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AKXTyanbHOCTb.
I—Ipoé/\elvla LeAViakun akTyanbHa MOTOMy, yuTo 3aboneBa-
HWE NOPaxaeT He TOAbKO TOHKYHO KULLIKY, HO Y CTAHOBMT-
CA MPUYMHON OYHKLIMOHAABHbIX PACCTPONCTB M 3aboAeBaHUI
XEAYAOUHO-KMLLIEYHOro TpakTa (Aanee — XKT) n Apyrux cuctem
(HEPBHOM, 3HAOKPUHHOWM, MOAOBOM, KOCTHO-MbILLIEYHOM U AP.).

LleAvakuss paccmaTtpuBaeTcsi, Kak NpeApakoBOe COCTOS-
HWE, MOCKOAbKY CYLLECTBEHHO YBEAMUMBAET PUCK XMIHEHHO
OnacHbIX MaTOAOrMYECKMX COCTOSHWM: TOHKOKWULLEYHON AUM-
dOMbI, paka pasAMUHbIX OTAEAOB MULLEBAPUTEABHOTO KaHaAa
N KMLLEYHbIX KPOBOTEUEHUI [4].

Llenvakusi (TAtoTeHOBasi aHTeponatusi, 6one3Hb [u-TepTte-
pa-fenbHepa, KWLWEYHbIN (MHTECTUHAAbHbIN) MHOAHTUAU3M,
HeTponMyeckas crnpy, MAMONaTMYeckasa creatopes) — XPOHU-
yeckoe ayToMMMYyHHOe 3aboneBaHWe, mopaxarollee nulie-
BapPUTEAbHbIN KaHaA FreHETUUYECKM NPeApacnoAoXeHHbIX (HLA-
DQ2, HLA-DQ8) Au1u, MMEeoLMX HENEPEHOCUMOCTb OCHOBHOTO
6enKa 3AaKOB MKTEHA.

LieAnakus BbI3bIBAET XPOHUUYECKOE BOCNAAEHWE CAU3UCTON
o6onoukn (panee - CO) TOHKOW KULLKKM, BEAyLLEE K ee aTpo-
duKn, MarbabcopbLUUK U, KaK CAEACTBUE, BOSHUKHOBEHMIO pas-
HOO6Pa3HON KAMHWYECKOM CUMMTOMATUKM C BO3MOXHOCTbIO
NMOAHOrO BOCCTAHOBAEHUSI apPXMTEKTOHUKW OpraHa B OTBET Ha
NnpeKpallleHUe KOHTaKTa ¢ TEHOM.

AHraniickuii Bpad S.Gee B 1888 roay Aan nepBoe AeTanbHOE
onMcaHue KAMHMYECKOrO CMHAPOMa LeAvakuu. U3 ero Tpyaa
MOLIAO CMHOHUMWYECKOE Ha3BaHWE LEAMAKUKU — TPOnMuyeckas
cripy (TEPMMH «Crpy» OT TOAMM@HACKOrO Sprouw-Sprue - neHa).

B 1908 roay Herter uspan kKHury ¢ noppobHbIM onvcaHuem
LeAMakuu. Tocae 3Toro LieAMakus npuobpena «aBTOPCKOe» Ha-
3BaHWe, BKAOUYABLLEE MMEHA ee BeAyLUMX UCCAEAOBATENEr -
6onresHb Mn-leptepa [4,7].

Aatckum BpadoMm K.Dicke B 1951 roay 6bIA0 AOKa3aHO, UTO
MPOAYKTOM BbI3bIBAOLLMM LEAUaKMIO, ABASIETCA OENOK 3NaKOB
TAtOTEH, MO3TOMY CYLLEECTBYET €Llle OAHO Ha3BaHWe 3aboneBaHUS
- I\KOTEHOBas SHTeponaTus.

KAMHMYECKasa KapTHa LEAMAKUMKM OYeHb pas3HoobpasHa, uTo
NO3BOASIET MHOTMM aBTOpaM HasbiBaTb ee «Beankum Munmom»
[6,7].

3nmnaemmonorus. Y B3pOCAbIX LEAVAKKSA, Kak MpaBuAO, Avar-
HOCTUpPYeTCSst He paHee, ueM vepe3 10 AT OT NOSIBAEHMS NePBbIX
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Puc.1. <Mopenb aricbepra» pacnpocTpaHeHHOCTU LeAMaKnn
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KAMHUYeECKWX Npu3HakoB 6oae3HW. B EBpone Ha kaxabli cAydyait
YCTaHOBAEHHOIO AMArHo3a LeAmakum npuxoamntca 5-13 HeBbIsiB-
AEHHbIX cAyyaeB [3]. Lieavakus pacnpocTpaHeHa BO B3POCAOM
nonyAAaUMM GOAbLLMHCTBA CTpaH Mupa ¢ yactotoi ot 1:100 ao
1:300 nan 0,5-1% obuer nonyasumm [4,5,12]. bore3Hb MOXET
BrepBble NPOSIBUTLCS Kak B AETCTBE, Tak My B3POCAbIX. COOTHO-
LUEHWE XEHLUMH K MyXunHam cocTtaBasieT 2:1. Lleavakua value
npotekaeT 6e3 racTPOMHTECTMHAABHbLIX CUMMTOMOB, YTO AEAAET
AVArHoCTUKy 3a60AeBaHWSI AOCTAaTOUYHO CAOXKHOMN.

