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PEWEHHbLIE N HEPELLWEHHbBIE NMPOBJIEMbI
OUATHOCTUKU U NNIEMEHUSA LEJIMAKUN Y OETEN

JL.H. Bospcxas, E.A. Heanosa
3anopoxckuil rocyaapCTBEHHbIN MEOULMHCKWIA YyHUBEPCUTET, YKpanHa

Pestome. OCBelUeHbI COBPEMEHHble MPEeACTaBNEHNS O PachpOCTPAHEHHOCTU LenMakuu, ANArHOCTUYECKMX BO3MOXHOCTAX, KOTOPblE CMOCOOCTBYIOT
CBOEBPEMEHHON AnarHoCTuKe 3a60NeBaHNS, BLIBNEHMIO 0COGEHHOCTEI KIIMHNYECKOTO TeYeHMs GONE3HM, a TakKe 0npesesieHnto npo6sem nedeHns 6ombHbIX

JeTeil C Lenuakme.

Kntoyesble €noBa: Lienmakus, annaemnonorus, KNNHNYecKas KapTuHa, ANarHoCTUKa, Ie4YeHue, eTu.

Hp06neMm YILYUIIEHUs] TUaTHOCTHYECKIX U JIeUeOHbIX
BO3MOKHOCTEH 3a00JIeBAaHUN TOHKOrO KHUIIEYHHUKA
SIBJISTIOTCS AKTYaJIbHBIMU, HECMOTPST HA 3HAYMTETbHOE Pa3BU-
THEe MEeIUIIMHCKON HayKu B cdepe MMArHOCTHKH W JieYeHUsI
3a00JIeBaHUI TIMIIEBAPUTEILHOTO TPAKTA. A OJJHOU U3 CJIOK-
HBIX JIJIST TUATHOCTUKHU OCTAeTCs TieJnakus [7].

lennaxus (nemponuueckas cnpy, eriomen — uye-
cmeumenbHas IHMePonamus, 2iomenosas 6oiesusb, 6oiesHy
Tu—Tepmepa—Ieiibuepa, Kuweunvii un@anmuiusm, uouona-
MuuecKas cmeamopest) — 9TO TeHETIHYECKU JeTEPMUHUPOBAH-
Hasl, ayTOMMMYHHAsT 9HTEPONATHUST, HHIYIIUPOBAHHAS TJIIOTE-
HOM, KOTOPasl MPUBOIUT K XPOHUYECKOMY BOCHAJIEHUIO TOH-
KOI KUIIKH, aTPO(GUU BOPCHH, C YaCTHIM PA3BUTUEM CUHIPO-
Ma MaibabCoOPOIMU ¥ TOCTENEHHBIM BOBJIEYEHUEM B T1ATOJIO-
rUYecKuil mpoiecc MHOTUX opranos u cucrem. 100 mr mime-
HIYHONH MYKH TPUBOIUT K aTPO(MUU CIAUZUCTON 000I0YKM
TOHKOW KWIIIKM, a BOCCTAHABJIMBAETCS CJu3ucTas Ha (hoHe
JMeThl He paHee yeM uyepes nosiroza [10]. B MKB-10 nenna-
kust otHocuTes K pyopuke K 90.0.

Briepsbie 3a6oseBarnue omucar Bo [I-111 Beke narmeit spbi
rpedeckuii Bpau Apereii us Kannagouuu (Aretaeus of Cappa-
docia) u HazBan «Morbus coeliacus» («crpaganue KuieyHu-
ka»). B 1888 r. Samuel Gee mompo6mo onucan KIMHAYECKIE
yeprhl neanakun, a B 1921 r. Howland Bnepsbie pexomeno-
BaJl UCKJIFOUYUTH KOMILIEKC YIJIEBOAOB U3 UEThI feTell, 601b-
HBIX IIeJMakueil, 1 Hu oauH pebeHok He moru® Garogaps
mere. B 1950 r. rosumanackuii neauatp Dicke npemmostosm,
YTO BeAyIas POJib B TATOreHe3e IEeJUAKUH TIPIHAIIEIKIT
nueHuie u pxu, a yxe B 1952—1953 rr. Anderson, Dicke u
COABT. UIEHTU(UIIMPOBATII U CaM TIOBPEKIAIONINIT (DaKTOp —
rioren. [locie BBe/leHYsI B IIPAKTUKY Oe3rJII0TEHOBOM JIUEThI
JIETATIBHOCTD B cTpaHax EBporbr cHU3MIACh TpakTHyecky K 0.

Jlo HeraBHero BpeMeHu 9To 3a00JIeBaHIe CUUTAIIOCH Pel-
kM (1:5 000—10 000). OgHAKO MIUPOKOE BHEAPEHE B TIPaK-
TUKY OIpe/ieIeHtsl aHTUTJINAITHOBBIX AHTUTEN B KayeCTBe
MeTO/Ia CKPUHUHTOBOM INArHOCTUKHU TI03BOJIUIIO CYIIECTBEH-
HO M3MEHUTD MPEJCTABIEHUS O PACIPOCTPAHEHHOCTH HTOTO
3abosieBanust. V XOTst MCTUHHASE yacTOTa 3200JIeBaHIsI 3HAUU -
TeJIbHO BBIIIE [UATHOCTUPYEMOIl, THUIIEPIHUArHOCTHKA JTOTO
3a00J1eBaHMs SIBJISIETCS BOBMOKHOI [36].

PacnpocTpaneHHOCTh Ieanakuu Koaebmercsa ot 1:132
B [Beiinapun n0 1:1 000-1:2 000 B apyrux eBponeicKkmx
crpanax. Craructuka ctpan EBPOIbI CBUIETENBCTBYET O TOM,
yto Kaxabiii 200-ii eBpomeerr cTpamaer Tenmakueit [18].
Inugemuosiornyeckre usydenns B EBpore u CoemHEeHHbBIX
[IITatax yKas3bIBAIOT, 4TO PACIPOCTPAHEHHOCTDH IEJIUAKUI
cpenu nereit cocrasisier 3—13/1000 (1:300 x 1:80) [28].
A TpM CKPUHWHTOBOM MCCJIEIOBAHUU 7-JIETHUX JIeTell U3
OWBOHA yCTaHOBJIEHA PacpocTpaneHHOCTh Tesnakueii 1:100
[36]. B ksimHMUeCKOIi IPAaKTUKE YNCTIO JIeTel ¢ IMarHOCTUPY-
eMoii 1esinakueil cocrasisier Bcero 10% ot oskugaeMoil pac-
npocTpanenHoct [32].
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B rpyrmmnax pucka o mnejmakuu — poJICTBEHHUKHN MEePBOii
JIMHUU POJICTBA C 4acToTOil BcTpeyaemoctn 1:22, u BTOpOI
JuHUM pojicTBa — ¢ yacrtoroi 1:39 [29].

B Poccuu npejnosiaraemast 4actora 3ab0JIeBaHUs COCTa-
Baser 1:250—-100. TTo IaHHBIM MEIMKO-TEHETUYIECKOTO TEH-
tpa Cankr-IlerepOypra, UK JAUATHOCTUKU TIPUXOJUTCS HA
Bospact 1-3 roza [4].

Hexkotopble yuenble OOBSICHSIOT YBEJMYEHUE IETHAKUI
HIMPOKUM HCITOJIb30BAaHMEM B TUTAHUU T€HETUYECKU MO/IN(DU-
IIUPOBAHHBIX COPTOB IIIEHUIIbI C TOBBIIIEHHBIM COJIEPIKAHIEM
KJIETKOBUHbBI, OCHOBY KOTOPOI1 coctasiisieT rioreH. [ennakusa
B Kurae u SInonnn BeIsBIIsIeTCsT KpaiiHe pejiko, T.K. HaceJeHe
STUX CTPaH IPAKTUUYECKH He yroTpelJisieT B nuiLy xJje6!

