OIIMNBKYU TUATHOCTUKHU F'EPIETU®OPMHOTO TEPMATO3A
JTIOPUHT A

Konoc 1O.B., JIykbanoe A.M., /leeuens M.B.
Benopycckuii zocyoapcmeennbiii MeOUYUHCKUIL yHUGEpCUmem
PHIII] 3nudemuonozuu u Mukpoouoiozuu
I'. Munck, Pecnyonuxa benapyco

Beenenne. I'epnerudopmuniii aepmaro3 [Hropunra (I'JIJJ) — xpoHudeckoe
peuuanuBUpyoliee 3a00JieBaHUE W3 TPYNIbl AyTOUMMYHHBIX OYJIJIE3HBIX JEPMAaTO30B.
SIBnsieTCss KOKHBIM MPOSIBIICHUEM TIIOTEH-UYyBCTBUTEIBHOM SHTEponatuu (TIIOTEH -
O€JIOK 3JIaKOB, MPUCYTCTBYIOIIMM B MIIICHUIIE, PXKU, SUMEHE, a TaKKe B THOpUIAX ITUX
3epen) [1-7].

B martorenese maHHOro 3a00JjieBaHUS BayKHAs POJb MPUHAIJICKUT T€HETUYECKON
npeapacnonoxeHHoctn. [lokazana ctporas aacomumanus ¢ amtensmu  HLA-DQ2
(A1*0501, B1*02) y 90% mnanueHTOB C Ieluakueil U reprneTuOpMHBIM JIEpPMaTO30M
Hropunra. Amnenmn HLA-DQ8 (A1*03, B1*03) mpucyTCTBYIOT y OCTAJIbHBIX MAIIHEHTOB
C JJaHHO¥ HO30yI0THEH [1,7].

Knununyeckas kaptuHa reprnetudopMHoro aepmarosa JropuHra xapakTepu3yeTcs
CUMMETPUYHBIMA  CTPYNIUPOBAHHBIMU  MOJUMOP(HBIMU  BBICHITTAHUSIMU: TAITyJIaMH,
My3bIpbKaMU, PEXE TMYy3bIPSIMU, YPTUKAPHBIMU U JSPUTEMATO3HBIMH DJIEMEHTAMH,
KOTOpPBIE B TOCJIEIYIOIIEM OHBOJIOLHOHUPYIOT B 3pPO3UHM, KOPOUKH, 3KCKOPHUALIMH.
DOneMeHThl  ChIMIM  TPEUMYIIECTBEHHO  JIOKATU3YIOTCS ~ HA  pa3ru0aTesIbHBIX
MMOBEPXHOCTAXKOHEYHOCTEH, 0COOCHHO B O0OJIACTHU JIOKTEBBIX M KOJICHHBIX CYCTaBOB, Ha
ATOMIIAX, B KPECTIIOBOM M MEXKIJIOMATOYHOM 00JIacTAX, a TaKXKe Ha JIUIE MO JIMHUH
pocta Bosioc. Crnu3ucThie 00OJIOUKM BOBJIEKAIOTCS B Tporiecc peaxo. CyObeKTUBHO
MAlMEHTOB OECTIOKOUT 3YJl Pa3IMYHON MHTEHCHUBHOCTH, a TAKXKE OIIYIICHHE KKEHUS U
MOKAJIBIBAHU, 3a4aCTyIO TPE/IICCTBYIONINE BhIChIManusm [1-3,5].

«30710TBIM ~ cTaHAapTom» auarHoctuku ['J[J[ aBisiercs mnpsimas peakuus
UMMYHO(IIFOOPECIIEHIIUA € KPUOCPE3aMUOMONTATOB KOXH TMAIlMEeHTA, BBISBIISIONIAS
crienupuyHbIE ayTOAHTUTEIAa B BUICTPAHYJSIPHBIX OTJIOXKEHUHIgGA Ha Bepxylikax
COCOYKOB JiepMabI [1-4,6,7].

CepoJsiornueckue METO/IBI JTUAarHOCTHUKU '/ (HempsiMasi ~ peaxuus
UMMYHO(IFOOPECIICHIIUU, HWMMYHO(PEPMEHTHBIN aHaN3)ONpPeIesaoT CreuupuIHbIe
ayTOAHTHUTEJA B CHIBOPOTKE KpOBH maiueHTa. Hambosiee 4yBCTBUTEIBHBIM CyOCTpaTOM
JUISL  HENpsIMOM  peakiud UMMYHO(MIIOOPECIICHIIUN  SIBISICTCST TI€UYEeHb O0O0E3bsIHBI,
omnpenensomas creinupuansie [gAnpoTus sH10MU3NYyMa [1-4,6,7].