B 1991 roay R.Logan npeactaBuA pacnpocTpaHEHHOCTb Lie-
AMaKUW B BUAE «MOAEAM aicbeprar (puc. 1). B atoi moaean BeA
pacnpocTpaHeHHOCTb 3ab0AeBaHMsI OTpaxaeT oblwWi pasmep
«ancbeprar». Koamuectso cayuaeB 3aboAeBaHWI, KOTOpbIE MMe-
tOTCS B MOMYASILMM B AQHHbIA MOMEHT BPEMEHU, NMPUOAUIUTEABHO
OAMHAKOBO BO BCEM MWpE, XOTA YPOBEHb «BaTEPAVHUM» MOXET
AMHAMMWYHO CMELLATLCA, B 3aBUCUMOCTU OT pervoHa U KOHTU-
HeHTa. BbISIBAEHHbIE KAMHUYECKME CAyYan 3abOAEBaHMUA YCAOB-
HO PaCMOAOXEHbI Hap «BaTePAMHUENW», TOTAG KaK 00AaCTb HMXe
«BaTEPAVHUM» OTPaXaeT KOAMYECTBO CAYYAEB HE AMArHOCTUPO-
BaHHOW LeArakun. Kpome Toro, cylectByeT ocobas obaacTb,
TaK Ha3blBaeMas «A\@TeHTHas» LeAMaKus, AeXallas B OCHOBaHUU
«ancbepra». OHa OTpaXaeT COCTOSIHWE MOTEHLMAAbHOM (reHe-
TUYECKOM) NPEAPACTIONOKEHHOCTU K LIEAMaKMK, KoTopask MOXET
pa3BUTbCA B AHOOOM MOMEHT B OTBET Ha Pa3AMUHbIE TPUITEPHbIE
BO3AEMCTBMA (TAOTEHOBYHO Harpysky, CHWXEHWE WMMYyHUTETa,
cTpecchl). CornacHo KoHuenuun R.Logan cooTHoweHue aumar-
HOCTUPOBAHHbIX K HE AUArHOCTMPOBAHHLIM CAyYasiM LEeAUAKUK
cocraBaset 1:5 - 1:13 [4,5].

KatoueBoe uccaepoBaHre 2003 ropa Fasano ¢ coaBtopamu
MOKa3bIBaET, UTO PUCK LIEAMAKIMM OCOBEHHO BbICOK Y POACTBEHHMU-
KOB NepBor AvHUKM poacTBa 1:10, BTOPOM AvHUKM — 1:39, y AuLL C
«accounmpoBaHHOM» natonorven 1:56 (pa3AnyHble ayTOMMMYH-
Hble 3a60AeBaHWs, caxapHblil AnabeT 1 Tvna, 6oae3Hb AayHa U
Ap.) [4,5].

ATHonorua M nartoreHes. Llenvakua cuntaetca MAeanbHOM
MOAEAbI0 HLA-accoLmmpoBaHHOro 3aboneBaHus. MpakTMyecku
Bce (95%) NaUMEHTOB C LieAMaKUEN ABASIKOTCA HOCUTEAIMW anne-
nent HLA-DQ2 v HLA-DQS8, (5-10%) retepoaMMepoB COOTBETCTBY-
towwx DR-DQ ranAotvnoB. 3 amean cnocobHbl MPEeACTaBAATb
AeaMUAMPOBaHHbIe NenTUAbI TAMaanHa (aanee — AN T-aumdo-
LMTaM ¥ NO3TOMY MMEHHO OHU UrpatoT LLEHTPAAbHYHO POAL B NaTo-
reHese 3aboneBaHuA [4]. feHeTUUEeCKas NPEeAPaCNOAOKEHHOCTb
celyac CuuTaeTcsi BaXHbIM, HO HE E€AMHCTBEHHbIM GaKTOpOM
pa3BuTHA 3aboneBaHusA. Hanpumep: nonyAsaumu, Kotopble He
UMetoT reHoB DQ2 KuTaiLbl U AMOHLI, LeAVaKnen He BOAEtOT,
3a UCKAoUeHUeM Hocuteneit DQS8 [4].

KAtoueBbIM daktopoMm B naTtoreHesa 3aboneBaHUs, SIBAS-
etca noBpexaeHue CO TOHKOM KULIKK TAOTEHOM - He OblBaeT
LeAMaknn 6e3 raroteHa [5]. TAtoTeH - cobupaTenbHOe Ha3BaHWe
Pa3AnUHbIX BEAKOB 3AaKOB: MIOTEHMHBI MLIEHWULbI, TOPAEUHBI AY-
MEHS1 U CEKAAMHUHBI PXKW. Hanboree TOKCUYHbIM GparMeHToM
MOAEKYAbI TAOTEHA ABAAETCS €r0 aAKOroAb-pacTBoprMasn dpak-
UMS - TAVaAMH.