B Ykpaune, B ¢BsI31 CO CJI0KHOCTHIO IMATHOCTUKH, CTATH-
CTUYECKMX JIaHHBIX O 4YacTtoTe Iennakun ner. /o 2003 r.
B Halleil cTpaHe AMArHOCTUPOBATh ATO 3aboJieBaHUe OBLIO
MPAKTHYECKU HEBO3MOJKHO, KPOME EJIMHWYHBIX CJIydaeB
KJIACCUYIECKON IIeJIMaKUH, KOTOpas MPOSIBISCTCS TIKEI0N
[apeeii, HapylieHneM BCACHLIBAHUS U CBSIBAHHBIMU C HUM
ocsiockHenusmu [7]. B macrosiiee Bpems B YKpante BbIsIBIIe-
1o 600 (0,001%) 60TBHBIX TIeTMaKNEH, XOTST TIPE/TIONATACTCS,
4TO MX KoJM4ecTBO — 0KoJo 450 thic. (Ty6ekast E.FO.)

[lesrakust sIBISIETCS TOJIMATUOJIOTHYECKIM 3a00JIeBaHM-
€M, KOTOPO€e Pa3BHBAETCSI Y T€HETUYECKH TPeIPACIOTIOKEH-
HBIX JIMI[ B OTBET Ha BBeieHHe OesIKa 3JTaKOBBIX — IJIIOTEHA.
3€pHO 3JIAKOBBIX KYJIBTYP COJIEPKUT HECKOJBKO (hpaxIuit
Genka: anbOyMUHDI, TJIO0YJIUHbI, MPOJAMUHBI, [JIFOTEHUHBL.
[IposiaMUHBL ¥ TJIIOTEHUHbI O0BEMHEHBI OJIHUM Ha3BaHUEM
TIoTeH. B pasHbIX 3/IaKOBBIX KyJIbTypax IJIIOTCH UMEET pas-
HOe Ha3BaHWe: B MIIeHnIle — Tanaand (o, B-, y- 1 o- dhpak-
IIUI), B SYMeHe — TOPJIENH, BO PXKI — CEKATMHUH, B OBCE —
aBeHnH. Kaxnaas u3 ramaanHoBbIX GpaKIuil SBISETCS TOK-
CUYHOM, a O-TJIMA/IH, BEPOSTHO, — Hambosee TOKCHIHBIM
[12]. Bompoc 06 aBeHuHe 0oBca ocTaercst OTKPHITHIM. OBec
OTHOCHTCSI K IPYTOMY THITY 3J1aKOB. PsI/1 aBTOPOB MTOKA3bIBAET
B cBOUX paboTax, 4TO CaM aBeHUH He IPUBOAUT K aTpoduu
CJIUBUCTOI 000JIOYKY KUIIKU W TOBBIIIEHIIO THTPOB Ay TOAH-
tutes. Ho, yauThIBasi, 4TO /10 KOHIIA HEJIb3s MCKIIOUUTh KOH-
TAMUHAIUIO MPOAYKTOB U3 OBCA APYTMMU 3JIAKAMH, PU
[eJIMAKUK YIOTPeOJISITh OBEC HE PEKOMEHIYETCSI.

HecMoTpss Ha MHOTOYNCJIEHHBIE HCCJIEIOBAHMS, TTaTOTe-
He3 1eJINaKNN JI0 KOHIIA He BbISICHEH.

Cy1iiecTByeT HECKOJIBKO TEOPUI TTATOTeHe3a:

1. OusumHasT Teopus (BPOKIEHHOE CHIKEHUE aKTHBHO-
CTU JWTENTH/Ia3 B IMEeTOYHOU KaiiMe sHTepornnToB). Ho ara
Teopust He OOBSCHSET, MOYEMY BOCCTAHOBJIEHHE (DYHKIMU
CJIUBUCTOI 0O0JIOUKY HA AHTUTIMAAMHOBON JUETe IPUBOIUT
K TIOBBIIIEHUIO aKTUBHOCTU 9H3UMOB. Psj mccienoBaTesneil
OTMeYaeT BBICOKUI YPOBEeHb TPAHCIIIOTAMUHA3BI B CIIM3H-
CTO¥ 060T0YKEe TOHKOM KMIIKH, KOTOPast, CBA3bIBasA TJIMAINH,
[IPEIOXPAHSIET €r0 OT pacIlerieHust IPYruMu (hepMeHTaMu,
BCJIE/ICTBHE YETO OH TIPOSIBJISIET CBOM TOKCUYECKIE CBOMCTBA.
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2. IMMyHoOJIOrYecKast Teopust (CeHCHOUIN3AIST T/ -
HOM, BCJIE/ICTBHE Yero IMUTEINI KHIIEYHUKA CTAHOBHTCS
MHUIIIEHBIO /TSI PA3BUTUSI HIMMYHOIIATOTIOTMYIECKOTO IPOIiecca).

3. PentenitopHas teopus (Hajimyue Ha IIOBEPXHOCTH 3ITUTE-
JIMOIIUTOB HEKNX AHOMAJIBHBIX PElEeNTOPOB — TJIMKONPOTEN-
HOB, C KOTOPBIMU CBSI3bIBAETCS TJIMA/INH, TOBPEK/Iast KJIETKN).

4. BupycHas teopust (MasoybeuTesibHa, XOTs CUNTACTCS],
YTO BUPYCHI MOTYT MHUIMUPOBATH MAaHU(ECTAINIO JIATEHT-
HO (POPMBI 1IETTUAKUM ).

ITo muennio Beemuproro obiecTBa racTpoIHTEPOIIOTOB,
OCHOBHOII SIBJISIETCSI TCHETUYECKAs TEOPUS ITaTOTeHe3a PA3BH-
T neauakuu [4].

[lesmakus wacsiemyercss 10 ayTOCOMHO-IOMUHAHTHOMY
TUIY U SIBJSIETCS TOJIMTEHHBIM 3aboJsieBanneM. BoisBieHa
OCHOBHAsI 4CCOIMAII [eJHAKIH ¢ JIOKYCaMU I'eHa IJIAaBHOTO
KOMIIJIEKCA THUCTOCOBMECTUMOCTH, PACIIOJIOKEHHOTO Ha
6-it xpomocome. PazpuTiie 3a60JieBaHUsI CBSI3aHO C HATMYUEM
renoB HLA-DQ2 amrenmn A1*0501 u B1*0201, xortopsie
BoIsIBJISAIOT Yy 90-95% GosbHbix menuakueid, 1 HLA-DQS,
KoTOpbie BBIIBIAIOT Y 5—10% Gosbubix [21]. Dkcmpeccust
HLA-DQ2 wiu HLA-DQS8 sBisercs HeoOXOAMMBIM, HO
HEOCTATOYHBIM YCJIOBHEM ISl PasBUTUsI 3a00JI€BAHIS.
Y GM3HENOB YacTOTa BCTPEYAEMOCTH JTAHHBIX T€HOB COCTa-
BisteT 0Kost0 60—70% [33]. Ilemmaxust Takke acCONMMUPOBAHA
¢ He-HLA pervoHoM Ha [JIMHHOM TLjiede 5-if XPOMOCOMbI
(5931-33) [35]; Gouablmoii WHTEpeC MM HCCaegoBaTesei
MPEJICTABIsIeT W JJIMHHOE Tiedo xpomocombl 11 (11q) mu
19 [33]. IlpoBemcHHBIE MHOTOYUCJICHHBIE TEHETUYCCKUE
UCCIIeJOBAHUS YCTAHOBILIH, 4TO TOJIBKO 0,7% cpeu 6G0IbHBIX
TJIIOTEHOBOI HTEPOIIATHE He MMEIOT TallJIOTHIIOB MOJIEKY.JI
DQ2(DQA1*0501; DQB1*0201) u DQ8(DQA1*0301;
DQB1*0302) (Polvi et al., 1998).