NmMmyHOpEpMEHTHBIM aHalu3 ¢ PEKOMOWHAHTHBIMU AQHTUTEHAMU - OJHUH U3
HanOoJsiee YyBCTBUTEIBHBIX U crielU(pUIHBIX MeTo/10B AuarHoctuku ['JI/[.B HacTosmiee
BpemMs ¢ nomompro MDA B OCHOBHOM  ONpENENAIOTayTOAHTUTENA K



TKaHEBOIi/ BHHI[epMaHBHOﬁTpaHCFHIOTaMHHaBCI/I AC3aMUHHUPOBAHHBIM nenTuaamM

riaaiHa. MOHUTOPUHT JaHHBIX AyTOAHTHUTEN B CBHIBOPOTKE KPOBU TaKKE MOXKET
WCIIOJIb30BATHCS JJIST OIICHKH COOJTIOICHUS TTAIUSHTOM Oe3TIoTeHOBOM aueThi[1-4,6,7].
Heapr wuccienoBaHWsi: OICHUTh CTENEHb PACXOXKICHUSKIMHUYECKOTO U
CEpOJIOTHYECKOT0  JMarHO30B Yy  TAIMEHTOB ¢  KJIMHUYECKUM  JIMAarHO30M
repreTudopMHOTro JiepMarosa JlropuHra.
Marepuaasl U Metroabl. B wuccienoBanue BrIoYaiu 17 mMalueHTOB €O
CICAYIOIIUMHU KIMHUYeCKUMU quarno3zamu (mo MKb 10):

o L 13.0 I'epnetudopmusiii aepmaro3 Jropunra (n=14);

o L 13.0 I'epnetudopmubiii nepmaro3 Hiopunra m L 10.0 Bynbraphas
my3bipuaTka (N=1);
o L 13.0 I'epnetudopmusiii nepmato3 ropunra m L 10.2 JlucroBuaHas

my3bipuaTka (N=2).

Bospact 00cnemoBaHHBIX MAIMEHTOB COCTABSUIOT 37 mo 82 Jer, cpeaHui
Bo3pacT — M(S) — 65,12(13,77)1et, reHaepHOe pacipeae/ieHue — MYKUHHBI)KCHIIUHBI =
3:14

CeposlorHYeCKHii ~ OMarHo3  BBICTABISUIM  HA  OCHOBAHMHM  PE3YJITATOB
UMMYHO(DEPMEHTHOIO aHajKM3a ¢ PEeKOMOMHAHTHBIMH aHTHI€HAMH C HCIOJIb30BaHHEM
TecT-cucteM Kommanuu Euroimmun (I'epmanus). HaznaueHre OaHHBIX TECT-CHCTEM, a

TakK€ YyBCTBHUTEIBHOCTh M  crenuuyHOCTh (10 JaHHBIM  TIPOU3BOIHUTEIIs)
npejcTaBiieHa B Tabnuie 1.
Tabnuna 1 — Xapakrepuctuka tect - cuctem MDA
Ha3zBanue Ha3znauenue YyBcTBH- Cneumn-
TeCT-CHCTEMBbI TeJbHOCTh | (PMYHOCTH
Euroimmun Anti- BrisBrisser ayroanTuTena K 96,1% 99,1%
Desmoglein 1 ELISA necMmornenny | mpu
(IgG) AKaHTOJIUTHYECKON
y3bIpUaTKe
Euroimmun Anti- BrisBiseT ayroanTuTena K 100% 99,6%
Desmoglein 3 ELISA JCCMOTJICUHY 3 MpU
(IgG) AKaHTOJTMTUYCCKOU
My3bIpUaTKe
Euroimmun Anti- BrisBrisseT ayroanTuTeNna K 85,7% 98%
Envoplakin ELISA SHBOIUIAKUHY TPU
(Ig G) apaHeoIlIaCTHIECKOM
My3bIpUaTKe




Euroimmun Anti-BP 180 | BeisBiseT ayroaHTHTEA K 89,9% 97,9%

-4X ELISA (Ig G) AHTUTCHY

Oynne3HoroneMdurouna 2

(BP180)
Euroimmun Anti-BP 230 | BeisBiser ayroanTuTena K 56,8% 97,4%
ELISA (Ig G) AHTUTCHY