B3anMoaeNCTBME TEHETUYECKM MPEAPACMNOAOXKEHHOIO opra-
HU3Ma C MHOTEHOM BEAET K aKTMBaUMK KAETOUHOrO (T-KaeTka) m
ryMopanbHOro (B-kAeTka) MMMYHHOIO OTBETOB, 3aryCKy Kackapa
NaToOAOTMYECKMUX ayTOMMMYHHbIX PEAKLIUIA, BbI3bIBAOLLMX U MOA-
AepXuBatoLLMX BocnaneHre CO TOHKOM KULLKK, TaK U MOpaxeHue
APYTMX OpraHoB W CMUCTeM opraHu3Ma. B OTBET Ha BBeAEHWE B
MULLIEBAPUTEABHBIM KaHaA TeHETMYECKU MPEAPACTOAOKEHHOIO
yenoBeKa TAHOTEHA/TAMaAMHA — BblpabartbiBatoTca crieunduye-
CKWE aHTUIAMAAMHOBBbIE aHTUTEAA (panee — ATA). CyliectsytoT
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Tabamua 1. KAMHUUYeckne Gopmbl LeAnakuu [3]

TunuunHan
(ABHaf, KhnaccHuueckas,
overt, classical, typical)

KAVHWKa 3HTEpOnaTum
NMOAOXMUTEAbHbIE CEPOAOTMUYECKMNE TECTbI
runeppereHepartopHas atpodua (Marsh II-111)

AtunuuHasn (Hemas, atypical)

NPOSIBAEHWSI 3HTEPONATUMN OTCYTCTBYHOT MAM MUHUMAAbHbI
npeobAapatoT aTUNUYHbIE NPOSIBAEHUS

NOAOXMUTEAbHbBIE CEPONOTMUYECKNE TECTDI
runeppereHepartopHas atpoousa (Marsh II-111)

Creprasn (acumntomatmyeckas,
cKpbiTas, silent, asymptomatic) NMOAOXMTEAbHbIE CEPOAOTMUYECKNE TECTbI

KAMHUYECKUE NPOABAEHNA OTCYTCTBYHOT

runeppereHepatopHas atpoodua (Marsh II-111)

latent, potential)

NateHTHas (noteHUManbHas,

KAVHUYECKUE MPOABAEHWUSA OTCYTCTBYHOT
NOAOXWTEABHbIE CEPOAOTMUYECKME TECTbI

NOAOXMTEAbHbIE reHeTuueckne Mapkepsl (HLA DO2/DQ8)
APXMTEKTOHUKA CAM3WCTON HE HapyLleHa

yBeAnyeHo uncno MIA (Marsh 1)

OCAOXHEHWI LeAVaKnumn —

AMMGOMbI)

KOAAGreHO3HOM Crpy, A3BEHHOT0
E€HOHOMAENTA,  MHTECTUMHAAbHOM

PedpaxrepHas (refractory) * UMetoTCs yOEAUTEABHBIE KAMHWYECKWE
(06bIYHO CBfI3aHa C Pa3BWUTUEM | e CEPOAOTMUYECKME U TMCTOAOTMUECKUE MPUBHAKU LeAUaKUK

HET OTBETa Ha arAoTEHOBYHO AUETY

Tabamua 2. TUNUUYHbIE KAMHUYECKUE MPOSIBAEHUAMM «<KAACCUUYECKOM» LieAnakun [4].

Avapes (c yacTtotoi Ao 10 pa3 B CYTKM), UBMEHEHWSA XapaKTepa CTyAa: XUAKW,
KalMLeobpasHblii, PAa3AMUHBIX OTTEHKOB (Yallle 3eA€HOBaTbIN), MOAUGEKaus,
cTeaTopesi, 3N\OBOHHbIH, NEHWUCTbIN

Manbabcopbuys

TunuuHble | 6OAV B XMBOTE HEUETKO AOKAAU30BaHHbIE, BbipaXeHHOe B3AyTUE,
NPOSIBAEHUA | OLLlyLLieHUE AUCKOMbOpPTa

CHWXEeHWe anneTuTta BrAOTb AO aHOPEKCUN

CHWXEHWEe MaccChbl Tena

nopaxeHne CAM3UCTON 0B6ONOUKM POTOBOM NMOAOCTH: adTbl, TAOCCUT

Tabamua 3. ATUNUUHbIE KAUHUYECKUE MPOSBAEHWA LeAMaKnK [2].

ATUNUUHBbIE npoABA€HUA

oblmne XPOHUYECKasn YyCTaAOCTb; CAabOCTb; yTOMASEMOCTb

aHemus (xenesopeduumnTHasn, poaveBopeduumTHanA, B12-peduumt-
remMatoAormyeckune Hasl); KPOBOTOUMBOCTb, CKAOHHOCTb K 06pa3oBaHuio

KPOBOMOATEKOB; TMMNOCMNAEHU3M

nepudepuyeckan HemponaTus; MO3XeUKoBas aTakcus;
HEeBPOAOTUYECKUE

anuAencus

60AM B KOCTSIX; OCTEOMNOPO3, OCTEOMAASLMS; HU3KUI POCT;
MeTaboanueckne

NpU3HaKn pepuumnTa BUTaMUHOB

3aAepXKa NOAOBOrO CO3peBaHus; aMeHopes; 6ecnnoane;
rMHEKOAOTUYECKHE

PELMANBUPYIOLLNE BbIKUABILLIN

3anopbl; CUHAPOM Pa3APaXXEHHON KULLKK;
raCTPOMHTECTMHAABHbIE | AMCMIENCUSA; racTpoa3odareanbHbli PEPAIOKC;

runepTpaHcaMmMHa3emMus
ncuxmMaTpuyeckue Aenpeccus; NCUxos; WK3oppeHns
AepmaToAOrMyeckue aToNMUYeCKUi AepMaTuT; anoneums; GOAMKYAAPHbIN kepaTos
CTOMaTOAOrM4ecKue rUnonAasuvsi 3ybHow amanu; adTo3HbIi CTOMATUT