[Ipenmonaraercsi, 4To OEJKHM TJIOTEHA CBSI3BIBAIOTCS C
DQ2 u DQ8 — mnenTupHBIMA KOMILIEKCAMH, KOTOPbIE
9KCIIPECCUPYIOTCS Ha TOBEPXHOCTH AHTHUTEHIIPE3EHTUPYIO-
mux kierok. O6pazosasiuuiicss komiuieke DQ — nernuy riu-
amuHa — aktuBupyer T-KJIeTKu B COOCTBEHHOIl IUIACTUHKE
CJMBUCTOI 0BOTOUKH KUIITKH. AKTUBHPOBAHHbIE TJIMAMHOM
T-xnetkn cexperupyior INF-y, uto mpuBoanT X axTuBaIrun
APYTHUX JIUMQOIUTOB U BBIGPOCY (PePMEHTOB TIOBPEKAAIOIIIX
sHTepoIUThI [2]. B 0TBET HAa IPOHMKHOBEHNE TJIOTEHA B COO-
CTBEHHYIO TUIACTHHKY CJIM3UCTON 3aITyCKAETCsT IUTOKIMHOBBIN
KacKaJl, KOTOPbIil MPUBOANUT K HOBPEKACHUIO TJIOTHBIX KOH-
TAKTOB. JTO CHOCOOCTBYET IPOHUKHOBEHUIO OEJKOB uepes
KuUledHbii anuresnil. OCHOBHOIT GEJIOK TJIOTHBIX KOHTAKTOB —
30HyJIMH. [Ipu mesmakuy yBeInanBaeTcs CeKperust 30HyJIU-
Ha, YTO MIPUBOJIUT K €T0 CBSIBBIBAHUIO C TOBEPXHOCTHIO KIETKN
U IepecTpoiike LUTOCKeJeTa, IOTepU B3aUMOACHCTBUS
OKKJTIOINH-30HYJINH U, KAK CJIE/ICTBUE, K YBETUUEHUIO TIPOHU-
raemoctu anutenst (Drago S, EI Asmar R, 2006). 9to crmo-
cOoOCTBYET TIOBPEXKICHUIO SITUTETUOIUTOB ¥ €lile OOIbleMy
HOCTYIUIEHUIO TJIIOTEHA B COOCTBEHHYIO TJIACTUHKY CJIU3H-
croil. B orBer Ha 3TO 3amyckaeTcsi KackaJ ayTOMMMYHHBIX
peakInii, KOTOPbIi MOJKET 3aTparBaTh IAPYrue OpPraHbl U
cucTteMbl opranusma [19].

VIMMyHHBIIT OTBET Ha TJIMAJNH CBsI3aH ¢ 00pa3oBaHUEM
KOMILJIEKCA IJIMAIHA ¢ TKAHEBOW TPAHCTIIYTAMUHA30M, KOTO-
past ero pesamunaupyer. O6pa3oBaBIIMICS KOMILIEKC, KOTO-
poiii obmazaer cpoacrsom kK HLA DQ2 unn HLA DQS8 Ha B-
sumbonnTax, akTuBusupyer nposaudepannio u auddepen-
IUPOBKY TJIA3MATHYECKUX KJIETOK, KOTOPbIE CHHTE3UPYIOT
crennduyeckre antutena (AHTUTIUAJANHOBBIE AHTUTEJA
(ATA), anturen k TTT (ATTT) u anromusuio (AIA)).

Jle3aMUHUPOBAHHBIN IJIMAJIMH  WHIYIIUPYET CHUHTE3
T-numboruramu TPOBOCIIANTNTENBHBIX IATOKUHOB — UHTEP-
depona-y, Nn-4, o-daxropa HeKpo3a OIYXOJH, KOTOPbIE
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BBI3BIBAIOT MTOBPEIK/IEHIE IHTEPOIIUTOB C PA3BUTHEM CHHIPO-
Ma MasibabcopOuuu [2].

Arpodust camsnucToit 060J0YKN CIIOCOOGCTBYET CHUKEHHIO
UM OTCYTCTBUIO (DEPMEHTOB, KOTOPbIE BbIPAOATHIBAIOTCS B
IETOYHON KaeMKe 9HTEPOIUTOB, YTO MPUBOIUT K HETlEPEHO-
CHMOCTH COOTBETCTBYIOIIMX MUIIEBBIX BemecTs. Hapyirenue
GapbepHON (QYHKIMHU CIUBUCTON BeJleT K IONaJaHui0 BO BHY-
TPEHHIOI CPely HEPACIICIICHHBIX OEJKOB € aHTUTEHHBIMU
cBOICTBaMMU.

W3mensieTcst coctaB HOPMAIBHOI MUKPODIOPHI HIKHUX
OT/IEJIOB TOHKOW M TOJICTOI KHUIIOK, YTO TIPUBOAWT K Hapy-
meHUI0 MeTaboJnu3Ma SKUPHBIX KHUCJIOT, XOJECTEPUHA,
JKEJTYHBIX KHCJIOT, CHUKEHUIO CUHTe3a BuTaMiHOB K 1 rpyn-
bl B, cHIDKeHMIo hepMeHTaIy HellepeBapUBIIUXCST OCTAT-
KOB TIWI{, TIOBBIIIEHHOMY BCAaCBIBAHUIO TOKCHYHBIX
BEIIECTB, 0OPA3yIONUXCsT B KUIIKE BCIEICTBHE MUKPOOHOTO
MeTtabosiusma (TUCTAMUH, KaJaBePUH), U Pa3BUBAIOIIMXCS
BCJIEJICTBUE ITOTO AJIePruvyecKux peaknuit. B pesysibrare
neburmra Ca, P, Butammna K pasBuBaercs cmHApOM ocTe-
OTIEHUU U OCTEOTIOPO3.

BceanencrBue napyuenust TpoUKN EHTPATBHOIN HEPBHOI
CHCTEMBI, Ay TOUMMYHHBIX MEXaHU3MOB C TIOPAKEHIEM THIIO-
(dusa y yacTut G0JIBHBIX CHIKAETCST YPOBEHD COMATOTPOITHOTO
TOPMOHA, 9TO TIPUBOZIUT K CTOMKOM 3a/iep:KKe POCTa y JeTe.

OO6utenpuHsaTOil KiaccupuKauy eauaku HeT [4].
B nactostiee Bpemst B crpanax CHI ncronbayercs kmaccu-
uxanus, npemtoxkenHas B paMkax CTaHIapTOB THATHOCTH-
KU 1 JIeYeHNs IeJNakuu y JeTeil, mpuHATHIX Ha XI cpesze
JeTCKux ractpoanrteposioroB (Mocksa, 2004):

Dopwmbl temakuu: 1) TunuyHas; 2) aTUnugHas, WA
MaJIOCUMIITOMHAST; 3) CKPBITAsT, NJIH JTaTeHTHASL.

[Tepuonpt 3a6oseBanust: 1) JTaTeHTHbBIIE — OT BBEIECHUS TIII0-
TeHa JI0 MOSIBJIEHNST KITMHUYeCKIX mpostaernii (1,5—2 mMecsia);
2) kawHUYecKoi Manudecranuu; 3) HAYAIBHOW peMuccun
(mo 3 MmecsmeB cOOMIONEHNST ANETDI); 4) HEMOJTHOW pemuc-
cun (3—-12 MmecsiieB coOOAEHNUS AUEThl); 5) PEMUCCHU
(6ouee 1 roza).

ITo manHBIM 3apyOeKHBIX ABTOPOB, CYIIECTBYIOT TaKUe
KJIHHIYecKre (HopMbI esnakuu [25]:

1. ATunuuyHas — UPOSIBJISETCS BHEKHUIIEUYHBIMU CHUM-
MTOMaMH, U THATHO3 YCTAHABIMBAETCS HA OCHOBAHUH TIOJIO-
JKUTEIBHOTO CEPOJIOTMYECKOr0 TECTUPOBAHUSI, OUONCHU C
SIBJIEHUSIMU aTPO( M BOPCHH U HCUE3HOBEHNN CIMIITOMOB Ha
6e3IJII0TEHOBOI ineTe.

2. JlateHTHast — OTCYTCTBHE KaKux-iub60 Mopdoaorunye-
CKUX M KJIMHUYECKUX IPOosiBJenuil. PaccmarpuBaercs: Kak
coctostHue <mpeabose3t». J[MarHo3 ycraHaBIUBaeTcst Ha
OCHOBAHUU TIOJIOKUTETIBHOTO CEPOJIOTMYECKOTO TECTHUPOBA-
HUst, Ha GUOIICUY — OTCYTCTBUE aTpoduu BOPCuH [4].