OymiesHoronemguronsaa 1

(BP230)
Euroimmun Anti-Tissue | BeigBiser ayroaHTHTEda K 95,7% 98,0%
Transglutaminase ELISA | TkaneBoHTpaHCIIIIOTAMHHA3
(IgA) € pu repreTuGOpMHOM

nepmarose Jropunra

Euroimmun Anti-Gliadin | Beiseisier ayroantuTena K 82,3% 95,9%
(CAF-3X) ELISA(IgA) | nezaMHHHPOBAHHBIM
MEeNTUAaM U3 IIMaJuHa IpH
repreTuopmMHOM
nepmarose JropuHra

Pesynbrar TEcTa CUMTANM IOJOKUTENBHBIM NPH KOHLUEHTPAMH AYTOAHTUTEI
BBIIIIE WJIM paBHO moporoBomy 3HaueHuio (Cut-off): 20 OEx/mn (mnst Tecr-cucrem,
cogepxkamux  gecmorienH 1, gecmorinenH 3, antureH BP180, anTuren
BP230,TKaHeBYIOTPaHCTIIOTAMHHA3Y), 25 OEn/mn (nst TECT-CUCTEMBI,
coJlepKallle/Ie3aMUHUPOBAHHBIE  MENTHAbl  IiMaguHa). JId  TeCT-CHCTEMBI,
COZIEPIKALLEUIHBOIUIAKAH TECT CUUTAIM ITOJIOKUTEIBHBIM IIPH 3HAYEHUHU ONTHYECKOU
miotHocTH BhIe 0,306.

Cratuctuueckyto  oOpabOOTKy  MOJyYEHHBIX  JAHHBIX  MPOBOJAMIM  C
ucnons3oBanueM mporpammbel STATISTICA 10.0. HopmansHOCTE pacnpeneneHus
KOHIECHTPAIMA AYTOAHTUTEN OLUECHUBAIA ¢ momoulpto kputepus [llanupo-Yunka. s
CPaBHEHMS PA3JIUYUN KOHLICHTPAIUX ayTOAHTUTEN B TIOJIOKUTEIBHBIX U OTPULIATENBHBIX
CBIBOPOTKaxX  HCIIOJB30BaNIM  MapaMmeTpuuecknid  t-xpurepuid  CrTbrOJeHTa  1JIA
HE3aBUCUMBIX BBIOOpPOK (B cllyyae HOPMaJIbHOIO paclpeiesieHus), a Takke
HemapamMeTpuueckuii  kpurepudd  ManHa-YutHu (B cllydyae  HEHOPMAaJIbHOTO
pacripeieneHus).

Pe3yabtatbl U o0cy:xkneHue. [lomydeHHbIH Mpu UMMYHOGEPMEHTHOM aHAJIM3E
MOJIEKYJISIDHBIM CHEKTp ayTOAHTHTEN y OOCII€JOBaHHBIX NAIlMEHTOB IMPEICTABIICH B
Tabnuie 2.

Tabnuma 2 — MonekyJIsipHbIi CIIEKTp ayTOAHTUTEN Y 00CIIeTIOBAaHHBIX MAIlUEHTOB



Ne | Knunu- AHTHUTENA K Cepouio
/I | YeCKHUH rude-
nuar- |TJIMaay | TKaHeBou | necMo-| aecmo-| BP180 | BP230 | sHBO- | ckuiimu
HO3 Hy | TpaHc- rineuny | raeuny| (19G), | (19G), | mwma- | ar-umos
(IgA), | rmrotamu-| 1 3 OEn/ | OEn/ | xuny
OEn/ | maze (19G), | (1gG), | M v | (1gG),
MU (1gA), OEn/ | OEn/ OI1
OEn/mn MJI | MII
1 | | 659 | 1090 | 141 | 556 [34945]| 16,75 | - BIT’
2 raa | 3,59 3,91 0,68 3,29 6,98 | 18,25 - ?
3 | rag | 913 27,84 0,83 | -0,57 | 10,64 | 15,57 - 11
4 | TO4O | 2,47 12,44 -0,41 | 2,20 6,37 8,58 - ?
5 | TOO | 1,34 10,04 1,49 | -0,47 | 195,34 | 281,59 - BI1
6 | 11 | 23,13 18,32 -0,78 | 20,02 | 8,10 | 19,25 | 0,393 [
7 a7 | 11,28 2,19 19,30 | -0,18 | 5,86 | 29,02 | 0,161 BIT
8 | A | 3,88 2,57 6,90 2,20 | 12,58 | 368,73 | 0,443 [1IT
9 raa | 3,97 5,64 4,41 3,48 | 300,02 | 30,08 - BIT
10 | T4 | 25,38 22,67 1,71 | -057 | 4,95 | -0,75 - I'J1T
11 | rag | 1,34 6,50 2,00 1,70 | 65,55 | 13,50 - BIT
12 | TOJ | 4,34 7,07 591 | 75,53 | 8,75 | 20,83 | 0,377 111
13 | raJ | 9,88 25,45 596 | -156 | 2,76 | -3,45 - 0
14 | T4 | 20,09 13,56 8,05 | -1,04 | 47,37 | 45,47 0,3 BIT
15 | WP 1 2600 | 162 | 4917 |27884| 637 | 1267 | 0,146 | AT
16 | VM| 7444 | 580 | 8876 | 287 | -013 | 1981 | - | AV
17 | 70V 8605 | 041 | 547 | 351 | 388 | 1980 | - | TAX