aHTWTeAa, BblpabaTbiBatoLLMecs B OTBET Ha nopaxeHue CO Tok-
KON KULLKK K €€ COEAUHUTEABHO-TKAHHBbIM 3AEMEHTaM: PETUKY-
AVHY, 3HAOMM3UIO U CBSA3AHHOM C HUM TKAHEBOW TP@HCIAtOTAMMU-
Hase (panee - TTT). DHAOMU3MANLHBIE aHTUTEAA (Aanee - IMA)
BblpabaTtblBakOTCA HEMOCPEACTBEHHO K SHAOMU3UIO (COEAMHMU-
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TeAbHas TKaHb, OKpyXatollas CKeAeTHoe
MbILLEYHOE BOAOKHO). HENocpeACTBEHHO C
OMA cBAszaHa TTI - ayToaHTWUreH, pacnos-
HaBaemblIi IMA. TkaHeBas TPaHCIAtOTaMMU-
Ha3a KaTaAu3MPYeT KaAbLMI-3aBUCUMYHO
peakuMto AeaMUAMPOBAHWA TAVAAMHA, B
pe3yAbTaTe Yero 0CTaTku rAKTaMuHa NpeB-
paLLarTca B MOAMOULMPOBAHHBLIE GOPMbI
TAFOTAMWUHOBOM KUCAOTbI. Y AHOAEW, FEHETU-
UYECKU MPEAPaCMONOKEHHbIX K LEeAUaKuu,
MOAEKYAbl TA@BHOIO KOMMAEKCA MCTOCOB-
mectumoctn (HLA 1l kaacca) DQ2 n DQ8
06AaAatoT CMOCOBHOCTLIO CBA3bLIBATLCA C
ANl AeamuampoBaHve NENTUAOB MUaAU-
Ha TTT nosblWaeT nx CPOACTBO K HLA-Mo-
AEKyAaM, PaCroAOXEHHbIM Ha MeMbpa-
Hax aHTUreH-MPE3EHTUPYIOLLIMX  KAETOK.
DopMUPYIOLLIMECA MPU 3TOM  KOMMAEKChI
3anycKatoT MaToAOrMyecKue UMMYyHHbIE pe-
aKUMK, BEAYLLIME K U3MEHEHWUIO CTPYKTYpbI
CO TOHKOW KMLLIKK, BMAOTb AO MOAHOM aTpo-
dun[4,15].

KAnHnueckasa kaptuHa. KaMHUYecKue
NPOABAEHUS LeAaKUKU AOCTATOUYHO MOAM-
MOpP®dHbI, @ 3aboAeBaHKWe BCTpeuaeTcs B
CAEAYHOLLMX KAMHUYECKMX dOopMaX: TUMKNY-
HOW (KAaccuyeckast), aTUNUYHON (Hemas),
cTepTon (acumnToMaTuMyeckas), AaTEHT-
HOM (MOTeHUMaAbHas) U pedpakTepHOn
(taba. 1) [3,4,10].

TunuyHas popma — pa3BUBAETCS B AO-
60M BO3pacTte, MaHUOECTUPYET TSHKEAOM
Avapeert C¢ noAndeKannen, creatopee,
aHemMuer, CUMHAPOMOM  Manbabcopbumm
C HapylleHneM obmeHa BeLLEeCTB, MPUCY-
UMM CMHAPOMY HapyLLEeHHOro BcacblBa-
Hua -l ctenenn Taxectn. Bcetpeuaetca
Ha CEeroAHsALLHWMI AeHb HeyacTo, B 10-30%
BCEX CAYYaAEB LieAvakum (Taba.2).

AtnnunyHas popma - Hanbonee vactas,
xapaktepuayetca npeobrapaHUEM B KAW-
HWYECKON KapTMHe 3aboAeBaHWUA BHEKW-
LLIEYHbIX MPOSABAEHWI (remMopparnyeckui
CUHAPOM, aHeMWs, 3HAOKPWHHbIE Hapy-
LweHns) 6e3 UAK Npu cAabom BbIPaXKEHHO-
CTU KAMHUYECKUX MPOSIBAEHWI MOpaxeHus
XKT. BbIABAAETCH Y AULL C aCCOUMMPOBaH-
HOW MaToAOrMEN, B rpynnax pucka (Taba. 3).

Crepras popma - npu aton dopme 3a-
60AEBAHUST OTCYTCTBYKOT CUMMTOMbI Y AMLL
C MO3WUTUBHBIMU CEPOAOTMUYECKUMU Map-
Kepamu Leamakum 1 atpodueit CO ToHKOM
Kuwkn. Cteptas dopmMa LeAMakin 06bIUYHO
AVArHOCTUPYETCA B PE3yAbTaTE CKPUHWMHIO-
BbIX UICCAEAOBaHWIM MAM NMPU 06CAEAOBAHMM
POACTBEHHUKOB NALMEHTOB C LIEAMAKUEN.