3. Pedpaxrepnasi — xapakTepusyeTcst TSPKEIbIM TedeHu-
eM u TpebyeT TPUMEHEHUS TIIOKOKOPTUKOCTEPOU/IHBIX TOp-
MOHOB [ 2].

4. BeaMosIBHAs — CUMIITOMBI OTCYTCTBYIOT, HO CEPOJIOTH-
YeCKIe TECTDI T0JIOKUTEbHbIE, Ha Ouoricun — atpodust Bop-
cun. [lyist BBIsSIBJICHUsT GONBHBIX HEOOXOUMO POBECTH CKPH-
HUHTOBOE MCCJIeIOBaHKE B TPyIINax pucka [4].

5. Hotenrmanbuasg — aTpodust CIUUCTONH OTCYTCTBYET,
HO YUCJIO MEKIMUTENNATBHBIX KJIETOK YBEJIUYEHO, BHISBJICHA
akcnpeccust HLA xmacca I1. O6b14HO 9Ta (hopMa BBISBIISAETCS
y OMIKAMIITIX POACTBEHHUKOB GOMBHBIX Iennakuei. Vx me
cuuTaoT OOJILHBIMU U HEe PEKOMEHYIOT cOOJI0AaTh GE3IIo-
TEHOBYIO ety [2].

B 3aBrCcHMOCTH OT UyBCTBUTEIBHOCTH K TJIMAJIMHY BbIjiE-
JIIOT TaK#e CTeNeHu nesnakuu [2]:

1. BolpaskenHas cTerneHb rUIepuyBCTBUTEIBHOCTH K TJIM-
AJIUHY, KOTOPAsT IPOSIBJISIETCS TUITMYHOM (DOPMOIT TeJTMaKITH.
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2. YMepeHHast CTelleHb I'MIIEPUYYBCTBUTEIBHOCTH K TJINA-
IHY, KOTOpas IMPOSBISIETCS MAJOCHUMITOMHOI (hopMmoii
HEJTNAKHH.

3. Cnabast cTerieHb TUIEePYyBCTBUTEILHOCTY K [JIMAJIUHY,
KOTOPAast [IPOSIBJISIETCS] GECCUMIITOMHBIM T€YEHUEM II€TUAKIH.

[lesmaxusi MOXKET JIMTETBHOE BPeMsI HE MPOSIBIATHCS
KJIMHUYECKU, MOTOMY YTO KOMIIEHCATOPHBIE BO3MOKHOCTU
cam3ucToii 060/0uKu octatouHo Bbicokue [3]. Ona Moxer
MaHndecTHpoBaTh Kak B IETCKOM, TaK U BO B3POCJIOM BO3pa-
cre. Hacro 3abosieBanne HasbiBaloT «Besmkuii Mum», Tak Kak
OHO «IIPUHUMAET MacKu» MHOTHX Oosesteii [10]. TIpakTuue-
CKM HET HU OJHOTO CHUMIITOMA, KOTOPbI Obl BCTpeyascs y
100% O6O0JIbHBIX IeJMAKUEHd, a CYIECTBYIONHE CUMIITOMbI
BBIPAJKAIOTCS B PA3HOIl CTETEHW, YTO BeleT K MHOMKECTBY
JAMATHOCTUYECKUX OMMOOK. Tak, JOMUHUPYIOIMMU CUMIITO-
MaMU MOTYT ObITh IIPOSIBJIEHUSI CO CTOPOHBI KOKH, HEPBHOI
cUCTeMBI, IeDUITUTHBIX COCTOSTHUI, C MOCTENYIONNM PA3BH-
THEM TSKeJIbIX OCJIOKHeHNH (MHCYTMH3aBUCUMBIN CaXapHBIiA
auaber, XPOHUYECKUIA TelaTuT, TUPEOUIUT, aPTPUT 1O TUILY
PEBMATOM/THOTO, HEIOCTATOUHOCTH HA/IIIOYEYHNKOB, CTOMATH-
TBI, SI3BBI KUIIEYHUKA, OECILIOAUE, OIyXOJIH, SMUJIEICHUsI,
crcTeMHble 3a00JI€BAHMSI COENUHUTETBHON TKAHU W JP.).
Hepenko kaumHu4Yeckue TPOSBJICHUS aCCOIMUPOBAHHBIX
3aboseBanmii MpeobaagaoT Haj CHUMITOMAaMHU COOCTBEHHO
IHTEPOTIATHH, YTO BHI3bIBAET AUATHOCTUYECKIE TPYAHOCTH.

Kiraccuueckoit hopMoil mesmakuu siisiercss 3abosieBa-
HUE ¢ CUMIITOMaM# CO CTOPOHBI KuIlleyHuKa (puc.). Cummro-
MbI KJIACCHUYECKON (hopMBI 3a60JI€BAHUS Y [IETEll PAHHETO BO3-
pacta (8—24 Mec. KM3HU), KaK MPAaBUJIO, BOBHUKAIOT Yepe3
3—5 MecsineB T0cye BBEJEHMsI B PAIIMOH PeOEHKA TIIOTEHCO-
JIepsKaIX TMPOJYKTOB, HO B PEIKUX CJydasix MOTYT BO3HH-
KHYTb U paHblile, B TeueHue nepBoro Mecsia. OCHOBHbBIE CHM-
NTOMBI B 3TOT MePUOJ: Auapest (YacThiil, 3JI0BOHHBIN, CBET-
JIBIIA, YBEJMYEHHDII 110 00BEMY CTYJI), METEOPHU3M, YBeJIde-
HUE Pa3MepoB JKUBOTA, PBOTA, 3a/I€PKKA POCTA, HEOCTATOU-
Hast IpuOAaBKa MACCHI TeJIa, MbIIIEYHAst TUIIOTOHUYSI, CJTaGOCTb,
BSJIOCTH, HACCUBHOCTH. PeGeHOK oTcTaeT B (husnueckoM, Hep-

BHO-TICHXUYECKOM Pa3BUTUH, OTKA3bIBAETCS CU/IETD, XOWTb.

Tunuuna Mmanudecraiys MeJuakun y JieTeil mocse mnepe-
HECEHHOTO0 UH(MEKIUOHHOTO 3aboJeBanust (KUIIEUYHON
undexnun, OPBU), npodunmakrnyeckux nmpuBuBoK; y B3po-

Puc. Pe6eHoK C Knaccm4eckon popmoii Lenmakum (CO6CTBEHHOE
HabnoaeHne)
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CJIBIX — BO BpeMsi GePEMEHHOCTH, [OcJIe PooB. 3abosieBaHue
MOJKET HAuaThCs U 6€3 BUANMON IPUUUHBL.

TacTponnTecTHHANBHBIE cUMIITOMBL auapes (y 60,0%),
zamopsl (y 20,0%), makrasmas uemoctatounocts (y 50,0%
GOJIbHBIX € TACTPOMHTECTUHAILHBIMI CUMIITOMAMHU ), TOITHOTA,
pBota (48,0%), 60.1b B :kuBOTE (HOJIH JTOKATIN3YIOTCS B OKOJIO-
MyIOYHOU 00sacTi; MakcuMyM GoJiel uepes 3—5 yacos mocie
npuema IUIY; Xapakrep 00JM — Tylas pasiuTasi, OCTpast
€XBaTKOOOPa3Has, IPOXOAUT CAMOIIPOM3BOJIBLHO WJIM HOCJIE
nedexarii), MeTeoprusM, OOJBIION BBITSYEHHDIH KUBOT.
OKPY>KHOCTB JKUBOTA, onpeesseMast o AHIpoHecKy (0THO-
HIEHUE OKPY’KHOCTU JKMBOTA K POCTY B IIPOIIEHTAX ), IOCTUTA-
et 77,0%, HopMa y 3710poBbIX feTeit 110 1,5 rona — 50,0-52,0%,
y nereii crapiie 2 et — 40,0-41,0%.