LTI - reprnetudopmublil nepmato3 lropunra; BII — BynbrapHas my3slpyaTka;

JIII — mucroBuanas myseipuarka; lIII —mapaneoruactuueckas mysbipuarka; bII —
OyJIe3HbIN TeMpUrouI.

AyToaHTHTENla K TKAaHEBOW TpPAHCTIIOTAMHUHA3¢ W/WIM K JE3aMHHHPOBAHHBIM
MeNTHIaM TJIMaIMHAB JHArHOCTUYCCKH 3HAYMMBIX KOHIIEHTPAIUAX OBLIN OOHAPYKCHBI
TOJIBKO B 6 Cly4yasx MaueHTOB ¢ KauHUYeckuM auarHozomL 13.0 T'epnetudopmubiii
naepmato3 JIfopuHra, 4To CepOIOTHYECKH MOATBEPIKAAI0 JaHHbIN auaruos3 [1-4,6,7].

KoHnenTpanun ayToaHTUTeNl K JA€3aMUHUPOBAHHBIM TENTHIAM TJIMAJMHA B
MOJIOKUTENBHBIX CHIBOPOTKAX XapaKTEPU30BAIUCh HOPMAJILHBIM paclpe/eIeHHEM
(p>0,05), MuHuUMalbHAs KOHIIGHTpAlMs ayToaHTuTesll cocrtaBwia 25,38 OEn/mu,
makcumainbHas — 86,05 OEx/ma, M(S) — 52,99(31,83). KonmeHTpaiiuu ayToOaHTUTEN B



OTPUIIATETLHBIX CHIBOPOTKAX XapaKTEPU30BAIUCh HEHOPMAJIBHBIM paclpeeICHUEM
(p<0,05). MunMMaIpHOE ¥ MAaKCUMAIIbHOE 3HAYCHHUE KOHIICHTpAIMiA cOCTaBUIO - 1,34 n
23,13 OEa/mn coorBerctBeHHo,Me(25-75%) — 4,34(3,59-9,88). Paznuuus B
KOHIIEHTpAIlMM  ayTOAHTUTEA K  JIE3AMUHUPOBAHHBIM  MENTHUJAM  [JIMaJMHAB
MOJIOKUTENIbHBIX U OTPUIIATENBHBIX CHIBOPOTKAX OBLIM CTATUCTHUYECKH 3HAYMMBIMU
(U=0, p=0,003886).

KoHueHTpanuu ayToanTUTeN K TKAHEBOM TPAHCTIIIOTAMUHA3EB MOJIOKUTEIbHBIX U
OTPUIIATEIBHBIX CBHIBOPOTKAX XapaKTEPU30BAIMCH HOPMAIBHBIM paclpeeIcHIEM
(p>0,05). MuHHMaTbHAS KOHIICHTPAIMS ayTOAHTUTEN B IOJIOKUTEIBHBIX CHIBOPOTKAX
cocraBuna 22,67 OEn/miu, makcumanbHas — 27,84 OEx/mn, M(S) — 25,32(2,59); B
OTPHIIATEILHBIX CBIBOPOTKAX — -5,471 19,3 OEn/Mn coorBercTBeHHO, M(S) — 7,15(5,29).
Pa3znmuuvss B KOHIIGHTpAlid ayTOAHTUTEI K TKAHEBOW TPAHCTIIOTAMHUHA3€¢ B
MOJIOKUTENBHBIX M OTPHIATCIIBHBIX CHIBOPOTKAX OBLIM CTATUCTUYCCKA 3HAYUMBIMU
(t=5,69, p=0,000043).

B 3 ciydasix MONEKyJISpHBIN CHEKTp ayTOAHTHUTEN CBUICTEIHCTBOBAI B IOJb3Y
MapaHeoIIaCTUIECKON MMy3bIpUaTKy (ayTOAHTHUTENa K SHBOIUIAKMHY B COYETAHHH C
ayToaHTuTeramMu K jgecmorienHy 3 w/wiu BP 230 B AMarHOCTMYECKH 3HAYMMBIX
KOHIIeHTpanusx) [1-4,6].