/\ateHTHas ¢opma - npoTekaer cyb-

KAVHUYecKM B 5-10% Bcex cAyyaeB 3aboAeBaHMSA, BbISIBASETCA
CAyYalHO. XapaKTepusyeTcs OTCYTCTBMEM KAMHWMUYECKMX MPOSiB-
AEHWI 3a60A€BaHMA MPU NMOBbILLEHHbIX TUTPAX CneundUUecKnx
ANST LEAMAKUM @HTUTEA Y AULL, C COOTBETCTBYHOLLIEW FEHETUYECKOM
NpPeAPacnoAOXeEHHOCTbI. CO TOHKOM KULLIKKU eLle, Kak NpaBuAo,



Tabanua 4. TucToAorMUeckan KaaccudUKauusi LEAMaKku o
Marsh-Oberhuber [2]

Craamsn [UCTOAOTMYECKNE M3MEHEHUSA

«[IpEUHPUABTPATUBHBIV TUM» - HOPMAAbHaA KapTUHa
Crapma O

61OMNCHUU TOHKOTO KMLIEYHMKA

«MHOUABTPATUBHbBIN TUM» - NOBbILLEHHAA UHOUABTPALLMSA
Craams |

3MUTEANSI BOPCUHOK MOA

«[UNepnAacTMYeCKui TUM» - rMNepnAasus (yAAMHeHue)
Crans Il KPWNT (OTHOLLIEHWE BbICOTbl BOPCUHKM K TAYOUHE Kpu-

Tbl MeHee 2:1) + NoBbIlEHHAA UHOUABTPALMA 3nuTe-

AMSt BOPCUHOK MAA
Crapmsa llIA | YactnuHas aTpodms BOPCUHOK + rMnepnaasma Kpunt
Crapus IlIB | Cyb6ToTanbHas aTpodusi BOPCUHOK + rvnepnaasus Kpunt
Crapusa llIC | ToTanbHasa aTpoduUsi BOPCUHOK + rMnepnAasns Kpunt

MOPGOAOrMUECKHM HE U3MeEHEHA. ATPOPUSA U KAMHUYECKUE MPOSAB-
AEHUs1 3a60NEBaAHMA MOTYT BO3HUKHYTb B OTBET HAa MHTEHCUBHYHO
Harpy3Kky roTeHOM.

PeppaKktepHas LeAMakus — AN Hee XapaKTepHbl Manbab-
copbums, atpodUa U NPU3HAKU BOCMANEHUS B TOHKOM KULLKE
KOTOPbIE NEPCUCTUPYHD, HECMOTPS Ha CTPoroe cobatopeHWe 6e3-
TAHOTEHOBOW AMETBI B TeueHune 12 mecaueB. B HEKOTOPbIX CAyYa-
AX AAHHOM GOPMbI MOAOKMUTEABHBIN 3GGEKT MOTYT AaBaTh KOPTH-
KOCTEPOUABI UAV UMMYHOAENPECCAHTbI.

AvarHoctuka. AuarHoctmka LeAMakMu B COBPEMEHHbIX
YCAOBUAX OCHOBbIBAETCSt Ha 0006LLIEHM PE3YALTATOB 330daro-
ractpoayopeHockonuu (panee - ITAC) ¢ obsizatenbHol 6uon-
cuelt CO TOHKOTO KMLIEYHWKA B COYETaHWUU C MOAOXKMUTEABHBIMU
CEPONOTMUYECKUMU MCCAEAOBAHMAMM. TaKOM NMOAXOA CUMTaETCs
«30AOTbIM CTaHAGPTOM>».

B TEX CAyyasx, Koraa LeAMakusi OCTaeTcsl Hepacno3HaHHOM,
YBEAMUMBAETCA PUCK BO3HWUKHOBEHMA OMacHbIX AAA  KM3HU
OCAOXHEHWH, KOTOPbIE MAOXO MOAAAIOTCA AEUYEHWIO (HampuMep:
WHTECTUHaAbHas AtMMboMa).

OHAOCKOMUA He ABASETCH AOCTaTOMHO UYBCTBUTEAbHbLIM
METOAOM AASl BbISBAEHWUSI BCEX MPOSIBAEHUI LLeAMaKWUK B NOrMy-
ASILMK, HO NPEAOCTaBASET AQHHbIE AN MPOBEAEHUs BrUoncuK
CO TOHKOro KuLLeYHWKa. Koraa BbinoAHeHWe obbluHoi ATAC
HEBO3MOXHO WMAM HEOOXOAMMO AOMOAHUTEAbHOE OBCAEAOBa-
HWe NaLneHTOB, UCMNOAL3YETCA BUAEOKANCYAbHaA 3HAOCKOMKS.
OCHOBHOM HEAOCTATOK METOAA: OTCYTCTBME BO3MOXHOCTU B3S-
M BUMOMNCUM U MPULEABHOTO M3YYEHWUS PA3AMUHbIX YYaCTKOB
KULIEYHMKA. YyBCTBUTEABHOCTb BMAEOKAMNCYAbHOM 3HAOCKO-
nuu coctaBafeT 89%, cneundunyHoctb — 95%. [1,14]. Mep-
CMEKTUBHbIM HanpaBAEHWEM B 3HAOCKOMWUU ABASIETCS ZOOM-
aHpockonus. OCMOTP AYOAEHAABHOWM CAM3WUCTOM 0OOAOUKM CO
100-KpaTHbIM yBEAMYEHUEM TMO3BOAAIET HEMOCPEACTBEHHO
BU3yaAM3MpoBaTb BOPCUHKK, OLUEHWUTb UX pa3Mepbl U Gopmy,
KOHCTaTMPOBaTb WX OTCYTCTBUE. [1pK 3TOM aTpodUa AMarHoCTH-
pyeTcs ¢ 6oAee BbICOKOM TOYHOCTbLO, YeM MpPU CTaHAAPTHOM
BMAEO3HAOCKOMNWU, KDOME TOr0, MPU ZOOM-3HAOCKONMUKU MOXET
6bITb MAEHTUULMPOBAHA oYaroBas atpodusi, He BbISBAEHHAs
npu CTaHAAPTHOM OCMOTpE.