OOWIIbHBIIA, KUK WK KalliieoOpasHblil CTYJI, C OYeHb
HENPUATHBIM 3aIIaX0M, ¢ OJIECKOM M3-3a GOJIBIIOTO COmEpIKa-
HUS JKUPA, IEHNUCTbIE BCIEACTBIE HATNYNST B HUX HETHPOJIH-
30BaHHBIX YTIJIEBOJIOB, C YaCTOTOI 2—3 pasa B cyTkH (83,4%).
O6bem ucnpaskHeHUi Moker coctasisatb 1—1,5 i (nosmde-
kasiust) BMecto 50—80 M1 y 3s0poBoro pebenka. lis passu-
TUST OCHOBHOTO KJIMHUYECKOTO KJIACCUYECKOTO CUHAPOMA —
Iapen — uMeeT 3HAYeHUE MPOTIKEHHOCTh MOPasKeHUs
B TOHKO# kuiike. [Ipy nmopakeHUu TOJBKO POKCUMATbHbBIX
OT/IEJIOB JIMapesi, KaK MPaBUJIO, OTCYTCTBYET, MOCKOJIBbKY COX-
panuBinascs GYHKIUST AUCTATBHOTO OT/eSa TOHKONW KUIIKU
[03BOJISIET KOMIIEHCUPOBATh HapyIieHue abcopOIum.

Buekureunbie (MM aTUITUYHBIE) MPOSIBJIECHUS Ha3bIBa-
I0TCS «MackaMuy» Tiesqmakni. OHM yale TPOSIBJASIOTCS Y
nereii B Gosiee crapiieM BO3pacTe My B3POCJBIX OOJIbHBIX,
HOPAKAIOT MHOTOOOPA3HEM CHMIITOMOB CO CTOPOHBI Pa3iny-
HBIX OPTaHOB U CHCTEM.

CHMIITOMBI CO CTOPOHBI KOKU U CJIM3UCTBIX: aQTO3HBII
cromatut (penuansupyiomuit) (29,2%), aHryJspHblil Xeii-
Jaut, pernuausupyomuii Gypynkymres (18,6%), Butuianro
(3,0%), atonmaeckuit gepMaTUT (TTOCTOSTHHBIN WU TTEPUOIN-
Yeckuit), repreTrudopMubIil aepmatut, agorenusa (4,0%),
Y3€eJIKOBas 9PUTEMA, TICOPUA3, PACTIPOCTPAHEHHBIN KOMKHDIN
3yx (37,8%), 1oMKOCTD 1 siehopMaITsT HOTTE.

Co CTOPOHBI HEPBHON CHCTEMBL MepudepudecKast MoJi-
Heiipomnarus, nepebpanbHast atakcus, smuaerncus (3,5-5,5%),
rosioBuble 6oan (44,7%), oomopoku (5,0%), aenpeccus, pas-
npaskureabHocTs (64,0%), 1abuibHOCTh HACTPOeHMs], Hedu-
it BanManust (15,0%), meMentins, Haadue KaablinduKaToB
B IOJIOBHOM MO3Te; 6ECCOHHMUIIA, PA3TOBOPbI BO CHE, CHOXOJK-
nenue (43,0%).

Co cTOpOHBI cHCcTeMbl KpoBU: aHeMUsi (B OOJIBIIHHCTBE
ciydaeB skerezonedunutaas (86,3%) — pedpakrepHas K
Teparnuy npenapaTamu xeuesa [24], poaneBopedunurhHas —
y 10,0-40,0% nereii ¢ nenmaxueii u 'y 90% B3pOCIBIX, PEIKO
Butamud B12 pedwurmrnas), neiikonenust (y 9,0% nereir),
Koarysonarust (yAJMHEHWEe TPOTPOMOMHOBOTO BPEMEHH,
YacThle HOCOBbIE KPOBOTEUEHUS), TPOMOOIUTO3 U PEAKO
tpombonuTonenust (4,5% y aeteil), B OCHOBHOM, KaK OCJIOK-
HeHne ayTOMMMYHHOI ntatosiorun [20].

Co CTOPOHBI KOCTHOH CHCTEMBI: HapyIleHHe MUHEPAJh-
HOIi MJIOTHOCTH KOCTHOW TKaHuU [6] U, KaK CJe/CTBHE, OCTEO0-
nopo3 u ocreonerns (y 100% Gosbbix ¢ 1eqmaxueit) [1],
nedexTsl 3yOHOW 3Masiu, pPacHpPOCTPAHEHHBIN Kapuec
(37,6%), au3kuil pocT, apTpUTHl 1 apTpairun (32,9%), (cak-
pousut y 63,0% nanueHToB ¢ Ieauakueil), 6oau B KOCTSIX,
ocobenHo Houbto (52,8%), nepesiombl (11oBTOpHbBIE) (6,0%).

Anneprideckue nposiienus (71,2%): muresast ajieprusi,
JIePMaTUThI, PUHUTBI, OPOHXUTHI, OpoHxuaibHast actMa [11].

AccorupoBaHHble ayTOMMMYHHbIe (OJIE3HU: CaXapHbIN
muaber 1-ro tuma (3,5-10%) [22], tupeoumur (18,0%) [14],
renatut (6,0-8,0%) [15], xomaurur [13], peBMaTOMAHBIN
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aprput (1,5-7,0%); uanonatuveckast ANIATAIMOHHAS Kap-
auomuonarust (5,7%), HOJMIHAOKPUHONATHY, 3a00J€BaHNsT
COEIMHUTEIBHOM TKAHU, OITYXOJIM KUIIEYHNKA U JIPYTUX Opra-
HOB (BcTpewaiorcss B 350 pas ware TpH [EJTHAKUH, YeM B
nonysstinn) [9]. Tlpu uccnegoBanum G0JIbHBIX € TETUAKUEN
BBISIBJIEHO, 4TO V 42,0% 60sbHbIX ypoBenb AJIT moBbicuics,
T TIPF KOHTPOJIE YePe3 TO/L Ha aHTUTINAITHOBOM imete y 95,0%
[0Ka3aTes Il HOPMaIN30BaInCh [23]. AyTOMMMYHHBIN TUPEOU-
JIAT TIPU T[eJIMAKUY PA3BUBAETCS Yallle, YeM B TIOIYJISAIIUHU, HO
addeKT OT AaHTUTIINAITHOBOM AMETHI ¢ HOPMaJIN3aiuel anTu-
TeJl K IUTOBUIHON jKeJie3e TpakTuuecku He Hactymnaet [30].
B ciyyae ycraHOBIIEHUS IMarHO3a HEJIMAKUU Y JIeTei 110 2 JieT
(M Havyasia aHTUTINATHOBOI INETHI) PUCK PA3BUTHS Ay TOMM-
MYHHOI Trarosiornu coctasJisieT 5,0%, B Bospacre 4—12 et —
16,0%, mocie 20 mer — 34,0% (David Elliot, 2003).

Cy1iecTByeT TecHas CBSA3b MEK/LY CEJIEKTUBHBIM Jlehulin-
tom IgA u nenmakueir. Okosno 2,0% aereil ¢ 1ennakueit
nmeioT neunut IgA ay 7,7% nereil ¢ ceseKTUBHBIM ieUITH-
Tom IgA Habmogaercs nennakust [34].

B cpennem pactpocTpaHeHHOCTb IeIMaKUU Cpein JieTeil ¢
caxapHbIM auabetoMm, B 26 HokjIamax, cocraBiseT 4,5%
(0,97-16,4%) [22].

PacripocTpaHeHHOCTD TEJUAKUU CPEIN JIeTeil ¢ CUH/IPO-
MoM /layHa, 110 pasHbIM UcCJe0BaHuSIM B EBporie, HaXoauT-
ca B npenenax 5,0-12,0% [26], cpenn meteii ¢ cUHAPOMOM
Tepuepa — 6,4% [27], ¢ curgpomom Yusbsimca — 9,5% [16].

Hasume Tex uy MHBIX CUMIITOMOB CO CTOPOHBI Pa3Jiny-
HBIX OPTaHOB U CUCTEM, A TAKXKe HAIMYUC aCCOIMMPOBAHHBIX C
Hesmakueil 3a60seBaHuil y GOJBHOTO WU Y €0 POJICTBEHHU-
KOB, OTHOCSIT €T0 B TPYIITY PHCKA O eJTUaKui. JacToTa 1esm-
aKUM B TPYTINAxX pucka B cpearem coctanistet 5,0—10,0% [29].

Tevenue mesnaknu XapakTepU3yeTCs YepeoBaHUEM
nepuojioB 060cTpeHust U pemuccuu. Yaie BCero mepuobl
KJIMHIYECKOW DPEMMCCHM OXBaTBIBAIOT BO3PACT 4—7 JIeT u
MOAPOCTKOBBIH. OOOCTPEHIST MOTYT MTPOTEKATH C MPOTPECCH-
PYIOIINM BOBJICUECHIEM HOBBIX OPTaHOB U CUCTEM.

