu sBisitorest CII, npu Heapdex-
THUBHOCTH KOTOPBIX Ha3HauyaroT cucremHbele [ KC B cpemHux
TEpaneBTUIECKNX J03ax.
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XpoHnyeckass KpanMBHULA: MOAX0/ K JUATHOCTUKE
CpeaM Y3KHUX CIeNHAJUCTOB U Bpadeil o01eil MpakTUKN

B Poccun

Konxup I1.B.", Onucosa O.10."?, Kouepeun H.I'"?, Cynatimanos I11.4.°

'Hay4Ho-HcCIe10BaTeNnbCKuil OTAEN MMMYHO3aBHCHUMBIX JepMaro3oB (3aB. — mpod. H.IL
Koueprun) HayuHo-uccie10BaTeIbCKoro HeHTpa; “Kadeapa KOKHBIX U BeHEPHYECKUX 00Iie3-
Heit (3aB. — mpod. O.}O. Onucosa) neuednoro dakynsrera [BOY BIIO Ilepsoiit MIMY nm.
N.M. CeuenoBa Munsapasa Poccun, . Mocksa, Poccust; *Omickast Mexo01acTHast 00beTHHEH-
Hast KITMHu4eckast OonpHuna (aupexrop — npod. LI.A. Cynaiimanos), PeciyOnuka Keipreizcran

Xponuueckas kpanusnuya (XK) — wupoxo pacnpocmpanennoe kodjcroe 3abonesanue, xapakmepusyroujee-
€51 NOYUMU eJICeOHEeBHbIM NOABNIeHUEM B0NI0bIPel, 3y0d, UHO20A AH2UOOMEKO8, U COXPAHAIOWeecs 68 meueHue
bonee 6 ned. Llenv pabomvl — uzyuenue uHGOPMUPOSAHHOCTU 6 OONLULON KO2OpMe Y3KUX CReYUaIUcmos
(annepeonoeos, depmamonoeos) u epaell ooujeti nPakmuxy (neduampbl, mepaneémovl) U3 pa3HvIX 20p0008
Poccuu o memooax ouaenocmuxu, npumensemvix npu XK, nymem oyenKu 3HAHUS MeHCOYHAPOOHBIX U HA-
YUOHATLHBIX KAUHUYECKUX PEKOMEHOAYULl U CO2NACUmMeNbHbIX OOKYMeHmos. B uccnedosanue npuenacunu
1500 epaueii (350 annepeonozos-ummyrnonozos, 500 oepmamonocos, 300 neouampos, 350 mepanesmos).
Tocne uckniouenus awkem ¢ deexmuvlmu 0isi 00pabomrku OaHHbIMU 8 uccredosanue exkaouuiu 300 ankem
epauet, uz nux 60 (20%) annepeonrozos-ummynonoeos, 108 (36%) oepmamonozos, 61 (20,3%) neouamp,
71 (23,7%) mepanesm. U3 6cex onpowennvix spaueil 42,7% oxasanuco 3HAKOMbl ¢ HAYUOHANLHLIMU U 3d-
PYOeACHBIMU KIUHUYECKUMU peKomeHOayuamu no ouaznocmuke XK. Hngopmuposannocms aniepeonioeos
oxaszanacw eviuie, 4em y mepanesmos, 6 4,9 pasz no cpaguenuto ¢ neouampamu 6 2,9 pasa, oepmamonozamu
62,3 paza (', = 76,110; p < 0,0001; V = 0,504). Bpauu, ne snaxomple ¢ coanacumenbHbLMu OOKYMEHmami,
6 Oonvuell cmenenu 8pavll NePeUIHO20 36eHa (mepanesmul, NEOUAmMpyl), ObLIU CKIOHHbI K HEONMUMATb-
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