OHAOCKOMUYECKanA KapTUHa Npu LEeAVaKUN BKAKOYAET: CKAAA-
KM B BMAE TPEBELLKOB, TPELLMHbI, MO3aUUHYHO KapTWHY; YNAO-
LLeHWe CKAAAOK; YMEHbLUEHWE Pa3MePOB U/WAW UCHESHOBEHWE
CKAQAOK MPY MakCUManbHOM MHCydAALMK [5].

[UCTOAOTMUECKUMM  NPU3HaKaMK  3a60AEBaHUSI  ABASOTCS:
YMEHbLUEHNE AAVHBI BOPCUHOK CO TOHKOM KULLKKM AO MOAHOM WX
aTpoduK; YrAybAeHME KPUMT U UX TMneprnAasus; AMMoonAasmMoLy-
TapHas UHOUABTPALMA UHTPA3NUTEAMAABHBIMU UAU MEXINUTE-
AMaAbHbIMU AMMboLMTamu (aanee — NN nan MIAA) B anuteanu
BOPCUHOK TOHKOW KMLLKW AMBO B MOBEPXHOCTHOM 3MUTEAWM (ECAK
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BOPCUHKM OTCYTCTBYIOT BCAEACTBME aTpOdMK); NOBbILIEHHAs MU-
TOTUYECKAS! aKTUBHOCTb AMUTEAUS.

BrnepBble rpapauMoHHas KnaccudUKaumsa TMCTOAOTMUYECKMX
M3MEHEHWI NpU LeAMakun Bbina npearoxeHa C.E.Rubin 1 coas-
Topamu. M.N.Marsh onu1can cTaaAMMHOCTb MOBPEXAEHUSA, MPeA-
NOXMB TMCTOAOIMUYECKYIO KAAcCUOUMKaUMIO LeAvakuu. MospHee
knaccuodukauma Marsh Hbina MoanouumposaHa G.Oberhuber,
KoTopas NpeAcTaBAeHa B TabA. 4.

Mopdonornyeckoe 1 cepororMyeckoe UccAep0BaHns MHOOP-
MaTWBHbI TOAbKO B aKTUBHYHO CTaaMto 3aboaeBaHus. Moatomy Mx
CAEAYET NMPOBOAWTbL CTPOTO AO Ha3HaUYeHWA BE3rATEHOBOM AMeE-
Tbl (Aanee - BIQ) [7].

Cpean CEPONOTUYECKMX MapKepoB Hanboaee LLUMPOKO B Ha-
cTosILLlee BPEMS MCMOAL3YETCA OMPEeAEAeHUEe aHTUTeA K TTT, no-
BbILLEHHbIA TUTP KOTOPbIX C BbICOKON CTEMEHBLID BEPOATHOCTU
yKa3blBaeT Ha LieAnakuto. OAHaKO M 3TOT BUOMapKep MMEET CBOU
HeAOCTaTKK, NMPU HEBOABLLMX NOBPEXAEHMSAX CO TOHKOM KMLLKK
M MPU YMEPEHHbIX KAMHWYECKMX MPOSBAEHUAX 3aboneBaHUs
[4,16]. Kpome Toro, TTT MMeEeT pasAMUHYtO TOYHOCTb NMPU OLIEHKE
adpodektmBHocTU BIA [4]. AHtutena k AMNM v TTT npoAeMOHCTpU-
POBaAW BbICOUANLLYK UYyBCTBUTEABHOCTb. [0 AGHHBLIM WUCCAEAO-
BaHWM, onybAMkoBaHHbIM B 2007 T., YyBCTBUTEABHOCTb @HTUTEA
K ANT (IgA + 18G) pocturaet cootBetctBeHHO 98,4 - 100% npu
cneundunyHoctn 96,4 - 98,8% [4,13,15].

McenepoBanms H.Clouzeau-Girard 1 coaBTOPOB NOKasaAu, Uto
COYETAHWE NMOAOXKMUTEABHbBIX PE3YALTATOB TUMMPOBAHUS HA Xapak-
TepHble AR LeAmakun ranaotunel HLA DQ2/DQ8 w ceponormye-
CKMX MapKepoB (B YacTHOCTU IGA-TTT) xapaKTepum3yeTca BbICOKM-
MU UyBCTBUTEABHOCTBIO (98,8%) 1 cneundmnyHocTeio (96,2%) B
OTHOLLUEHWW LEAMAKUMN.

HoBbIM aArOPUTM AUArHOCTUKM LIEAMaKMKU NPEANOXKEH B AHBa-
pe 2012 ropa paboueit rpynnoi akcneptoB EBponelickoro obiie-
CTBa AETCKMUX raCTPOIHTEPOAOIOB, renaTtoAOroB U HyTPULIMOAOTOB
(European Society of Paediatric Gastroenterology, Hepatology
and Nutrition, ESPGHAN) [11]. Ha 0CHOBaHUN KAMHUYECKMX AQH-
HbIX CXOXMX C LeAVaK1en, Bpad Ha3HauyaeT NauMeHTy OnpeAene-
HWe B KpoBu IgA-TTT, a Takke obLero coaepxaHus IgA B KpoBM.
MocnepHee HEOBXOAMMO AT UCKAKOUEHUST AOXKHOOTPULIATEABHbIX
pPe3yALTaToOB Y MaUMEHTOB C CEAEKTUBHBIM Aeduumntom IgA. Ecam
YKa3aHHbI UMMYHOAEDULMT UMEET MECTO (T.€. BbISBAEHO HW3-
Koe copepxaHune obuuero IgA u IgA-TTT), caeayeT MPOBECTH onpe-
peneHue IgG-TTT MAK ApYrMx AOCTOBEPHbIX CEPOAOTMUYECKUX Map-
kepoB 3aboneBaHua (IgG kK AMNT nan AMA). Huskoe copepxaHne
NepPeYnCAEHHbIX aHTUTEA Y NaLMeHToB 6€3 UMMYHOAEDULIUTHOTO
COCTOSIHWSA MO3BOASIET C BbICOKOM CTEMNEHLI0 BEPOATHOCTU UCKAKD-
UUTb LIEAVAKMIO.