B Hacrositiee BpeMst pa3paboTaHbl aJITOPUTMbI [HATHOCTH-
KU IeJTUaKiU, KOTOPbIEe BKJIIOYAIOT KIMHITYECKUE 0COOEHHO-
CTH, ceposiorndeckue, Mophomerprdeckne (GUOTICHST KUK C
mMopdomerpueii 6uonrara), reserudeckue (HLA DQ-2, HLA
DQ-8) uccaenoBanust [5]. ¥V mereil e MaKuio AUArHOCTUPY-
10T TIO3/IHO, YTO CBSI3AHO C OIPEAENEHHBIMHI TPYAHOCTSIMU
MIPOBE/IEHUST MHCTPYMEHTAJIbHBIX 1 MOP(OJIOTMIECKUX UCCTIe-
JIOBAHMI1, ATUITNYHBIM €€ TeYeHUEeM, YaCTBIMU BHEKUIIIEYHBIMU
npostBieHusiMU. [Ipu aTOM 1MO3MHO HAYATOE JiedeH e UK ero
OTCYTCTBUU BelleT K JaJbHEIIeMy Pa3BUTHIO IaTOJOTHYE-
CKHMX U3MEHEHUI CO CTOPOHBI OPraHOB M CUCTEM pebeHKa.

[Toartomy cpeau gereil U3 TPyl prcKa 0 Pa3BUTHIO
[eJIMaKu HeOOXOAUMO TIPOBOAUTH CKPUHUHTOBYIO [HArHO-
cTUKy 3TOr0 3aboseBanust. CeposOrnuecKue TeCTbl CIIeLyer
[POBOJIUTb, €CJIU €CTh COMHEHUS B COOJIIOICHUN aHTUTIa/IU-
HOBOW /MeThl (Kak ITIOKa3bIBAIOT WCCJAEOBAHUS, TUETY
cobuonaer okoso 50—65% [33]), a Takike sl OILEHKH ee
acdexTBHOCTH.

ITarnbl TePBUYHOTO THATHOCTHYECKOTO 00CTIE/IOBAHIS:

1. KnmHuKo-aHaMHECTHYeCKUii — BBISIBJIEHHUE <KJIACCUYe-
CKOM» TIeJTMAKUN VJIN T1leJIeHAPABIEHHbII TOUCK B TPYIIaxX
puckal

2. Ceposornuecknii — aHTHTeNA K JAe3aMUHUPOBAHHBIM
nenrtugam rmaguna (IgA, IgG), anturena kK TKAaHEBOI TPaHC-
rmotamunaze — ATTT (IgA, 1gG), anturena K 9HI0MU3UIO —
IMA (IgA IgG).

3. Tucrosornyeckuii. — GUOIICHS CAM3UCTON 0OOJOUKU
TOHKOH KHIITKN.

4. Tenermyeckuii (npu neobxomumoct) — HLA DQ2,
DQ7, DQS.

116

Antutena k riuaguny (ATA IgA u IgG) ne ucnosb3yior-
cs1 7Tl IMarHOCTUKY Tiesinakiu! Beicokue ypoBHU aHTHTIHA-
JMHOBBIX aHTHUTEJ YaCTO OOHAPY/KUBAIOTCS IIPH TaCTPOMHTE-
CTUHAJIbHBIX BOCHAIUTE/bHBIX U MHMEKIIMOHHBIX 3a00JeBa-
HUSAX: MUIEBON AJIePruid U aJIIEPruIecKoil SHTEPOIaThH,
HEIepeHOCUMOCTH GelIKOB KOPOBBETO0 MOJIOKA, MOCTHH(DEK-
[MOHHBIX DHTEPUTAX, JsiMOno3se, Gonesnn Kpona, Hecrienu-
(brueckom s3BeHHOM KoOJIUTE.

Komncencycom no nenuakun (2004) npunsaATo perienue,
yto ATTT aBastioTcs KIIO4eBbIM CePOJIOTUIECKIM MapKEPOM
B INArHOCTHKE TIeJTUaKNH. MeTo/l OTHOCUTETBHO HEZOPOTOH,
KOJIMYECTBEHHBIH, JIETKO BOCHPOM3BOAMMBIN, MO/AAETCS
crangaprusanyu. Ilpu nesmakun onpexpenenne ATTT IgA
cuntaercst 6ogee crerubuanbim (94,0-98,0%), yem IgG, Ho
UX JHAarHOCTHYECKas IIEHHOCTh OTPaHMYEHA y MAIMEHTOB C
nedunurom IgA [8].

BoisiBiienne OMA cumntaercsi TakyKe YyBCTBUTENBHBIM U
crierUIHBIM IPU [EMUAKIY, B HEKOTOPBIX UCCIIEI0BAHIIX
ono npubmkaerest K 100% (Korponay-Szabo 1.R., 2003) [8].
ABnsgercsa kmaccmyeckuM auarHoctudecknil Tect. IloBbimie-
HIE TUTPA KOPPEJIUPYET CO CTENEHBIO 1 ITyOUHOIT OBPeXK/Ie-
HUsI CJM3UCTONH 0OOJIOUKM TOHKOW Kuimku. JIOKHOOTpHUILA-
TEJLHBIMU OBIBAIOT PE3YJIbTATHI TECTa Y JeTell ¢ Ienakueil B
BO3pacTe /10 2 JIET, YTO CBI3BIBAIOT C YACTO BCTPEYAIOIINMCS Y
HuX oTHocutTesbHbIM Aedurmrom IgA (H.B. Boxmsnuha,
M.O. Pesnosa, 2004). Tutp 9MA MokeT ocTaBaThCs MOBBI-
IIEHHBIM B TedeHWe MHOruX JeT. HemoctaTtkoMm sBisiercst
CJIOKHOCTb BBITIOJIHEHVSI METO/IA ¥ TPYAHOCTHU ¢ O0bEKTUBU3a-
el nuTepperann pedyabrato — PUO.

AHTHTENA K €3aMUHMPOBAHHBIM MENTHIAM TJIHAIUHA
(AZITIIT)  obmamaioT  BBICOKOW  YYBCTBUTENHHOCTDHIO
(98,3-100%) u crennduunocTbio (96,3—98,8%). s nereit
muajie 2 jet onpenenerue AT umeer npeumyiectBo 1o
cpasrenuio ¢ IMA (S. Niveloni, E. Sugai [et al.], 2007).

Taxum 00pasoM, CepoIOTHIECKHE TECTHI 1eJecO0bpasHO
ncnoab3osate [12]:

— Ha TIPeIBAPUTEIHLHOM ITalle AUATHOCTUKU TIPU TOJ0-

3PEHNN HA IeJUAKUIO;

— P 9MU/IEMUOJIOTUIECKUX (CKPUHIHTOBBIX ) UCCIIEIO0-
BaHUSX HACEJICHUS, a TAK)KE Y JieTell U3 IPYIIIbI PUCKA;

— IIPY UCCJIEA0BAHUSX POJACTBEHHUKOB OOJIbHBIX 1[eJIHa-
KUel;

— IIpY TIPOBEJICHNH HATPY30K TIIIOTEHOM;

— IIPM KATAMHECTUYECKOM HabJIto1eH K OOJIbHBIX 1eJI1a-
KHEH, UTsl KOHTPOJIA 3a COOJI0eHeM Oe3TIoTeHOBOM
JIETHI.