B 2 cnyudasx ayroaHTuTena KTapreTHBIM IPU ayTOMMMYHHBIX OyJUIE3HBIX
JepMaTro3ax aHTHUTeHaM OOHapy>KeHbl He ObUIM, 4YTO TpeOoBajo JajbHEHIIero
JTUATHOCTUYECKOTO TTOUCKA.

B 6 ciy4asxB AMarHOCTMYECKH 3HAYUMBIX KOHIICHTPAITUSAX OBLIM BBISBICHBI
ayToaHTUTeNa K aHTureny OymesHoronemburonaa 2 (BP 180) w/uiu aHTtUreHy
oynnesnoro nemdurouaa 1 (BP 230), yto ceposnornueckuBepuuiiumpoBaio Oyae3HbIi
nemgurona[l-4,6]. B OonpIIMHCTBE Ciy4aeB 3TO OBLIM MAIMEHTHI cTapiie 74 Jer,
KOTOPBIM BBICTABIISIICS KIMHUYECKUN TUArHo3 Oyiie3HOoW (GopMbl reprneTudopMHOTO
nepmarosa Jropuara. Heo0XxoauMo OTMETHTH, YTO B TOKUIIOM BO3pacTe OyJIe3HbIN
neM@urous; SBISETCA CaMbIM PACHPOCTPAHCHHBIM AYTOMMMYHHBIM  OYJIJI€3HBIM
nepmatozom [1-4]. ITosTomMy B JaHHOW BO3PACTHOM TpyNIeOysUIe3HbIH HeM(pUrona
HE0OX0AMMO 0053aTeTbHO BKIIIOYATh B KPYyr AuddepeHnnanbHo - AUArHOCTUYECKOTO
MOMCKa, 0COOEHHO B CITy4ae HAMYUS XapaKTEPHBIX OyJIJIE3HBIX 2JIEMEHTOB (PUCYHOK 1).



Pucynox 1 — IlammenTtka 74 7neT C CEpOJOTHYECKH BepUDUIIMPOBAHHBIM
JIMarHO30M OyJIIe3HOroneMpuronaa

Taxum oOpa3om, Mo pe3ynbraraM UMMYHO(DEPMEHTHOI'O aHalIMW3a KIMHUYECKUN
AMarHo3 repneTu@opmMHOro aepmaro3a J(opuHra ObLT MOATBEPKAECH CEPOJOTHUYECKH
TobKO B 6 ciydasx (35,3%), B 6 ciayuasnx(35,3%) Obu1 BepuduIMpoBaH OyIUIC3HBIHN
nemburons, B 3 caydasx  (17,6%)MoneKynSpHBI  CIIEKTP  ayTOAHTHTEN
CBUJECTEIHCTBOBAII B II0JIb3Y ITapaHEOIIACTUYECKON IIy3bIPYATKH. B
2cny4vasx(11,8%)auarno3  ayrouMMyHHOTO  OyJUIE3HOTO  Jepmaro3a He  ObLI
MOJITBEPKJICH CEPOJIOTHUECKH.

BeIBOALI:

1. [To pesynbraTaMm HMMYHO(PEPMEHTHOTO aHalu3a C PEKOMOMHAHTHBIMH

aHTUTE€HAMU THUNepauarHocTuka repretudopmuoro Jlepmaroza [liopuHra cocraBuia
64,7%.

2. bynnesnsrii meMuronamomkeH BKIIOYATHCS B KPYr auddepeHnraIbHo
JMArHOCTUYECKOTO MTOUCKA MPH My3bIPHOM CHHAPOME B CIy4ae MOXKHUIIbIX MalUEeHTOB.
3. NvmMyHOGEpMEHTHBIN aHANW3 ¢ pEKOMOMHAHTHBIMU aHTUT€HAMHM SIBIISICTCS

BBICOKOYYBCTBUTEJIBHBIM U CIIEUU(DPUUHBIM AUATHOCTUYECKUM METOOM, UYTO MO3BOJSET
B OOJIBIIMHCTBE CIIy4aeB BEpUPHUIMPOBATH JAMATHO3 AayTOMMMYHHOIO OyJIJI€3HOTO
JepMaTro3a Ha OCHOBAHMM IIOJIYYEHHOI'O MOJIEKYJSIPHOIO CIIEKTpa ayTOaHTUTEI.
JIaHHBIN METOAMOXKET ObITh PEKOMEH/I0BAH JJIsl IPAKTHYECKON MEIULIUHBI.
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