Mpr HaAMUMK OTYETAMBOM KAMHWYECKOM CMMMTOMATUKKU pe-
KoMeHAyeTcs npoBeaeHue 6uoncum CO TOHKOM KULWKK U HLA-TU-
MUPOBAHUA C LIEAbIO ONPEAEAEHUS XapaKTEPHbIX AN LLEAMAKUK
ranaotinos DQ2 vnav DQ8. Bbicokue TUTpbI (boree uem 10-kpart-
HO€ NpeBbILEHNE HOPMbI) CEPOANOTMUYECKMX MapPKEPOB YKa3blBa-
tOT Ha BbICOKYHO BEPOATHOCTb LIEAMAKUK, @ CAEAYIOLLMM 3Tanom
aBAseTca onpepeneHne B kposr IMA u HLA-TunupoBaHue. [No-
NOXMTEAbHbIE PE3YALTAThl YKa3aHHbIX TECTOB MOATBEPXKAAIOT AW-
arHos LearMakuun. B atom cayyae 6uoncusi CO TOHKOM KULLIKKU He
Tpebyetcs. B cAyuae HU3KMUX TUTPOB CEPONOTMUECKMX MAPKEPOB,
onpeAensieMbIx Ha NepBOM 3Tarne 06CAeA0BaHUSA, @ Takxke Npu
HEOAHO3HaAUHbIX pe3yAbTatax, MOAyYEHHbIX Ha BTOPOM 3Tane, no-
KasaHo NpoBeAeHWe BUoMNcKmM, KoTopas NO3BOASIET CKa3aTb, ECTb
y NauMeHTa LEAMAKMST MAW HET.

AASt AULL C MOAO3PEHMEM Ha LeAMaKmto, HO 6e3 ABHbIX KAW-
HWYECKMX ee MPOABAEHWM Ha MepBOM 3Tane obcaepOBaHUS
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pekomMmeHayeTcs npoBeaeHre HLA-TMNMpoBaHUA U B CAyYae OT-
cytctBuA ranaotunos DQ2 nan DQ8 ueanakus npeacTaBaseTcs
ManoBeposTHOW. HaobopoT, B cAyuae Ux BbIABAEHWS NOKa3aHO
onpeaeneHne ceporornyeckux mapkepos (IA-TTT) u B cayyae
npeBbILLEHUSI HOPMbI B 3 1 6oAee pa3 CAeAyeT MPOBECTU UCCAE-
poBaHWe Ha IgA-OMA. TTOAOXMTEABHbBIN PE3YALTAT NMOCAEAHETO
ABAAETCS NokasaHueM aaa 6uoncur CO TOHKOM KMLLKK [1,11].

MoMMUMO TPaAULMOHHOTO MMMYHOPEPMEHTHOTO ELISA (aHrA.
enzyme-linked immunosorbent assay) MeTopa onpeseneHuA
aHTUTEA B MOCAEAHWE TOAbl CEPbE3Hblt MHTEPEC MPUBAEKAET
HOBBbIWM ObICTPbIA MarHUTO-AAEKTPOXUMUUYECKUIA MMMYHOCEHCOP-
HbI MeToA (rapid magneto-electrochemical immunosensor for
CD diagnosis). MeToa NO3BOASIET NOAYUUTL PE3YALTATbI B TEUEHNE
30 MUHYT NPU MMHUMAABHOM KOHLEHTPaummn aHtuten 390 ng/
mL. Pe3yAsTatbl UCCAEAOBAHMSA COMOCTaBUMbI C TaKOBbIMU MPU
NPOBEAEHMU TPaAULMOHHOTO ELISA-Tecta [8,9].

NeueHue. Lienblo AeUeHWA LEAMaKWUU SIBAIETCA: BOCCTAHOB-
AeHue CTPyKTypbl CO TOHKOW KMLLKW, YBEAUYEHWE MPOAONKM-
TEABHOCTU XM3HU, YAYYLLEHWE KaueCTBa XU3HW U NPOPUAAKTUKA
XW3HEHHO OMAacCHbIX OCAOXKHEHWUM - 3AOKAUYECTBEHHbIX HOBOO-
6pa3oBaHMi, KULLEYHbIX KPOBOTEUEHMWIA.