ITo maHHBIM COBPEMEHHON JUTEPATYPBI, HAJIMUYKIE TOJBKO
ATTT He ykasbIBaeT Ha IEJIUAKKIO, OHO MOYKET HaGJII0aThCst
npu cunzipome JlayHa, GOJIE3HSX Tl€UeHM U CEPAIa, JAETCKUX
uHMEKIMOHHbIX 3a00seBaHusIX, Ticopuase. Ho Hammyme mosio-
skutebHbIX ATTT Berme wem B 10 pa3 cBujeTenbCcTBYeT O
LeJIMAKUU, B TAKOU CUTYaI[K HeOOXOJIMMO Ha3HAUaTh Oe3rJIo-
TEHOBYIO JIUeTy, faske Oe3 nposeerus 6uorcuu. Ecau y nereii
ATTT orpuraresbible, TO IUATHO3 TEJTUAKUU COMHUTETbHBII.
Ecom ATTT amske gem B 10 pa3 pecdepeHTHBIX 3HAYEHIH U HET
BO3MOKHOCTH onpenents ADMA n reast HLA DQ2 n/nm
DQ8, to HeobxoauMO 1posectu Guoricuto. Hanmnune 2—3-ii cre-
nenu 1o kiaccudukanuun Marsh GeccriopHo ykasbiBaeT Ha
eJIMAKMIO, B TAKOW CUTYaIlUH CJIeyeT Ha3HAYaTh aHTHUIJINA-
JMHOBYIO auery, Hammuue 0—1 cTelneHu CBUIETENbCTBYET 00
OTCYTCTBUH TIEJUAKUH UJIH KE O TIOTEHI[MAJIbHON ee hopme.

J11s1 TOCTaHOBKY JIMArHO32a He PEKOMEH/IYeTCs HCIOIb30-
BaTh TOJBKO PE3YJIBTATBI CEPOJOTHYECKON ANArHOCTUKN (e3
NpoBeieH s OMONCHUH, TIOCKOJIBKY OHU MOTYT ObITh KaK JIOK-
HOIIOJIOKUTETIbHbBIE, TAK U JIOKHOOTPULIATEIbHBIE, U PEOEHKY
MOJKeT ObITh MOCTaBJieH OMUOOYHBII JUATHO3 IIEIUAKHHY, A
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3TO, B CBOIO OYepe/lb, MOJKET ITPUBECTHU K MOKU3HEHHON JINeTe.
[ToaToMy 30JI0TBIM CTAHAAPTOM AWATHOCTHKU IEJTHAKUU
SIBJISIETCS1 GUOTICUS TOHKOI KUIIKHU ¢ KAYeCTBEHHBIM THCTOJIO-
IMYECKUM HCCejoBaHreM GruonTaTa (10 Havasna Ge3rJoTeHo-
Boit uetsi!) [31], kpome caryuaes, korga ATTI Bere yem B
10 pa3 peepeHTHBIX 3HAUEHNUIA.

B 1969 r. EBpomneiickoe 001mIeCTBO AETCKUX TaCTPOIHTEPO-
JIOTOB PEKOMEH/I0BAJIO TIPOBOAUTH TPY KUILIEYHbBIX GHOIICU Y JIJIst
JIMArHOCTUKY Ienakun (B Hayase 3a00J1eBaHuist, TI0CJIe HaYaa
AHTHUTJINAJINHOBON JIMETHI 1 TTocie TipoBokain ). [Tociie nepec-
motpa B 1990 r. pe/iiosKeHo POBOAUTD OHY OHOIICHUIO Y JIeTei
crapie 2 JieT, ¢ HOJOKUTEIbHON CePOIOrHYECKOI JIMarHoCTy-
KOW M KJIMHUYECKON KapTUHOM HA aHTHUIJIMAJUHOBYIO JHETY.
Buornicns y gereil o 2-rernero Bospacta TpeboBasia MOATBEp-
SKJIEHUST TI0 JIOCTVZKEHUIO 6-sieTHero Bo3dpacta. B Hacrosimit
MOMEHT JUJIs IMArHOCTUKY LeJUAKUU PEKOMEH]IyeTcst OpaTh JiBa
GuoITaTa 13 CIM3UCTOI JIYKOBUIIbI 12-11epCTHON KUIIKY 1 JIBA —
13 AuCTasipHOrO oT/iena 12-nepernoii kumku [17].

[TaTorHOMOHMYHBIE 9HIOCKOTIMYECKHE TPU3HAKU HeJie-
YEHHOI 1[eJIMAKUU B HACTOSIIIIEE BPEMS HE BBISIBJICHBI, OJTHAKO
OTIBITHBIN JHIOCKOMUCT MOYKET 3aMOJ03PUTh IIETHAKUIO Y
GOJILHOTO MO TAKUM MPU3HAKAM, KaK OTEK, YILUIONICHUE CKJIa-
JIOK, <IOTEPeYHast NCUEPYEHHOCTh> CKIAJI0K MU «STYEHCTHIN
PHUCYHOK, MO3aMYHasi CTPYKTYPay CJAUZUCTON, KOTOPbIC BbISIB-
sstiorest 1pubsuTesbHo y 80—90% GOJIbHBIX B PA3HBIX COYe-
TaHusx [4].

JIMarHoCTHYeCKUM KPUTEPUEM TETUAKUN Ha OUOTICHH
SIBJIIETCsI aTpoust cam3ucToii ¢ rutieprpodueit kpurt. Mop-
osmornveckas cTaas 1eJUAKUN YCTAHABINBAETCS B COOT-
BeTcTBUM ¢ Kiaaccubukarmeii M. Marsh (1995 r.), KoTOpBIi
BBIZIEIUL 4 TUIIA M3MEHEHUH CJIUBUCTON 0OOJOUKM TOHKOM
KUIIKU [IPU 3TOM 3a00JIeBaHIU:

— 0-a cranua — npennduabTpaTuBHas (HOpMa);

— 1-a cramust — undmIbTPaTHBHAL, TIPU KOTOPOH CTpOe-
HUe CJIUBUCTON O00OJNOYKK TOJHOCTHIO COXPAHEHO.
[MonobHast KapTHHAa MOXKET HAOJIIOAATHCST Y GOJNBHBIX
repreTrOPMHBIM JIEPMATUTOM U Y 25% POJACTBEHHUKOB
GosbHBIX 1enakyeil 1-if crenenu pozersa. KiiHuueckn
JTOI CTaJIMM COOTBETCTBYET JIATEHTHBII TIEPUOJT TeUeHUST
3aboseBanmst. CHHIPOM MasbaGCOpOIMH OTCYTCTBYET;

— 2-g cramusl — TUINEPIJIACTUYECKAs, ¢ TOSIBJIEHIEM
VIUTHHEHUST KPUIIT;

— 3-acragusa (A, B, C) — necrpyktusHas (aTpodust Bop-
CUHOK, rutieprpodug kpunt ysesnyenne M3JI), koto-
past COOTBETCTBYET Pa3BEPHYTOIl KIMHUIECKON KapTH-
He TeJTNaKIT;

— 4-g cTanust — runoriactTudeckast (arpodusi BOpCHHOK,
HOpMaJibHas IJTyOMHA KPUIIT, HOPMAJIbHOE KOJIMUYECTBO

MaJI).
Knaccuduranust Marsh st kinHumnmcra:
— Marsh 3 — e6wicokas BepoaTHOCTD nenmakuun. Ecan

ATTT u/umu ADMA+, To nenuakusi.

— Marsh 2 — nenunakus menee sepositia. Ecim ATTT
u/mmm ADMA+, to nemakug. Ecom ATTT w/mnm
AIOMA-, TO UCKIIOUNTD APyTHE TPUUNHBL.

— Marsh 1 — ne cnenuduuno s nearaknu. Ecoim ATTT
u/wmm ADMA+, To nenmmakus Bosmoxkna. Ecau ATTT
n/mim ADMA-, To BEPOSATHOCTD TIeJINaKUH HU3KAs.

B 2005 r. nipesioxkena HoBast KiaccupUKaIusi, COrJacHo
KOTOPOI, BBIIEJISTIOT Jiniih Tpu crerieru renakuu (Corazza n
Villanacci):

— crernenb A: aTo cragus Mapr 1;

— crenenb B1 Brimovaer B cebst cragmu Mapir 2A u 3B B

CBSI3U C TEM, YTO B IIPAKTUUYECKOI pabore MX pasJiu-
YUTh HEBO3MOXKHO;
— crernenb B2 coorBercTByet cramun Mapm 3C.
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bBuorncnio MOKHO He TPOBOAUTD TIPU HAJIMYUN TUMTHIHBIX
CUMIITOMOB TIeJIMAKHH, TTOJIOKUTETbHBIX PE3YJIbTATOB CEPO-
snorndeckux uccaenoannii (ATTT Berme uem B 10 pas pede-
PEHTHBIX 3HAUYEHUIT ), a TaksKe 1pu Hasmynn renosB HLA DQ2
u/miu DQS.

Y manueHToB TPYIIBI PUCKA TI0 Pa3BUTHIO TI€JTUAKUH, B
cJlydae OTCYTCTBUSI TUIIMYHBIX CUMIITOMOB HEOOXOMMO OIIpe-
nemmts Haymrare renos HLA DQ2 u/mmm DQS. Tenst oTcyT-
CTBYIOT — Ilesinakuu HeT. [Ipn HATMIUN TEHOB CJIe/lyeT ompe-
et ATTT u o6mmit IgA. Tpu oTpuiaTebHbIX pe3yJIbTa-
tax — nennaknu HeT. [Ipm ATTI Boimme uem B 3 pasa pede-
PEHTHBIX 3HAUCHUIT HEOOXOAMMO NPOBOAUTH Ouorcuw. [lo
kiaccudurarnmun Mapi, 2—3-g creleHb yKa3blBaeT Ha Jar-
Ho3 1tesimakun, 0—1-s crernenb — Ha MOTEHIUMAIBHYIO hopmy
nesmakuu. [Ipu ATTT Huske yem B 3 pasa OT HOPMbI HEOOXO-
Mo otipezieintb ADMA. TIpu noJoKUTETBHOM pe3yJibTaTe —
6uoricus. [Ipu oTpunaTeibHOM — OTCYTCTBUE IIETUAKUN.

Takum 006pa3oM, aJrOPUTM [AMATHOCTUKU IeJUAKUN
Ha COBPEMEHHOM 3Talle MpPeICTaBIeH B NPUIOKeHUIX 1 u 2
(ESPGHAN guidelines diagnosis coeliac disease chil-
dren/adolescents An evidence-based approach, 2010).

EnuncrBennas Teparvs 1pu 1eJHaKUH — 9TO MOKU3HEH-
Hasl CTpOrasi aHTUIVINAJINHOBAS JIFIETA C NCKIIIOYEHNEM TTPOYK-
TOB, COJIEPYKAIINX 37IAKOBBIe KyJIbTYPBL I1pn aToM ciexyer yuu-
TBIBATH, YTO, KPOME <«SIBHOTO» TJIIOTEHA, B TPOAYKTAX MOJKET
MIPUCYTCTBOBATD «CKPBITHIIT» IIIOTEH. «SIBHBIIT» IIIIOTEH YKa3bl-
BaeTCs Ha YIIAKOBKE, & «CKPBITHIN» — HeT. «CKPBITHIIT» TII0TeH
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MOJKET TIPUMEHSITHCS B KAYECTBE MUIIEBBIX 100aBOK. PexomeH-
JIOBaHHbIE IIPUEMJIEMbIE YPOBHH IJII0TeHa COCTaBIAI0T <20 ppm
(20 mr Ha 1 xr cyxoro npojaykra) [4]. Hexoropsie sekapcrsa
COJIEPIKAT TIIIOTEH, IO3TOMY IIE€Pe/l UX IPUMEHEHEM He0OX0/1U-
MO BHUMATEJIbHO U3YYUTh MHCTPYKIMIO UM ITPOKOHCYJIbTUPO-
BaTbCS ¢ BpayoM nin papmarieBTomM. Kpynamu, ne cogepskaniy-
MM TJIFOTEH, CYUTAIOTCS PUC, TPEUNXa, KYKypYy3a, TIIIEHO.

B mactogmuii MOMEHT cO3/IaHBbI CIIEIMAIU3NPOBAHHbIC
6e3rJII0TEHOBbIE TIPOAYKThl — 3aMeHHUTENH XJIe000yII0UHBIX,
KOH/IUTEPCKUX U MAKapPOHHBIX U3zeauil (Xi1eb, MakapoHbl,
KEKChI, [IeYeHbe, HOTYPThl, MyKa) st IIUTAHUS OOJBHBIX C
nesinakueil. B Ykpause sty npoyKThl 1pecTaBaeHbl Gup-
mMamu «/loxtop Ilep» (Mranus), «Oprpans. Cosmanbi
MOJIOYHBIE CMECH IS TUTaHK JIeTell IepBOTo Tojla KU3HU 1
JieueOHbIE CMECH, He coepsKallue TJII0TeH. BoimyckaoT aet-
ckue Kauu 6e3 riorena pupmbl «Hecties, «/leronakrs>. Ha
OTCYTCTBHE TJIIOTEHA B ITPOJLYKTE YKA3bIBACT 3HAK <«Iepeyuep-
KHYTBII KOJIOCOK».

[Tpuuntbl Hea(DPEKTUBHOCTH OE3IIFOTEHOBOW [HUETHI: Yy
MAIMEHTA HEe IUAJICKKS, B JINETE TIPUCYTCTBYET CKPBITDIH TJII0-
TeH, y GOJIBHOTO JIAKTa3HAsI HEJIOCTATOYHOCTD, FeJIbMUHTO3.

[Ipu mecobmoneny 6e3rIIOTEHOBON ANETHI Y OOIBHBIX
nemmakneir B 40-100 pas, mo cpaBHEHWIO € TOIYJSAINEH
B 11€JIOM, MOBBINIACTCH PUCK PA3BUTHUS TaCTPOUHTECTUHAIb-
HOWM KapIMHOMBI WM JUMGOMDBI, KOTOPbIE Pa3BUBAIOTCS
y 15% GObHBIX IeJaKkuei.

DJIMMUHAIUS TJIUAJWHA SBJSETCS OCHOBOIOJATAIONIIM
B JIEUEHUU I[eJIUAKUY, HO HEOOXOAMMO OTKOPPEKTHPOBATH
neduuTHLIE COCTOSHMS, BO3HUKIINE Ha (oHe cuHApOMa
MasbabcopOIUu, U BTOPHYHBIE HAPYIIEHUS CO CTOPOHBI JIPY-
I'MX OPraHoB M CUCTeM. PekoMeHyeTcs IpieM BUTAMUHOB,
(epmenTOB, TIpenapaToB Kasbliusd, Kejae3a. TOJbKO Mpu
TSKEJIOM TOPITMIHOM TeYeHUU TPUOEralnT K TIIOKOKOPTHU-
KOUJIaM.

[IporHos GJIaronpUsATHBIA IIPY CBOEBPEMEHHO HAYaToii,
CTPOTOIl TTOKU3HEHHO /ineTe.

B mupe nipo6iiema 1enakuu siBisieTcs JOCTaTOYHO aKTy-
aspHoi. IIpoBozaTes nccseoBanus, HalIpaBJeHHbIE HA CO3-
manmne «Oe3TMIOTEHOBBIX» COPTOB 3JTaKOBBIX, Ha MMMYHU3a-
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BUPILLEHI TA HEBUPILLEHI NMPOBJIEMU OJIATHOCTUKM | JIIKYBAHHSA LLEJIIAKIT B OITEA
J1.M. Bosipceka, K.O. IsaHoBa

3anopisbknii AepxaBHU MeONYHUIA YHIBepcuTeT, YkpaiHa
Pe3tome. BMCBITNIEHO Cy4acHi YABNEHHA NMPO MOLUMPEHICTb Leniakii, AiarHOCTUYHI MOXNWUBOCTI, fIKi CNPUAOTb CBOEYACHI AiarHOCTWLi 3aXBOPHOBAHHS,
BUSBNEHHIO 0COBIMBOCTEN KITiHIYHOMO nepebiry Xsopoou, a TAKOX BCTAHOBJIEHHIO NMPO6SIEM JTIKYBaHHSA XBOPUX AiTei 3 Leniakit.

Knio4osi cnoBa: Leniakis, enigemionoris, KniHiYHa KapTuHa, JiarHOCTUKa, NiKyBaHHS, AiTH.

SOLVED AND UNSOLVED PROBLEMS OF DIAGNOSIS AND TREATMENT OF CELIAC DISEASE IN CHILDREN
L.N. Boyarskaya, E.A. Ivanova

Zaporizhzhya State Medical University, Ukraine
Summery. In this article we report about the current understanding of the prevalence of celiac disease, diagnostic opportunities, allowing time to diagnose the
disease, clinical manifestations of the disease, and problems of treatment of children with celiac disease.

Key words: celiac disease, epidemiology, clinical manifestations, diagnosis, treatment, and children.
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