EAMHCTBEHHBIM METOAOM AEUYEHUSI MAaLMEHTOB C LieAvakuen
cuuTaeTca cTpoxaniuas 6e3ratoTeHoBas (arAvapMHOBas) AMETa.
OHa ocHOBaHa Ha MOAHOM, MOXW3HEHHOM WCKAIOYEHUM U3 pa-
LIMOHa MUTaHUA BCEX NMPOAYKTOB, COAEPXALLMX B CBOEM COCTaBe
NLEHWLY, POXb, AYMEHb U OBEC. MauUneHTbI C LeAMakuen MoryT
6e3omacHo ynoTpebasTb B NULLy MSCO, pbiBy, MTWLY, OBOLLM,
bPYKThI, AKL@ U MOAOUHbIE NPOAYKTbI, PUC, 3epHOB060BbIE, Fpey-
Ky, KyKypy3y. Oco60ro BHUMaHWA 3aCAYXXMBAIOT ONacHble AASI Ma-
LIMEHTOB C LieAMaK1en NPOoAYKTbl, COAEPXaLLME B CBOEM COCTaBe
Tak Ha3blBaeMbli «CKPbITbIN MAHOTEHY.

«CKpbITbIA TAIOTEH» Yalle BCEro COAEPXMTCS B konbacax,
COCUCKaxX, MSCHbIX U pbIBHbIX MoAydabprkaTax U KOHCEpPBaX; B
nacrtax 1 coycax; B MOPOXEHOM, Moryprax, MaroHe3ax U Map-
rapuHax c rATEH-COAEPXAaLLMMK CTabUAN3aTOPaMu; KOHLLEH-
TPUPOBAHHBIX CYXMX Cynax M BYAbOHHbIX KyOUKax; HEKOTOPbIX
BMAAX PACTBOPMMbIX HAaNUTKOB (4al, kode, Kakao) U cMecsx
AASL BbICTPOrO MPUrOTOBAEHUS; KYKYPY3HbIX XAOMbSAX MPU UC-
NOAb30BaHWWM AYMEHHOWM MATOKW; B UMUTALMAX MOPENPOAYK-
TOB - KpaboBble MAaAOUKK; KBACE U HEKOTOPbIX aAKOTOAbHbIX
HanuTkax. [p1 BO3MOXHOCTU CAEAYET OTA@BaTb MPEANOUTEHNE
rOTOBbIM NMPOAYKTaM, NPEKPACHO 3aMEHSIIOLLMM OOLLENPUHS-
Tbl€ TAIOTEH-COAEPKALLME MPOAYKTbI NUTaHUS (XAeb, Makapo-
Hbl, KOHAMTEPCKME M3AEAMS) U aBCOAIOTHO He3onacHbIM Mpu
ueAvakuu [4,5].

MeankaMeHTo3Han Tepanusa MNpu LEeAMakun ABASIETCA CUM-
NTOMaTUUYECKON M CTPOWUTCA C YYETOM OCOBEHHOCTEN TEUeHWs
3ab60NeBaHUA Y KOHKPEHTHOIO MauMeHTa. B TUMMUHBIX CAyYasx
NOKa3aHUsIMU AAA Hee ABAAETCS CUHAPOM MaAbabcopbumn K
CBA3aHHble C HUM NPOSIBAEHUS METaBOAUUECKUX HAPYyLLIEHWI [7].

OueHka 3¢ PeKTMBHOCTU A€UEHUA. /\eueHne LeAVaKUKU CUn-
Taetca addEKTMBHbBIM, €CAU B TeueHre 1-2 AeT BIA y naupeHTa
MCYE3AIOT KAMHWYECKUE MPOSIBAEHWSA 3ab0AeBaHUA (KULLEYHbIe
W BHEKMLLEYHbIE), HOPMAAU3YIOTCH AAbOPaTOPHbIE MOKa3aTeAH,
W B MEpBYID OYEPEAb — KOHLEHTPaLMKM CEPOAOTUYECKMX OMO-
MapKepoB, BocCTaHaBAMBaeTcA CTpyktypa CO TOHKOW KMLLKM.
HactynaeHve NoAHOM KAMHUKO-AaBOpPaTOPHOM PEMUCCUN AEAAET
nauueHTa ¢ LeAvakMen NPakTMYeCKu 3A0POBbIM, CHUXAETC A0
06LENONYAALIMOHHBIX NMOKa3aTeAEN PUCK OCAOXHEHUI, B NEPBYHO
o4yepepb - 3AOKAYECTBEHHbIX HOBOOOPA30BaHUM, KMLUEYHbIX
KPOBOTEYEHMI; BOCCTAHABAMBAIOTCA OYHKLMW BOBAEUYEHHbLIX B
NaToAOrMYECKUIA NPOLIECC OPraHoB U cuctem [4].
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Taknum 0bpasom, NonyAaprsaumsa MHGOPMaLMK O KhnacCUbU-
KauuKn, MexaHu3me pasBUTUSA, ANMMAEMUOAOTUM, AUATHOCTUKE W
AEYEHUU LiEEAUAKMU, NMO3BOAUT CUCTEMATU3UPOBATL 3HAHUSA Kyp-
CaHTOB, CAYLLIATEAEN, @ TaKXE NPaKTUYECKMM Bpauam B 6OAbLLIEN
Mepe MOAb30BaTbCs AOCTUXKEHWUAMWU COBPEMEHHOM racTPO3HTe-
ponoruu. Lieavakuna ocTaBASIET LUMPOKMIM MPOCTOP AAST Pa3MblLL-
AEHUM U UCCAEAOBaHWI. MMOSIBAEHWE HOBbIX METOAOB M aAro-
PUTMOB AMArHOCTUKK MO3BOAWUT 0OECNEUUTb BbICOKOE KAUYecTBO
XM3HW NaUMEHTOB C 3TUM HEMPOCTbIM 3a60AEBAHUEM.
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